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MWHWUCTEPCTBO 3PABOOXPAHEHWNA
NOHELLKON HAPOJHOW PECMYB/INKU

MPNKAS

/3 mBY- 2020 [oHeukK No 73

O06 yTBEPXAEHUN YHUPULUPOBAHHBIX KIMHUYECKUX NPOTOKOM0B MeANLMHCKOM
nomowy «CuHapoM XXunbbepay aeTeli», «EemMopparnyecknini BaCKyNnuT y AeTeir»,
«Ennotnpeos y getein», «ANNepruyeckuin puHNT y getein», «Tybynonatum
y geten», «Paxut n gedhnuynt ButammnHa D y getein», «Eemodmnns y geten,
«XPOHUYECKUA TOH3IUNAUT Y AeTein»

C uenbto obecnevyeHUss eAmMHbIX, COBPEMEHHbLIX, Hay4YHO O060CHOBaHHbIX
NMoAX0L4OB K cTaHgapTu3aumm MeAUUUHCKON MOMOLM C NO3ULMIA [0oKasaTeNbHOM
MeANLUMHbI, PYKOBOACTBYACL NYHKTOM 12 yactm 1 cTatbu 6, YacTbio 3 cTartbu 32
3akoHa [oHeukoi HapogHoit Pecny6nunkn «O 34paBoOXpaHeHUM», NOAMYHKTaMu
7.12, 7.14, 7.19 nyHKTta 7, nyHktamu 11, 13 TlonoxeHma o MuWHUCTepCTBE
34paBooxpaHeHns [ oHeLKo# HapogHoi Pecny6nunku, YTBEPXAEHHOIO
MoctaHoBneHnem CoBeta MwuHucTpoB [loHeukon HapogHoin Pecny6nvku ot
10 auBaps 2015 roga Ne 1-33, B COOTBETCTBMM C npukKa3om MwuHMCTepcTBa
3apaBooxpaHeHuns [oHeukon HapogHoi Pecny6nukn ot 08 aekabps 2015 ropa
Ne 012.1/628 «O pa3paboTke MeAUKO-TEXHONOIMYECKUX [OOKYMEHTOB MO
cTaHAapTusaumm MeANLNHCKOW nomMoLLu B  CUCTeme MuHUCTEpCTBA
3npaBooxpaHeHuns [oHeukoil HapogHon Pecnybnumku», 3apermcTpupoBaHHOro B
MuHucTepcTBe tocTUUMK oHeukoin HapogHoin Pecny6nuku 23 pekabps 2015 roga
noA perncTpaunmoHHbIM Ne 848,

MPUNKASbIBAIO:

1 YTBepguTh:

1.1 YHUPULUNPOBAHHbIA KINHWYECKUIA NPOTOKON MEeAULMHCKON MOMOLLM
«CuHgpom Xwnnbbepa y feTen», npunaraercs.

1.2. YHUPUUMPOBAHHbIA KNUHUYECKWUIA MPOTOKO MEAULMHCKOW MOMOLLM
«Eemopparvuyeckunin BacKynuT y AeTeil», npunaraercs.

1.3. YHUPULNPOBAHHbIA KINHWYECKUIA NPOTOKO MEAULNHCKON MOMOLLM
«'MnoTnpeos y getein», npunaraeTcs.

14. YHUPUUNPOBAHHbLIA KINHWYECKNIA MPOTOKO MEAULMHCKOW MOMOLLK
«ANNEPTrNYECKNIA PUHUT Y AeTei», npunaraeTcs.



15. YHUpMUMPOBaHHbIA KAVMHUYECKUIA NPOTOKON MeAULMHCKOM MOMOLLM
«Tybynonatnn y feTeli», npunaraeTcs.

16.  YHAPULUMPOBaHHbLIA KIVHUYECKUA MPOTOKON MeAULNHCKOW NOMOLLM
«PaxuT u geuunt ButamuHa Dy feTeli», npunaraeTcs.

1.7. YHA(QUUMPOBaHHbLIA KIVUHUYECKUIA NMPOTOKON MeAULUHCKOW NOMOLLM
«emomnua y pgetein», npunaraercs.

18. YHMUPUUMPOBAHHbLIA KNNHWUYECKNIA NPOTOKON MEAULUHCKOW MOMOLLK
«XPOHNYECKUA TOH3UNNUT Y feTei», npunaraercs.

2. PykoBoguUTeNAM OpraHoB W YupexieHWi 3apaBoOXpaHeHnst [LoHeuKow
HapogHoit Pecny6nnkun obecneyunTs:

2.1. CobniofeHne yTBEPXAEHHbIX MNYHKTOM 1 Hactoswero [llpukasa
YHU(PULMPOBAHHBIX KIMHUYECKMX MPOTOKON0B MEeANLUHCKOK NOMOLLW.

2.2. Pa3paboTKy 1  BHegpeHuMe  NOKalbHbIX  MPOTOKO/IOB  OKa3aHuA
MeANLMHCKON NOMOLLM Ha OCHOBE YTBEPXAEHHbIX MYHKTOM 1 HacToALero npukasa
YHUPULMPOBAHHBLIX  KIVMHWUYECKMX MPOTOKONOB MEAMLUMHCKON NOMOLKM, B
COOTBETCTBUN C NPUKa3oM MuHMUCTepCTBaA 34paBooxpaHeHmns [oHeukon HapoaHoiw
Pecny6nukn ot 27 daHBapa 2016 roga NelOO0 «O6 yTtBepxaeHMM MeToanku
pa3paboTKM W BHEAPEHUS JOKa/lbHbIX MPOTOKOMOB OKasaHWs MeauLMHCKON
MOMOLLN B YUpexAaeHUAX 3[paBooxpaHeHus [oHeukol HapoaHoit Pecny6nmkun»,
3aperncTpupoBaHHoro B  MwuHuUcTepcTBe tocTuumn  [oHeukoin HapogHoMu
Pecnybnvku 09 tespans 2016 roga nog permcrpaymoHHbiM Ne 981.

3. OTBETCTBEHHOCTb 3a WUCMOMHEHME HacToAwWero lNpukasa BO3NOXUTL Ha
PYKOBOAMTENE OPraHoB, Y4YpexAeHWin 3apaBooxpaHeHus [oHeukoi HapogHoMu
Pecnyb6nunku.

4. KOHTpOb 3a UCNOMHEHMEM HacTosAWwero Mpukasa BO3/I0XKWUTb Ha ANpPeKTOopa
[enaptameHTa opraHuM3aunm okasaHUA MeguMUMHCKOW nomowm MuHucTepcTBa
3[lpaBooXpaHeHnsa [oHeuKoin HapoaHoi Pecny6nunku.

5. Hactosawwmi Mpukas BcTynaet B cuny ¢ 25.01.2020 rogaa.

MUHUCTP O.H. Jonrowanko



YTBEPXJIEH
[Ipukazom MmunucTEpcTBa
3apaBooxpaneHuss  JloHENKoM

Haponnoii PecryOnuku
23.01.2020 Ne 121

YHUOHNIINPOBAHHBIN KJIIMHNYECKWI ITPOTOKOJI
MEJUIITHCKOHN MOMOIIN
«AJUIEPTUMMECKNHW PUHUT Y JETEW»

IlepeyeHb cokpaleHMii, KOTOpbIE HCMOAB3YIOTCS B MPOTOKOJIE:

MKB-10 MEXKIYHApPOJHAs CTaTUCTUYECKas Kiaccuukanus Oone3Hed u
MOXOKUX MPOOJIEM OXpaHbl 310poBhs 10-ro mepecMoTpa

AP AIUIEPruYeCKUil pUHUT

Anl’ alIeprexbl

ACUT aJyepreH-crnennpuueckas UMMYHOTEPAITUS

BA OpOoHXMaJIbHAS acTMa

I'KC [JIFOKOKOPTUKOCTEPOU IBI

HNHl'KC MHTPAHA3IBHBIE TTIFOKOKOPTUKOCTEPOUIBI
AHTArOHUCTHI

AJITP

JIEAKOTPUEHOBBIX PELETITOPOB

I. HACHOPTHAA YACTD

1.1. JImarHo3:

AJIIEPTUYECKAN PUHUT, BBI3BAHHBIN MBUIBIONH PACTEHUN
JIpyrue CE30HHBIE AJIEPrUYECKUE PUHUTEI

Jipyrue aanepruuecKkue puHuThI

ATEPruyecKuii pUHUT HEYTOYHECHHBIN

1.2.  llenp MOPOTOKOJIA: YCTAHOBICHHWE CIWHBIX TPEOOBAHMNA K MOPSAKY
JVMArHOCTHUKH U JICUECHUS MAlMEHTOB AETCKOrO BO3pacTa ¢ ajlIEPruyeCKuM PUHUATOM.

1.3.  TlpoTokon mnpenHa3HAYeH i MPUMEHEHHS B CUCTeME MMHHCTEPCTBA
3apaBooxpaHeHus JloHenkoi Hapoanoit PecnyOnuku. Pazpaboran s Bpauei oOmieit
[IPAKTUKU-CEMENHBIX Bpaveil, BpadeH-NeAUATPOB, BpPAUYCH-AUIEPTOJIONOB JIETCKHX,
BPAYER—OTOJIAPUHTOJIOTOB IETCKUX.

1.4. Jlara pa3paOoTKu nMpoTokoja: ceHTI0ps 2019 roxa.

1.5. Hara caenyromiero nepecmotpa: 2024 rona.



1.6. Cnucok pa3pabOTYMKOB MPOTOKOJIA:
Ne
n/ PHUO HOJIXKHOCTD MecTto pa6oTbI IIpumeuanne
n
BHEITATHBIN
. pecryOnMKaHCKHUH
DenopeHko 3aBeayromuil oTaeIeHUEM cnemuamer M3 JTHP
1. | Aunpeit otronapunrojoruu PJIKb M3 PJAKb M3 JIHP
Mo  OTOJIAPUHTOJIOTHUU
EBrenbeBuu JAHP
MeaUaTPUIECKOTO
npodus
BHEITATHBIN
pecryOJIMKaHCKUH
3uboposa Bpau-anneprosor PZIKb crienuaguct M3 JIHP
2 | FOnus PJIKb M3 JIHP
M3 JIHP o aJJIeProJIOoruu
BnagumuposHa
MeauaTPUIECKOro
npodus
o0 BIIO
JoueHT kadenpsl JloHenkmii
Anppees ITaBen otonapunronoruu 'O0O HALMOHAJIbHBIN KaHIUaaT
3 o
Bnagumuposuu BIIO «/lontHMY MEeIUIUHCKUHN MEINLIMHCKUX HAayK
uM. M. I'opekoro» yHUBEpCUTET UM. M.
I'opskoro M3 JIHP
BHEITATHBIN
pecryOJIMKaHCKUH
Jlenapt 3aBeaymomas OTAeIeHUEM cemuamcr M3 JTHP
4 | TarbsiHa nynsMmononoruu PJIKb M3 PJAKBb M3 JIHP
o MyJIbMOHOJIOTUU
BurtanbeBHa JIHP
MeaUaTPUIECKOTO
npodus
5 [epbak Bpau-opaunatop
" | EBrenus OTAENeHUS PJAKB M3 JIHP
BukroposHna oronapunronoruu P/IKb
byxaposa Bpau-opaunarop
6. | TarbsiHa OTACNCHUS PJIKb M3 JIHP
CepreesHa otronapunrojoruu P/IKb

CornacoBaHno padoueii rpynmoi no pa3padoTKe MEAMKO-TEXHOIOTUYECKUX
JOKYMEHTOB IO CTAHIAPTU3AIMN MEIALIMHCKONU MOMOIIU B CUCTEME

MunuctepcTBa 3apaBooxpanenus Jlonenkoi Hapoanoi PecnyOnuku no npoguiito

«llemmnarpusy:

No

n/n

damuniusa, ums,
0TYeCTBO

MecTo paGoThI

JIsnnuk Bukropus
AJeKCaHIPpOBHA

I naBHBIN CHICHHUAINUCT OTACIIA OXPaHbl MATCPUHCTBA U ACTCTBA
JlemapTrameHTa OpraHu3aluyi OKa3aHUusl MEIULUHCKON MOMOLTH
M3 JTHP, npencenarens Paboueit rpynmsl

OxnerosHa

Mumyk CsetnaHa

I'maBHBIN creLHANIUCT OTAENA OXPaHbl MATEPUHCTBA U AETCTBA
JlemaprameHTa opraHu3alii OKa3aHHusl MEIULMHCKON MOMOITH




M3 JTHP, 3amecTturens npeacenatesns Padboueit rpynmsl

Bpau-meroguct PecnyOnukaHCKOro LEHTpa OpTaHU3aLHH

3APaBOOXPAHEHMUS, MeIULIMHCKON CTaTUCTUKH u
3 JIuxosun Enena uHpopMaunoHHbIXx TexHomoruit M3 JIHP,  BHemraTHbIH
" | AnexcaHapoBHa pecniyonukanckuii  cneumanuct M3 JIHP mo Bompocam
IETCKOH HMHBAJIMIHOCTH M aMOyJIaTOPHO-TOJHKJINHHYECKOH
MOMOLIH JI€TSAM
4 Kyuepenko Huna 3asenyromuii kadeapoil neTcKux MH(QEKUUOHHBIX OOJe3HeH
" | IlerpoBHa I'00 BIIO losHMY um. M. T'opbkoro
5 Bbobposuukas Autonnna | IIpodeccop xadenpr! nercknx nHpeKUHOoHHbIX Oonesner 'O0
" | BaHOBHA BIIO JosHMY um. M. I'opbKOro, JOKTOp MEIULIMHCKUX HAYK
JoueHt kadenpsl merckux WHPEKUUOHHBIX Oonesnelr 'OO
BIIO  JonHMY  um. M. I'opbkoro, BHEILUTATHBIN
Mensenesa Bukropus o
6. BanepbenHa pecniyonukanckuii cnerpanuct M3 JIHP no nH}peknnoHHbIM
P Oose3HsIM NeAUaTPUIECKOro npodus, KaHIuAaT
MEANLIMHCKUX HayK
N N Houent kadenper meguarpuu, Heonaronoruu OUIIO T'OO
JInnuescknii I'eopruii
7. BIIO JdouHMY wum. M. I'oppkoro, xkaHauaaT METULUHCKHUX
JleoHnnoBuu
HayK
Houent kadenper meguarpuu, Heonaronoruu PUIIO T'OO
I'onosko Onbra
8. BIIO JdouHMY wum. M. I'oppkoro, xkaHauaaT METULIUHCKHUX
Ky3spMuHn4uHa
HayK
Houentr kagenpsr nenuarpuu Ne 1 I'OO BIIO JJonHMY
9 Octposckuii Uropp uM. M. TI'opekoro, BHEILITATHBIN pecryOIMKaHCKUH
© | Makcumosu4 CIIELIUATIUCT M3 JAHP o raCTPOSHTEPOJOTUU
NeHaATPUIECKOro Npoduist, KAHANAAT MEANIIMHCKNX HAYK
Houent kadenpor nemumatpuun Nel I'OO BIIO [donHMY
10 Yennan Jlronmuna uM. M. TI'opekoro, BHEILITATHBIN pecryOIuKaHCKui
" | JleonnnosHa cnenuanuct M3 JAHP no KapaAUOPEBMATOJIIOTUH
NeHATPUIECKOro Npoduist, KAHANAAT MEAVIIMHCKNX HAYK
Becconos JMurpuii 3aMecTUTeNb TEeHEepPaNbHOrO IUPEKTOpa MO HEOHATOJOTHH
11. P JPILIOMuJl M3 JIHP, BHemTaTHBI pecimyOIMKaHCKUIA
AHaTONBEBUY
criermmauct M3 JIHP mo HeoHnaronmoruu
12 Mockanenko MapuHa Bpau-neBposor HEBPOJIOTHYECKOTO OTACNCHUS
" | AHaTONIBEBHA Pecniybnukanckoii gerckoii kimHndeckoi ooapHuIB M3 JIHP
Houent xadenps! aeTckoit xupypruu 1 anectesuoioruu ['O0
13 Mockanenko Cepreit BIIO JonHMY uM. M. I'oprkoro, BHEIUTATHBII
" | BaneHTHHOBUY pecniyonukanckuii cnermanuct M3 JIHP no anecresunonoruu
neTUaTPUIECKOro Npoduist, KAHANAAT MEAVIIMHCKNX HAYK
[Tennynas Enena 3asenyromuii kadenpori mnempmarpun GUIIO T'OO BIIO
14.
BrnanuMmuposHa JouHMY um. M. I'opbkoro
3aBeAylOLUN  OTAeNeHHeM  JAEeTCKOW  KapAHOJOTMU U
KapaAUOXUPYPrUA Huctutyra HEOTJI0XKHOMN 51
Konos Bnanucnas P pyP o Y
15. eHHATbEBNY BOccTaHOBUTENbHON xupyprun numenu B K. I'ycaka M3 JIHP,
BHEINTaTHBIN pecnybnmukaHckuili crnenuanmuct M3 JIHP mo
KapIUOXUPYPTUN NETUATPUIECKOTO MPOPUJIS
3aBenyromuil OTHENEHUEM HEBPOJIOTHH PecnyOnukaHCKOM
16 IIpoxoposa Jlrogmuna OeTCKOW KimHU4Yecko OonbHuibl M3 JIHP, BHermraTHBIM
" | MuxailinoBHa pecniyonukanckuii - cnenuanuct M3 JIHP mo  HeBposorum
MeANATPUIECKOro Mpoduist
17. | Capexos HUropp 3aBeAyIOLMI  HEBpPOJIOTUYECKUM  oTaeneHueM JleTckoro
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AHppeeBUY KJINHUYECKOro LieHTpa I. MakeeBKu
13 Annpees I[laBen Houent xadenper oromapunroiornu ['OO BIIO JTonHMY
" | Bnagumuposuy uM. M. I'0pbKOro, kaHauaaT MEIULMHCKUX HAYK
3aBeayrouui OTHEJIEHUEM OTOJIAPUHT OJIOTUU
19 ®enopenko Axapeit PecnyOnukanckoi neTckoii kimHu4eckoi 6onbHuie M3 JIHP,
" | EBrenbeBuu BHEINTATHBIN pecnyOnukanckuii cnenmamuct M3 JIHP mo
OTOJIAPUHTOJIOTHH NETUATPUIECKOTO PO HJISI
Jlerkas Hatanps Bpau-nedponor PecryOnukaHCKoH OeTCKOH KJIMHUYECKOH
20. o
MuxaitnoBHa OonbuauLbl M3 JIHP
3aBeayrouui HEPPOIOTHIECKUM OTHEJIEHUEM
1 ITanosa Hanexna Pecniybnukanckoii neTckoit kmmHndeckoi oonpauiel M3 JTHP,
" | UBanoBHa BHEINTaTHBIN pecnybnukaHckuii crnenmanmuct M3 JIHP mo
HepOJIOTHH MeanaTpuIeCcKoro npod s
3aBenyromuil OTaeIeHIHEeM MyJIbMOHOIOTHH PecnyOnuKaHCKOM
79 Jlenapt TaTbsiHa NeTCKOW KiauHu4eckoil OonpHuubl M3 JIHP, BHemITaTHbIN
" | ButanbesHna pecniybnmkanckuii cienuanuct M3 JIHP mo myasMOHOIOTHH
MeANATPUIECKOro Mpoduist
23 Mapxkos Cepreit I'maBublii Bpau PecnyOnmukaHCKOH IETCKOH KJIMHHUYECKOM
" | EBrenbeBu4 OonbauLbl M3 JIHP
4 ByxTusipos Dnyapn 3aBenyrommii  gerckum oraeneHueM KY «I'Kb Ne 3
" | BanpTepoBuu r. JloHenka»
Bpau-amnepronor PecnyOmukaHCKOH HETCKOW KIMHUYECKOM
25 3uboposa HOmus O6onpanuel M3 JIHP, BHemTaTHbI —pecryOInKaHCKUNA
" | BraguMupoBHa crnenuanuct M3 JIHP nmo amnmeprojoruu mneanaTpuyuecKkoro
npod s
2% Xunuackas MaHa Bpau-undexmonucr PecnyGnukanckoi JeTCKOU
" | Buxroposna KJMHI4Yeckoi 6onbHuIEl M3 JIHP
3aBenyromuil otaeneHneM nerckod  odrampmonorun KY
77 Kotny0eii ['anuna «I'Kb Ne 20 r. JloHerkay, BHEIUTATHBIN peciyOIUKaHCKHHA
" | BragumMupoBHa cnenuanuct M3 JIHP mo odTanpMonorun neauaTpu4eckoro
npod s
3aBenyromuil  OETCKUM  OTHesNeHueM PecmyOnmkaHCKOM
)3 Bnacosa Haranbs KJIMHUYECKOW rcuxuarpudeckoir  Oompamubl M3 JIHP,
" | AHaTONBEBHA BHEINTaTHBIN pecnybnmukaHckuii cneumanmuct M3 JIHP mo
NCUXUATPUH NEANATPHUECKOT0 Npod s
Bpau-meroguct PecnyOnukaHCKOro NEHTpa OpTraHU3aLUH
Uypunina Anna 3APaBOOXPAHEHMUS, MenHquchoﬁ CTaTUCTUKU u
29, uHpOpMalMOHHBIX TexHomorud M3 JIHP,  BHemTaTHbIN
KoncrantunosHa o
pecniyonukanckuii  cnenuanuct M3 JIHP mo Bompocam
MEPBUYHOHN 1 peabUINTAIIMOHHON MOMOIIH JIETSIM
Bpau-cratuctuk PecrnyOnukaHCKOrO IIEHTpa OpraHU3aLIH
3APaBOOXPAHEHMUS, MeIMLIMHCKON CTaTUCTUKU u
30 MyxnbinnHa Hatanes uHpopMaunoHHbIX TexHonmoruit M3 JIHP, BHemraTHbIN
" | EBrenpeBHa pecniyonukanckuii cnermanmuct M3 JIHP mo koopauHanmu
paboThl C AETBMU-CHPOTAMHU W JETbMH, OCTaBJICHHbIMH 0€3
POIMUTENIBLCKOrO MONEYEHUs
H.o. 3aBenyrowmero OTAECICHUEM IETCKOM OHKONeMaTOJIOTMHU
10 HHcTUTyTa HEOTJIOKHOU U BOCCTAHOBUTEIBHOU XUPYPTUH UM.
nnawesa CpeTnaHa o o
31. BK. TI'ycaka M3 JIHP, BHemTarHblil pecryOIMKaHCKHMA

AJeKCaHIPpOBHA

cnenuanuct M3 JIHP no remaronoruu mneauaTpuueckoro
npod st




30 Mycradpuna Tumyp 3aBeayrouuil otneneHueM HoopokaeHHbIX JIoKTMO M3
| AxaTueBnu JIHP

33 Crproxosckas Enena 3aBenyromuil OTHENEHHEM HEOHATAJbHOrO HAONOACHUS H
" | AHaTONIBEBHA nedeHust HopopoxkaeHHbx JAPLIOMuJl M3 JITHP

34 Hytosa Enena 3aBenyrouuii otaeneHneM HoBopokaeHHbIX KY « KT Ne 6
" | BanepuesHa r. JloHenka»

35.

Haspouxas Onbra
EBrenneBHa

Bpau neonaronoruueckoro otaenenus KY «I'Kb Ne 6
r. Jlonenka», rinaBHbBIA BHELITATHBIA HEOHATOJIOT YIPABIECHUS
3APABOOXPAHEHUs] AAMUHUCTpauuu r. JloHenka

Boumukosa JIrogmuia

3amecTuTeNb TIIABHOTO Bpada 1o jeuebHol pabdore Jlerckoro

36.
HuxkonaesHa KJIMHUYECKOro LeHTpa r. MakeeBKku
37 Eroposa TaTpsiHa Bremrarneiii pecnybnukanckuii cnenmanuct M3 JTHP mo
" | AnexceeBHa SHAOKPHHOJIOTUH MEANATPHUYECKOro pod s
38 Kpusymes bopuc 3asenyromuii kadenpoit nponenesTrku neguarpun I' OO BIIO
" | UcaeBuu JoaHMY um. M. I'opekoro M3 JIHP

39.

Hanumox Tamapa
AJeKCaHIPOBHA

3aBenyromuil IETCKOro LEHTpa peadwIuTalMu JeTed ¢
HApYIIEHHEM CJIyXa M PEYM, BHEIITATHBIA pecrmyOnMKaHCKUN
CHELHAIHCT 0 CYPIOJIOTHH NeanaTpudeckoro npodunst M3

JIHP

40.

Haneros Anpapeii
BacuibeBuu

3aBenyromuii kadenpoii memuatpum No 2 TOLEHT, AOKTOP
MEJIUIIMHCKUX HayK

1. OINPEJJEJIEHUE

Annepruyeckuii puHuT (AP) - XpoHHMueckoe 3a00JIEBAHME CIU3UCTOMN
000JIOUKH HOCA, B OCHOBE KOTOPOTO JIGKUT 1gE-onocpenoBaHHOE aliepruyeckoe
BOCMAJICHUE, OOYCJIOBIIEHHOE  BO3JACHCTBUEM  PA3JIMUHBIX  AJUICPIEHOB U
IPOSBIISIOLIEECS KOMILUIEKCOM CUMITOMOB B BUJE PUHOPEH, 3AI0KEHHOCTH HOCA,
YUXAaHUS U 3yJ1a B HOCOBOW IOJIOCTH.

2. SIHUJIEMHOJIOT S AJUIEPTUUECKOI'O PUHUTA

AP - mpoko pacnpocTpaHeHHOE 3a00JIEBaHUE.

Cpennsis  pacnpoCTpaHEHHOCTh cuMOTOMOB AP cocraBniser 8,5% (1,8—
204%) y 6-7-nethux u 14,6% (1,4-33,3%) y 13-14-netHux pgerei
(MexxmyHapoaHOE MCCIIeI0BaHUE OPOHXMAIBHON aCTMbl U QjUICPIrUU B JIETCKOM
Bo3pacre: International Study of Asthma and Allergy in GA 2 LEN (Global Allergy
and Asthma European Network — I'noGajibHas ceThb MO alIEprud U acTME B
Esporne) B 2008-2009 rr.

3. OTHOJIOIuA

PazButne AP y aetell U MOAPOCTKOB CBA3aHO C BO3ACHCTBHEM PA3TUYHBIX
AJIJIEPreHOB.

Anneprensl - 0enkoBbie BemecTBa (0T 5 10 100 k/[a), cmocoOHbIE nake B
HEOONBIINX 103aX BbI3bIBATH CEHCUOMIN3ALMIO C MOCICAYIOIUMA KIMHAYECKAMU
NPOSBIICHUSIMU AJIJIEPTHM.

AJIEpreHbl NOAPA3ACAIOTCS Ha CAEAYOIUE TPYIIIIBL:

- HCMH(EKIIUOHHBIE - OBITOBBIE (KJIEIIM JOMAIIHEN MBIIN), SMHAICPMATIBHBIC,
NBUTBLEBBIC, MHCEKTHBIC, MUIICBBIC, JICKAPCTBEHHBIC,
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- MH(EKUHOHHBIE — T'PUOKOBBIC, OAKTEPUATIBHBIE.

4.  TTATOI'EHE3

AJiepruyeckas peakims pa3BUBacTCI B CCHCHOMIM3UPOBAHHOM OPraHUu3Me
OpA TMOBTOPHOM KOHTAKTE C aUICPreHOM, COMPOBOXKAACTCS  Pa3BUTHEM
AJIJIEPrUYECKOr0 BOCMAJICHUS, MOBPEKICHUEM TKAHEH W TIOSBIICHUEM KITMHUYECKUAX
CUMNTOMOB aJUICPruyecKkux Oomne3Hel. B maroreHese amneprudeckux OOJe3HEH
peakuuu  HemeaneHHoro  tuma  (IgE-3aBucumoro, — aHadumnakTuyeckoro,
aTOMUYECKOr0) SIBJISIFOTCS OCHOBHBIMM (HO HE BCErla €OUMHCTBEHHBIMM). [lpm
MEPBOM KOHTAKTE C ajiepreHoM oOpasytorcsa crneuudpuyeckue Oenku - IgE
aHTHUTENA, KOTOPbIE (PUKCUPYIOTCS HA MOBEPXHOCTU TYUYHBIX KIIETOK B PA3IMYHBIX
OpraHax. OTO COCTOSIHME€ HA3bIBACTCA CCHCMOWIM3AaUMs -  TOBBIIICHUE
YyBCTBUTEIBHOCTH K KOHKpETHOMY Anl.

[Ipy MOBTOPHOM KOHTAKTE CCHCHOWIM3MPOBAHHOIO OpraHu3ma ¢
NpUYMHHBIM Al poucxoauT pa3BuTtue [gE-3aBUCMMOro BOCHIATIEHUS B CIIM3UCTOM
000JI0YKE HOCOBOM MOJIOCTH, 00YCIIOBIMBAKOLIETO MOSIBJICHUE CUMITOMOB.

B Teuennme mnepBeIXx MHHYT mocie Bo3acictBus Anl (panHss  (daza
AIJIEPrUYCCKONA PEaKIMK) MPOUCXOIAT AKTHBALMS TYYHBIX KJIETOK M 0a30(uIIoB,
JETPAHYJISIIUS W BBIACIICHUE MEIUMATOPOB BOCHAJIECHUS (TMCTaMWHA, TPHIITA3bI,
npocrarnanauHa D2, nelkoTpueHOB, (akTopa akThBauud TpoMOOUMTOB). B
pe3yabpTaTe ACHCTBUS MEIUATOPOB MOBBIMIAETCS COCYIMCTas MPOHULAEMOCTD,
YBEJIMUMBACTCS TPOAYKIIMS CIIM3H, COKpalacTCs TNajKas MyCKyJaTypa, BOSHUKAKOT
OCTPBIE CUMIOTOMBI JIJIEPrUYECKUX OONE3HEH: 3y ria3, KOKH, HOCA, THIEPEMMUS,
OTEK, YNXAHUE, BOJSTHUCTHIC BBIICIICHHS U3 HOCA.

Uepes 4-6 dacoB (mo3mHsisi (aza auIepruyeckoil  peakiuu) TMOoCIe
BO3aciCcTBUS Anl’ TPOUCXOAMT M3MEHECHUE KPOBOTOKA, JKCHPECCUS MOJEKYJI
KJIETOYHOM aIr€3uM HA SHAOTEINH U JICHKOIMTAX, MHPUIBTPALMsI TKAHEH KIIETKaMU
AJJIEPrUYECKOro BocnaneHus — Oazodunamu, 303uHopmiamMu, T numdoruramu,
TYYHbIMH KIIETKaMH. B pe3ynbTare mpoucxoauT (pOpMHUPOBAHHE XPOHUYECKOTO
IJIEPrUYECKOr0 BOCHAJICHUS, OJHUM W3 KIMHWUYECKHX NPOSBICHHIA KOTOPOTO
ABJIICTCA HeCMeUn(PUUecKkas TKAHEBAs THICPPEAKTUBHOCTh. XapaKTePHBIMA
CUMNTOMAaMH SIBJIIFOTCS HA3aJIbHAs TMIEPPEAKTUBHOCTh M OOCTPYKLMS, THIIO- W
AHOCMUSL.

5. KIIACCHU®UKALIMA AJUIEPTUUECKOI'O PUHHTA.

CornacHo TpaauIMOHHOMY noaxoay, AP knaccuuumpyercs Ha OCHOBaHUH
JUIATETIBHOCTH W BBIPAKEHHOCTM  CUMOTOMOB  PHHHATA TPH  HAIWYMHU
CECHCUOMITU3aLIH.

AJIEPrUYECKUd PUHUT B 3aBUCUMOCTH OT NPHUPOJbLI NATOTEHETHYECKH
3HAUUMOIO AJUIEPreHa MOMKET MMETh CE30HHBIM (IIpH  CEHCUOWIM3aUuu K
NBLUIBLEBBIM WK K TPUOKOBBIM aJNIEPTE€HAM ) WJIA KPYTJIOTOMYHBIN XapakTep (Mpu
CEHCHOMIM3AMK K OBITOBBIM aJUIEpPreHaM (KJICIIM JOMAIIHEH MBbUIH, TAPAKAHBI) U
ANUACPMATBHBIM (MIEPXOTh )KUBOTHBIX ) AJUIEPreHAM.
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OnHaKO pa3nuynue MEXKIY CE30HHBIM M KPYIJIOTOJUYHBIM PHHUTOM MOKHO
IPOBECTHU HE BCETZIa M HE BO BCEX PETMOHAX; KAK CJIEACTBUE, TaHHAS TEPMUHOJIOTUS
OBLIA MEPECMOTPEHA U, UCXOS U3 MPOAOIKATENBHOCTH CUMITOMOB, BBIACIISIIOT (I10
knaccudukanum ARIA 2010, a taksxke EAACI 2013):

-  WHTEPMHUTTUPYIOIIMA (CE30HHBI WM  KPYIJIOTOAMYHBIA, OCTpPBIH,
ciy4daiinbiii) AP (cumnromel < 4 nHeEl B HEAETO WK < 4 HEXl. B TOAY ),

- TMEPCUCTHPYIOMMKA (CE30HHBIA WA KPYIJIOTOJWYHBINA, XPOHHYECKUH,
JUTATENBHBIN) AP (cuMOTOMBI > 4 THEW B HEAEIIO WU > 4 HEXl. B TOAY ).

[To creneHun BEIPA)KEHHOCTH MPOSIBIICHUH W BIMSIHAIO HA KAYECTBO KU3HH AP
NOJPA3AEISIOT Ha:

- AP nerkoro TeueHHWs (HE3HAUMTENIBHBIE CHMIITOMBI, HOPMAJbHBIA COH;
HOPMaJIbHASI MOBCEJIHCBHASI AKTWBHOCTh, 3aHATHS CHOPTOM, OTIBIX; HE MEMIACT
yueOe B IIKOJIE WK MPO(PECCUOHATILHOMN ACSITEIBHOCTH ),

- AP CpemHETSIKENOro M TSHKEIOro TeUeHUs (MPU HATUYAKA MYUYHTEIbHBIX
CUMNTOMOB, MPUBOAAIIUX K MOSBICHUIO XOTsI Obl OJJHOTO U3 TAKUX MPU3HAKOB, KaK
HApYLICHHUE CHA, HAPYLICHHE MOBCEAHEBHON aKTUBHOCTH, HEBO3MOYKHOCTD 3aHATUI
CHOPTOM, HOPMAIBHOIO OTABIXA, HAPYIIEHUS MPO(HECCHOHATBHON NEATETbHOCTH
WIH y4€eObl B IIKOJIE);

Crnemyet NOAYEPKHYTh, YTO MHTEpMUTHPYIOLIMA AP B mepuone o0ocTpeHus
3a0071€BaHAS ~ MOXKET  MMETh  CPEOHE-TSDKENOC/TSHKENIOe  TEUeHHWe,  a
NEPCUCTUPYIOLINI PUHUT MOKET MPOTEKATh JIETKO.

Kpome Toro, BELIEISAIOT 000CTPEHUE U PEMHUCCHIO aJNIEPTUYECKOTO PUHUTA.

6. [TPUMEPHI IIOCTAHOBKH JIUAT'HO3A
ATNNEepruyecKkuii pUHAT, AHTEPMUTTUPYIOLINNA, JIETKOE TEUEHUE, PEMUCCUS

ANNepruyecKkuii pUHUT, MEPCUCTUPYIOLINN, TSKEIOE TEUEHUE, 000CTPEHUE

7.  JUATHOCTHUKA

Jlnarno3 AP ycTaHaBIMBaOT HA OCHOBAHWH JJAHHBIX AHAMHE3A, XaPAKTE PHBIX
KJIMHUYECKMX CHMIITOMOB M BBISIBICHUM NPUYMHHO-3HAYMMBIX AJUIEPreHOB (IIpU
KOYKHOM TECTHUPOBAHUM WIIA OMPEACIICHUN TUTPa CHEeUU(PUUIECKIX aHTUTEN Kilacca
IgE 1n vitro B ciiy4ae HEBO3MOKHOCTH MPOBEACHUS KOXKHBIX TIPO0).

8. XAJIObBbI U AHAMHE3

OCHOBHBI€ 7kaJ100bl 00OBIYHO MPEACTABIAIOT COO0M KIIACCMUECKUE CUMIITOMBI
AJIJIEPruYeCcKOro PUHUTA;

- puHopes (OTAENSEMOE W3 HOCOBBIX XOJIOB MPO3PAUYHOE, CIIU3UCTOTO
XapaKTepa);

- YAXAHUE - HEPEJKO MPUCTYNOOOPa3HOE;

- 3y]I, PEKE - YYBCTBO MOKEHUS B HOCY (MHOTIA COMPOBOXKAACTCS 3yJI0M HEOA
Y TJIOTKH ),

- HazaJbHas OOCTPYKLMS, XApaKTEPHOE MAbIXaHHME PTOM, COMEHHUE, Xpal,
armHo?, U3MEHEHHUE U THYCABOCTh T0JI0CA.



K xapakTepHbIM CHMITOMaM OTHOCSTCS TAKXKE «QIJICPIHUYECKHAE KPYTW MOJ
rJla3aMu» - MOTEMHECHUE HIDKHETO BEKa M MEPHOPOUTANBHON 00JIaCTH, OCOOCHHO
IPH TSHKEIIOM XPOHUYECKOM TCUEHUH MPOLIECCA.

JIOMIOJIHUTENBHBIE CHMIITOMBl MOTYT BKJIFOUaTh KallleJb, CHWKCHHE U
OTCYTCTBHE OOOHSHUS; PA3APAKECHUE, OTEYHOCTh, TUIIEPEMHUIO KOXKHU HAJl BEPXHEH
ryOOi W y KPBUIBEB HOCA, HOCOBBIC KPOBOTECUEHUS BCICACTBHE (DOPCUPOBAHHOTO
OTCMAapKuBaHus;, 00Nk B TOpJIC, MOKALUIMBAHUE (MPOSBIEHHUS COIMYTCTBYIOLIETO
IJIEPrU4eCKOro (papuHIUTA, JAPUHTUTA), O0JIb U TPECK B yIIAX, OCOOCHHO MpH
[JIOTAHWW, HAPYLICHHE CyXa (MTPOSBICHUS AJIIEPrHYECKOro TyOOTHTA).

Cpenn  oOmux Hecnenuu@UUecknux CHUMIOTOMOB, HAOMIOJAEMBIX MpU
AIJIEPrUYECKOM PHHHUTE, OTMEYALOT:

- ¢1ab0CTh, HENOMOTAHKE, PA3APAKUTEIBHOCTD,

- TOJIOBHYIO 00JTb, TOBBILICHHYIO YTOMJISIEMOCTb, HAPYIIEHUE KOHIICHTPALUH
BHUMAHUS;

- HapyUIEHKWE CHA, MOJABICHHOE HACTPOCHHUE,

- PEAKO - MOBBILICHAE TEMIIEPATYPHI.

[Tpu cOope CeMEHHOro M aIEProJIOrMYECKOro aHaMHe3a 0c000¢ BHUMAHUE
oOpalaroT Ha HAJIMYME HACIEACTBEHHON MPEAPACTIONOKEHHOCTH K AJIJIEPTHYECKUM
3a00JICBAHUSIM.

CoOupast aHamMHe3, He0O0XOaUMO oOOpaniaTh BHUMAHUE Ha CE30HHOCTH
o0ocTpeHuii OO0JIC3HH. YCWIICHHME YHMXaHUS M 3AI0KCHHOCTH HOCA MO yTpam,
JBIXaHUE YEPE3 POT, CIM3UCTOE OTACIAEMOE M3 HOCA, Xpan MO HOYaM MO3BOJISIOT
anmogo3pute AP. Ilpu cOope aHamMHE3a MOXKHO BBISICHUTH NPHYMHHO-
CIICICTBEHHYIO CBSI3b OCTPBIX CHMITOMOB AP ¢ BO3ICHCTBHEM aAIEPIEHOB
(KOHTAKT ¢ JOMAITHUMH KUBOTHBIMH, YOOPKA KBAPTUPbI K MTPOY. ).

9. OCMOTP PEBEHKA C AJUIEPTMYECKWUM PUHUTOM

[Ipn ocMoTpe peOeHKa, MMEIMIEr0 KaJIoObl HA HAPYIICHHE HOCOBOIO
JIbIXaHUs, CJEAyeT OOpaTUTh BHHUMAHHME HA TaKUE€ BHEUIHWE MPU3HAKU, Kak
IPUMACHUYAHbE, IIMBITAHLE, TPEHUE HOCA, MOAHATHE JAJOHBKO KOHUMKA HOCA
(«ayIepruyecKuil CantoTy ), XapakTep OTACIIEMOro U3 HOcA.

KiMHuYeckre  CUMOTOMBI, WX  OPOJAOJDKUTENBHOCTH W 4YacToTa
BO3HMKHOBEHUS, CBS3b C MPUUYMHHBIMU aJUIEPreHaMU — OCHOBHBIC KPUTECPUU ISt
JIMArHOCTUKH U XapakTepuCcTUKU AP y netei.

B kmuHUYEeCKOH MPaKTUKE MOCTAHOBKA TUArH03a 0OBIYHO OCYIIECTRIISCTCS Ha
OCHOBAHWMM aHAMHE3a, PE3YJIbTATOB MEPEAHEN PUHOCKOMUK U AJIJIEProJIOrHYeCKOTO
o0cnea0BaHMsl.

10.  PUHOCKOIIMA

[Ipn puHOCKOnUM y OONBHBIX AP BBISBISCTCS HEPABHOMEPHAs OKpacka
HOCOBBIX PAKOBHH: OT OJIETHO-PO30BOM, MATHUCTOM A0 CUHIOMIHONW M OJICTHOMN
(MaToBOiA).

11. IABOPATOPHBIE METO/IbI MCCJIEAOBAHHWA
11.1. KIIMHUYECKUU AHAJIU3 KPOBU
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KnmHanveckunii aHann3 KpoBH MO3BOJIIET MPOBOAUTE AHPPEPEHUNATBHY IO
IUArHOCTHKY  MEXAy  MHPEKIMOHHOW W QIIEPru4ecKoil  MpUpOAOH
BOCHAJIMTENBHBIX M3MEHEHHI B HOCOMNOTKE. /(s AP XapakTepHO NOBBIIIEHWE
yucIa 303MHOMUIIOB B IEpUepUUeCKoii KpoBu OoJiee 450 MKIL.

11.2. HUTOMOPOOJIIOTUYECKOE HWCCIIEJJOBAHUE MA3KA-
ITEPEITEYATKA CO CJIM3UCTOM OBOJIOUKH TTOJIOCTU HOCA.

[{nToMOpoIOTNHECKOE UCCIIETOBAHUE Ma3Ka-Mepenevyarka co CIU3UCTOR
00O0JIOUKH MOJIOCTH HOCA SIBISIETCS AOCTYIHBIM, HEAOPOTUM W WH(OPMATUBHBIM
METOAOM TU(PPEepeHIHATBHON TUArHOCTUKKM AJIJIEPTUYECKOT0 U MH(PEKIIMOHHOTO
BOCHAJICHUS. Pe3yabpTaThl LUTONOTMYECKOTO HMCCIAEAOBAHUS HA3IBHOIO CEKpeTa
OTP@XAKT  HAJTUMYKAE  AVICPTHYECKOr0  BOCHAJEHUS C  303WHOQWIBHOMN
UHQWIBTPAUMENR WM MOATBEPKAAIOT HAIM4YAEC WH(PEKIMOHHOTO BOCHAJICHUS
CIIM3UCTON 000J0UYKM ¢ HEUTPO(UIBHONH HHPHUIBTPALUEH HA MOMEHT POBEACHHUS
WCCJICTOBAHMSI.

11.3. AJUIEPT'OJIOI'MYECKOE OBCJIEJJOBAHUE.

JUIs BBISBJICHUS CHOEKTPA CEHCMOMM3auuu npu AP MCHOJIB3YIOT METObI
IJIEPrOJMArHOCTUKU: 1N VIVO (KOKHBIE CKapu(UKaMOHHbIE MpoObl win prik-
TECThI C YK30M€HHBIMM HEWH()EKIIMOHHBIMU ajlIepreHamu), in vitro (onmpeaeacHue
cnenuduuecknx [gE- aHTUTEN K aJulepreHaM B CHIBOPOTKE KPOBH ).

11.3.1 KOXHBbIE ITPOBBI.

JUIs  AMArHOCTUKM A/UIEPrMM  HEMEUICHHOTO THIMA PEKOMEHIYETCs
OPOBOANTh CKapu(uKanuoHHbie npoObl wian  prik-tectel. KoxkHBIE TPOOBI
OPOBOAATCS B MEPHOJ KIMHUYECKOH pemuccud AP, mpu yClIOBHH OTMEHBI psja
(hapMaKOJIOrMYECKNX MPENaparoB, KOTOPBIE MOTYT TOBJIMATH HAa PE3YJIbTAThI
oOcnenoBanus. MccrnegoBaHue MPOBOAMTCS B YCIOBHUSX CIEHUAIM3UPOBAHHOTO
JIJIEProJIOTMYECKOro  KaOWHETa WM CTallMOHapa CHEHUAIBHO OOYUYEHHOM
MEIULIMHCKON CECTPON UM BPAYOM-AJUIEPTOJIOTOM.

11.3.2 OIMPE/JEJIEHHUE YPOBHEM CIIEITU®GUYECKHX IgE-
AHTUTEJI B CbIBOPOTKE KPOBH.

Hzmepenne oOmiero IgE B CBIBOPOTKE KPOBK HE MMEET OOBIIOTO 3HAYCHHUS
i oueHkn AP. JInsi BBISBICHHS TPAUYMHHO-3HAYMMBIX JUIEPT€HOB MUCIOJIB3YOT
METOJI OTIpEACTIEHNS aJuieprencnennpuuecknx [gE-aHTUTEN B CHIBOPOTKE KPOBH.

11.3.3 UHTPAHA3AJIbHBIE ITPOBOKAIIMOHHGLIE TTPOBBI.
[TpoBokalMOHHBIE TPOOLI € aJIEpreHaMu B JIETCKOW  KJIMHUYECKOH
MPAKTUKE HE CTAHIAPTU30BAHBI M HE PEKOMEHIOBAHBI JJI UCITOJIb30BAHHUS.

12.  JTUODEPEHITUAJIBHASI JUATHOCTUKA AJUIEPTUUECKOI'O
PUHUTA Y JIETEN.

Hamnyumimm metomom auddepeHumansHoil auarHoctukn APy gereid
SIBJISICTCS OLICHKA KJIMHUYECKUX CUMIITOMOB M Bo3pacTa peOcHKa. Y NeTel paHHETO
BO3pacTa CIIeAyeT MCKIKYATh. WHOEKIMOHHBIA PUHUT, aACHOUAMT, WHOPOHBIC
TeJda B MOJOCTH HOCA, MYKOBHCIHAO03, NEPBUYHYIO LHUIHAPHYIO AUCKHUHE3MIO,
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BPOJKACHHBIE  aHOMAJIMM  pasBUTHA. Y  J€Ted  cTapliero  Bo3pacra
audepeHInaIbHY0 JUArHOCTUKY MPOBOJST C MHQPEKIMOHHBIM  PUHUTOM,
HOBOOOPA30BaHUSMU (I0OPOKAYECTBEHHBIE U 3JIOKAYECTBEHHBIE ), TOJIUTO30M.

13.  TEPAITMA AJUIEPTMUECKOI'O PUHUTA.

OCHOBHas 11€1b TEPANUU — JOCTUKCHUE KOHTPOJIS Hafl OOJIE3HBIO.
KomMIieke TepaneBTHYECKIX MEPOTTPUATHN BKITFOUAET:

- OrpaHMYCHUE KOHTAKTA C MaTOT€HETUUYECKA 3HAUMMBIMH aJJIEPTeHAMMU;
- JICKApCTBEHHYIO TeParHuio;

- aJUIepreH-CeMUIecKy0 UMMYHOTEPanHIo;

- o0yueHue.

13.1. JIMMUHALIMOHHBLIE MEPOITPUATUA

OmuMmuHaLMs (yAaJeHUE) MPUUAHHO-3HAYUMBIX AJUICPIreHOB OTHOCUTCS K
ATUOMATOTEHETUYECKUM METOAaM JieucHust AP.

[TonHOCTBIO M30€XKaTh KOHTAKTa C A/UICPreHaMH, BCTPEYANOIIUMUCS Ha
OTKPBITOM BO3IYyX€E, B YACTHOCTH, C MbUIBLIOH, HEBO3MOXKHO. HO naxke yacTu4Hoe
UCKJTIOYCHHE KOHTAKTa C MPUYMHHBIM AIJIEPreHOM OOJer4act cUMNTOMbI AP,
CHW)XKasi aKTMBHOCTH OOJIE3HM M MOTPEOHOCTH B (papmakotepanuu. OHAKO, BCE
ANIMMHHALMOHHBIE ~ MEPONPUATHS  JOJDKHBI MMETh  NEPCOHU(UUMPOBAHHBIN
XapakTep, WX TMPOBEACHHE PEHTAOENIBHO M S(PPEKTUBHO TOMBKO B ClIydae
TIUIATETLHOTO MPEABAPUTEIBHOIO AIIEPrOJIOTMYECKOr0 00CIeI0BaHus (BKITIOYast
aHaAMHE3 U1 OLECHKM KJIMHUYECKOW 3HAUYMMOCTH, KOKHOE TECTUPOBAHHE W/WIIA
onpeaeneHue Tutpa cnenupuueckux I1gE).

13.2. MEJIMKAMEHTO3HAS  TEPAIIMA  AJUIEPTUUYECKOI'O
PUHUTA.

BonbmuHCTBO (PapMakoI0rnueckux mpenaparoB npu AP HCHOMB3YIOTCS Kak
NEPOPANBHO, TAK U MHTPAHA3ATLHO.

[IpenmyliiecTBa MHTPAHA3AIBHOTO MPUMEHEHUS JICKAPCTBEHHBIX CPEICTB Y
JETEN U MOAPOCTKOB ¢ AP:

- BBICOKME KOHIICHTPAIMK MPEMAapaToB MOCTYMAKT HEMOCPEJACTBEHHO B OpraH
MUIIEHb, YTO MO3BOJSAECT M30€KATh CUCTEMHBIX A((MEKTOB WM CBECTH UX K
MUHUMYMY

- HEKOTOPbIE MpenapaTsl (HanpuMep, KPOMOHBI) MOKHO Ha3HAYaTh TOJBKO
WHTPaHa3aJIbHO, TaK KAK OHU TUIOXO BCACBIBAKOTCS MOCIIC TPUEMA BHYTPb;

- HEKOTOPHIE MPEMapaThl BHI3bIBAIOT BHIPAXKEHHBIE CUCTEMHBIE YP()EKTHI TPH
NEPOPANTLHOM MPUMEHECHUM (HAPUMEP, KOPTHUKOCTEPOWABI M MPOW3BOJIHBIC
aTpONMHA),

- TPU MHTPAHA3AJIbHOM MPUMEHECHHUH ICHCTBUE OOBIYHO HAUMHAETCS ObICTpEE,
4YeM MPU MPUEME BHYTPb (HAPUMED, COCYIOCY>KUBAOIINE CPEJICTBA U, BO3MOXKHO,
AHTUTHCTAMUHHBIC MTPENaparhl).

[TanrieHTOB cneayeT MHPOPMHUPOBATH O MPEUMYIIECTBAX MECTHOM Tepanuuy,
YTO MOXKET CIIOCOOCTBOBATH YBEJIMUEHUIO MPUBEPKEHHOCTH K JICUEHUIO.
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13.3. AHTUTTUCTAMUHHBIE TTPETIAPATHI

13.3.1 AHTUIMCTAMHUHHBIE Tpemaparel 1-ro  MOKOJIEHUS  OO0JanarT
HEOMArONpUsITHBIM ~ TEPANEBTUYECKUM  MPOQUIEM, UMEIOT  BBIPAKCHHBIE
CEIATUBHBIN W aHTUXOJMHEPruyecknii modounsie 3¢ dextrl. [Ipenaparsl naHHOM
IPYNIbl HAPYLUIAOT KOTHUTHBHBIE (PYHKIIMA: KOHIICHTPALIMKO BHUMAHUS, MAMSTh 1
CHOCOOHOCTh K OOYYCHHIO. YUMThIBash OTCYTCTBHE 3apPETMCTPUPOBAHHBIX K
OPUMCHCHUID AQHTUTUCTAMUHHBIX MPENaparoB BTOPOr0 TOKOJEHMS, ACTSIM B
BO3pacTe A0 6 MEC KPaTKMM KYPCOM MOKET ObITh Ha3HAYEH TUMETHUHACH (PEKUM
N03upoBanus naureHram ot 1 mec. 1o 1 roga mo 3—10 kanens Ha npuem 3 pasa B
CYTKH).

13.3.2 AHTUTHCTaMHMHHBIE ITPENApaThl 2-ro MOKOICHUS PEKOMEHAYIOTCS KaK
OazoBas Tepanusi AP BHE 3aBMCHMOCTH OT CTENEHM TSHKECTH (KAK PETYJISIPHBIM
KypPCcOM, TaKk W MO MOTPEOHOCTH). AHTUTMCTAMUHHBIC JICKAPCTBEHHBIC CPEICTBA
BTOPOI0 MOKOJIEHUS KaK JJIs NEPOPAIBHOTO, TaK U ISl MHTPAHA3AIBHOTO BBEACHUS
3¢ dektuBHBl TpH  AP. [TepopanbHble TMpenaparel  OTIMYAKOTCA  JIYUILICH
NEPEHOCUMOCTBI0, B TO BpPEMsl KaK WHTPAHA3AIbHBIC XapaKTEPU3YHOTCs OoJiee
OBICTPBIM HACTYMJIEHUEM 3(PPeKTa. AHTUTHCTAMUHHBIC TPENaparbl CUCTEMHOTO
JEUCTBHSI MPEAOTBPALLAIOT M YMEHBLIAKOT TAKUE CUMIITOMBI AP, Kak 3y/, YNXaHHUE,
puHOpes, HO MeHee OJ(P(PEKTHBHBI B OTHOIIEHWUM HA3aJbHOW OOCTPYKLIHMM.
Bo3MoxHOCT,  pa3BuTHs Taxu(WIAKCMM TPH TPUEME AHTUTHCTAMUHHBIX
npenaparoB BTOPOTO MMOKOJEHUS OTCYTCTBYET. OIHAKO, y HEKOTOPBIX JETEH
CUCTEMHBIE AHTUTMCTAMUHHBIC MPENApaThl BTOPOTO MOKOJEHUS TAaKKE MOTYT
OKa3bIBATh JIETKUH CEAATUBHBIN dPPEKT.

JlesnoparaguH MPUMEHSIOT y AeTei ¢ 6 mec 1o 1 rona mo 1 mr (2 mit cuporna),
¢ 1 roga no 5 ner mo 1,25 mr (2,5 mut), ¢ 6 1o 11 net o 2,5 mr (5 mi) 1 pa3 B cyTku
B (popme cupomna, crapue 12 ner — 5 mr (1 Tabnerka unm 10 mut cupona) 1 pa3 B
CYTKH.

JIeBOLETUPHU3MH TIPUMEHSIOT JETAM CTapIIe 6 JIET — B CYTOYHOM 103€ 5 MT,
JETSIM B BO3pacte oT 2 10 6 neT — 2,5 Mr/cyT B (hopMe Kareb.

Jloparagus npuMEHSIOT y aeTel crapiue 2 JeT. J[eTsM ¢ Maccoil Tena MeHee
30 kr mpemapar Ha3HA4arT Mo 5 Mr 1 pa3 B CYTKH, JETAM ¢ Maccoii Tena 6omnee 30
Kr — 110 10 mr 1 pa3 B CyTKH.

Pynaranuna ¢gymapar mpuUMEHSFOT y AeTel crapiie 12 1eT peKoMeHayemas
no3a cocrapiisger 10 mr 1 pasz/cyr.

dekcoeHammH MpUMEHSIOT Y aerell 6—12 ser mo 30 mr 2 pa3 B CyTKH,
crapwe 12 ner — 120-180 mr 1 pa3 B CyTKu.

LleTupu3WH NPUMEHSIOT AETAM B Bo3pacte oT 6 1o 12 mec. no 2,5 mr 1 pa3 B
JIEHB, A€TAM OT 1 roma 1o 6 ner HazHavaroT 1o 2,5 mMr 2 pasa B AeHb WK 5 Mr 1 pa3
B JICHb B BUJIE Kallelb, IETAM cTapuie 6 jieT — 1o 10 Mr OAHOKPATHO WK 1O 5 MT 2
pasa B JICHb.

13.3.3 HHTpaHa3anbHble AHTUTMCTAMUHHBIE TPEMAPATBl  PEKOMEHIYHOTCS
IIPU JICYEHUU KaK MHTEPMUATTUPYIOLIETO, TAK U NEPCUCTUPYIOWETO AP y nereid.
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[Tpenapatrel 1aHHOW (PAPMAKOIOTHYECKON TPYIIBI XapaKTEPU3YIOTCs OoJiee
OBICTPBIM TIO CPABHEHWIO C CHUCTEMHBIMA AHTUTMCTAMUHHBIMM MpEnapaTamu
HAYaJIOM JIEUCTBUSA

A3enacTUH TPHUMEHSIOT y ACTEH cTapuie 6 JeT B (hopMe HA3AIBHOIO Cpest
1o 1 uHransumm 2 pasa B JACHb.

JleBokaOacTuH Ha3zHA4aeTCs ACTAM cTapiie 6 JeT — MO0 2 WHTAIAIHUA B
KKl HOCOBOHM XOJ BO BPeMs BI0XAa 2 pa3a B CYTKH (MaKCUMaJIbHO — 4 pa3a B
CYTKH).

13.4. UTHTPAHA3AJIBHBIE 'NTFOKOKOPTUKOCTEPOW/IBI.

210 cambie d3(pPekTUBHBIE cpeacTBa yieueHust AP. [1pn uHTpaHa3albHOM MX
OPUMEHECHUM B CJIHM3UCTOH OOOJOYKE HOCA CO3[AETCS BBICOKAs KOHLEHTpPALUs
JIEKAPCTBEHHOTO BEIIECTBA, A4 PHCK PA3BUTHUS CUCTEMHBIX HEXKEIATEIbHbIX
3(p(PEeKTOB MUHUMAIBHBII MO CPaBHEHUID C NEPOPAIbHBIM MPUMEHCHHEM
KOPTHKOCTEPOU/IOB.

HazanpHble  KOpPTHKOCTEPOMABI XOpowio nepeHocsTcs. COBPEMEHHBIE
npenaparsl AJis OPUMEHCHWST OJWH Pa3 B JI€Hb (B YaCTHOCTH, MOMETA30H,
(uyTHKa30Ha TPONMMOHAT, QyIyTHKa30Ha (Qypoar) sIBISIFOTCS MPEANOYTATEIBHBIMH,
TaK Kak, o0yiaas 0osiee HU3KOM cucteMHoi ouoaoctynmHocThio (0,5 %), B oTiinume
ot OekstomeTasoHa (33 %), He CHIKAKOT CKOPOCTh POCTa .

[TponmomxurensHocTh npuMeHennss MHI'KC konebnercs ot 1-2 Mecses npu
uaTepMuTTUpYOEM AP u 10 10—12 mecsAueB npu nepCUCTUPYIOLIEM TEUYCHHH.
HHorpa B cayyasx TSOKENOrO CE30HHOTO AP MOXeT ObITh PEKOMEHIOBAH
npopunaktuueckunii npuem MHI'KC 3a 2 Heaenu 10 Havana nepuoa neljIcHHs

bekyioMeTa3oH paspemieH K NPUMEHEHWKO ¢ 6 JIET, Ha3Ha4YaroT mo 1
pacnbuIeHUIO (50 MKT) B K&XAYI0 HO3IPHO 2-4 pa3a B ICHb (MakcuMalibHas 103a 200
MKT/CyT Juis feteid 6-12 net u 400 MKr/cyT s aetei crapue 12 ner).

MowmeTazoHa (pypoar NPUMEHSIOT Y AETEH ¢ 2-IETHETO BO3PACTa, HA3HAYAKOT
aetsim 2—11 net no 1 naransaumm (50 MKT) B K&KIYHO MOJIOBHHY HOca 1 pa3 B CyT, C
12 neT v B3pOCIBIM — MO 2 UHTAIAIUN B KQKAYEO HO3IPIO 1 pa3 B CyT.

OnyTrkazoHa (Qypoar HA3HAYAKOT JACTAM C 2-JIETHEr0 Bo3pacrta mo 1
pacnbuieHUIO (27,5 MKr (yTHKa3oHa (ypoara B OJHOM PaCHbUIEHUH) B KOKIYIO
HO3Apro 1 pa3 B cyT (55 mkr/cyt). [Ipu orcyTcTBUm )enaemoro 3¢ dekra npu no3e
1 pacnpuleHHE B KOKIYIO HO3APO 1 pa3 B CyT BO3MOYKHO IMOBBIIIEHUE JO3bI A0 2
PACMBUICHUH B K&KAYIO HO3APKO 1 pa3 B cyT (MakcMMalibHast CyTo4Has 1o3a — 110
MKT). [Ipm AOCTHIKEHWMM aJEKBATHOTO KOHTPOJIS CHMIITOMOB PEKOMEHAYETCS
CHUM3UTH 103y 10 | pacnbUICHUs B KXY HO3APKO 1 pa3 B CyT.

OnyTHKa30Ha MPOMMOHAT PA3PElIeH K NPUMEHCHUIO y AeTel ¢ 4 JeT,
HazHavyaroT AeTsIM 4—11 et mo 1 BapbeickuBaHuiO (50 MKT) B KQKIYHO TOJOBUHY
Hoca 1 pa3 B aeHb, nogpocTkam ¢ 12 net — no 2 papeickuBanus (100 MKT) B KaXKIyHO
MOJIOBUHY HOcA 1 pa3 B CyT.

Jlts npodunaktikn noOOYHBIX 3PPEKTOB (KAIIENb, OXPUILIOCTh rOJ0CA)
HMHI'KC BOpBICKMBAIOT HA JIATEPATIBHYIO CTEHKY HOCA MAPAUIENBHO C COJIEBBIMU
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pacTBOpaMM  WJIM  COCYJOCY>KMBAIOIIMMH  CPEACTBAMHU,  COJACPIKAIIUMHU
JICKCAaHTEHOJT.

13.5. CUCTEMHBIE KOPTUKOCTEPOW/IBI.

CHCTEMHBIE KOPTUKOCTEPOUIBl PEKOMEHAYETCS NPUMEHSATH TOJNBKO B
CllydasX KpaiHelW HEOOXOAMMOCTH MPH TSHKEIOM NEPCUCTUPYIOIIEM TCUEHUH MPH
HEAOCTATOYHOM 3P (EKTe CTAHIAPTHON TepanvM. YUWThIBash BBICOKHI PHCK
Pa3BUTHSL CUCTEMHBIX MOOOYHBIX H(PPEKTOB, MPUMEHEHHUE JNAHHOW TPYyMIbI
npenaparoB s nedeHuss AP y gereil BecbMa OrpaHu4eHo. JIeTsM IIKOJBHOTO
BO3pacTa MpHU THKEIOM TeueHUN AP MOXeT ObITh Ha3HAUEH JIUIIb KOPOTKUH KypC
MPEIHU30JI0HA NEPOPATBHO N0 10—15 MT B CYTKHM, IITUTENBHOCTE TpUeMa 3-7 THEH.

13.6. AHTATOHUCTBI JEMKOTPUEHOBBIX PELIEITTOPOB (AJITP)

AHTarOHUCTBl  JICMKOTPUEHOBBIX  PEUENTOPOB  PEKOMEHAOBAHBI W
3(}(PEeKTHBHBI KaK MPH HHTCPMUTTHPYIOIIEM TCUEHUH, TaK U TIPU EPCUCTEHIMU AP.

Cpenn MoauPUKATOPOB JIEHKOTPUEHA Y JAETEH MCIOJIB3YETCS MOHTEIYKACT.
[Ipn comyTCTBYIOIICH OpOHXMAIBHOH AaCcTME BKJIOYEHHE B CXEMY TEpAlUA
MOHTEIYKAcTa TO3BOJiAeT, He yBenuumBas Harpy3ky ['KC, »s¢dexkruBHO
KOHTPOJIAPOBATh CUMITOMBI AP.

Y nereli B Bo3pacte 2-6 NET MCMONB3yeTCs TAaOJNETHpPOBaHHAs (opma B
no3upoBke 4 Mr 1 pa3 cyT, oT 6 10 14 neT xeBarenbHbIe TaOAETKH 5 MT 1 pa3 B CYT,
¢ 15 ner— 10 mr B cyT.

13.7. MTHTPAHA3AJIBHBIE KPOMOHBI.

Harpust kpomornukar (KpOMOTTTMIMEBAs KACI0TA, KPOMOTEKCAJI, KPOMOJIMH)
— OJMH W3 CaMblX MOMYJSPHBIX NPENaparoB B JICYCHUW AJUIEPrHYECKOrO
PUHOKOHBIOHKTMBHATA Yy JETE€, OAHAaKO OH MeHee O(PPeKTHBEH, YeEM
WHTPAHA3AJIbHBIE KOPTUKOCTEPOUABl WM AHTUTHCTAMUHHBIE cpenctBa. Cremyer
OTMETUTB, YTO y IETEH 3TOT NMpenapar He BbI3BIBACT NOOOUHBIX 3P(PEKTOB.

KpomornuuueBas KHCIOTa 3aperucTpUpOBaHa K NPUMEHCHUIO Yy JACTEH
crapuie 5 jiet ¢ AP jierkoro TedeHus B popMe Ha3aJIbHOTO crpesi Mo 12 MHraisium
B KQX/IbIi HOCOBOWM X0/ 4 pa3a B JICHb.

13.8. AEKOHI'ECTAHTBI

JICKOHIECTaHTBl MECTHOTO MPUMEHEHMs (Ha(a30auMH, OKCHMETA30JIHH,
KCHUJIOMETA30JIMH) PEKOMEHAYIOT TP BBIPAKCHHOH Ha3albHOM OOCTPYyKIHA
KOPOTKMM KypcoMm (He Oonee 3- 5 mHed) u s 00eCnedeHus JOCTaBKU APYTUX
npenaparoB  (MHTPAHA3AJBHBIX AHTUTMCTAMUHHBIX M KOPTUKOCTEPOMIHBIX
cpeacts). OHM HE OKA3bIBAKOT BIIMSHUS HA 3yl U YAXAHUE.

JlmreneHoe  (cBeiue 10 gHEH) — MCMONB30BAHME  TOMMYECKHX
COCYAOCY>KMBAKOIIMX MPENaparoB BBI3BIBAET BBIPAKEHHBIA OTEK B MOJIOCTH HOCA,
HA3aJIbHYI0 TUIEPPECAKTUBHOCTh, PEMOJACIUPOBAHUE CIIM3UCTOH OOOJIOUKM H
Pa3BUTHE MEIMKAMEHTO3HOTO PUHUTA.
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[leKOHTeCTaHTbl CreayeT C OCTOPOXKHOCTLK HasHayaTb AETAM Maagle 2-X
NeT, MOCKONbKY CYLIECTBYIOLWMNIA MHTEpBan MeXAy TepaneBTUYECKOn U
TOKCUYECKOI1 103aMN B 3TOI BO3PACTHOW rpynne HEBE/VK.

14. ObWNE PEKOMEHOALUWWN no NEYEHWIO

ANNEPTNMYECKOTIO PUHUTA

[MpefnoXeHo HECKO/IbKO anroputmoB JjieyeHna AP C  yyeToM €ro
Knaccugmkaumm. BONMbLWMHCTBO PeKOMeHAauui B LENOM COrnacyrTcs Apyr c
APYrom 1 06bIYHO npeanonaraldT CTYNeHYaTyr CXeMy NlIe4eHUs B 3aBUCMMOCTU OT
TSXKECTN 3aboneBaHns. 1, 2, 3 - 3T0 CTYNEHN Tepanuu, 3aBucsaLLne oT TsecTn AP.
dapmakoTepanuio AP HauyMHalOT C HasHayYeHUs nepopasibHbIX WAN Ha3aNbHbIX
aHTUTUCTaMUHHbLIX npenapatoB (1 cTyneHb). [pu HeaPPEKTUBHOCTU NeYvYeHUs
NCMNONb3YKTCA MHTPaHas3a/bHble KOPTUKOCTepouabl (2 cTyneHb). Ha 3 cTyneHu K
NHTpaHasanbHbIM KopTuMKoCcTepongaM  A06aBNAOTCA  aHTUTUCTaMUHHbIE
npenapatbl U / UIX aHTArOHWUCTbI PELLENTOPOB NIEMKOTPUEHOB. ECNn B TeveHme 1-2
HeAenb He HacTynaeT aekTa, TO cneayeT NEPecMOTPETb AnarHo3. Ecnm y pebeHka
Mnagwe 2-x net HeT agekra OT npuema aHTUTMCTaMUHHOIO CpPeacTsa,
Heo6X04MMO NepecMoTPeTb ANArHo3.
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Tepanua annepruyeckoro pUHUTa Cy4eTOM THAXKECTH 60ne3Hn

NMMMYyHOTepanus

KOHTPO/1b OKpyXatuweii cpeabl

CTyneHn Tepannn
1 2 3 4 (TonbKo cneunanunct
OfVH U3: OQUH 13: §2M6V|H3L'.Vlﬂ W/H paccmoTpeTh
-aHTUTUCTAMUHbI -KC MHTpaHasabHO co 6onee 3 oma/insymat
aHu um 6onee s

opasibHble CAHTUMCTAMUHbI (HeT poka3aTenbcTB)
-aHTUrNCTaMnHbl opasibHble -aHTUTUCTAMUHbI

VHTpaHasasibHble -aHTUTUCTAMUHbI opasibHble paccmoTpeTb
-KPOMOT/IMH/HEAOK  pyTpaHasanbHble -aHTUTUCTaMUHBbI Xupypruueckoe
pomun -KPOMOT/INH/HEAOKP  MHTpaHasasibHble nededne
NHTPaHa3abHo OMU/T UHTpaHasasbHo  -AJIP KOHKYPEHTHOU

AP -4np naTonornu

HeOTN0XHasA NoMOoLb

[LeKOHTKCTaHTbI ((opasibHO/MHTPaHa3anbHo) KOPTUKOCTPOMUAbI
AHTWXONMMHEPTMKN UHTPAHA3a/IbHO opasibHO

nepecMoTpeTb ANarHo3 Wim KoMop6UAHbIE COCTOSHUSI WM aHATOMWYECKUEe aHOMasK nepes,
Mepexoom Ha CrefyHoLLyto CTyneHb

15. ANNEPITEHCNEUNONYECKAA NMMYHOTEPATINA (ACUT)
MPU ANIJTEPTVYECKOM PUHWUTE Y AETEN 1 NOAPOCTKOB.
ACUT - oAWH ©3 OCHOBHbIX MeTO[0B MNaToOreHeTUYeckoro neyeHus

annepruyecknx 3aboneesaHuid, cBA3aHHbIX C IgE-onocpegoBaHHbIM MeXaHU3MOM
anneprumn, NPUBOAALWLMIA K CHUXXEHUIO YYBCTBUTENLHOCTU OpraHmM3mMa K npuYnHHO-
3HAUMMOMY annepreHy nyTemM BBefeHMA BO3pacTaloWMUX [03 aNfieprexa,
OTBETCTBEHHOIO 3a K/IMHUYECKNE NMposiBneHns 3abonesaHnsa y JaHHOro 6016HOrO.

ACWT po/mkHa nNpoBOAUTHLCA CReunancTtoMm anneprosiorom  AeTCKUM.
leyeHne nNpoBOAUTCSA TONbKO B  CMeLWanvM3MpoBaHHbIX anjiepronornyeckmnx
KabnHeTax ambynaToOpHO-MONMKINHUYECKUX YUPEXAEHUA U annepronornyeckux
OTAeNleHnsAX cTaunoHapoB. JNnTeNbHOCTb Tepanun, Kak npasuno, 3-5 net.

Mopbop npenapata W MyTM BBEAEHWUA OCYLLECTB/AETCA CMeunanncTom
NHAVBUAYANIbHO, YUYMUTbIBaA Ha/lu4yMe nokasaHWin U npotusonokasaHuii Kk ACUT,
NHAMBUAYANbHOM ceHcnbunmnsaunm nauuneHTa, XapaKTeposiornyeckmx
0COOEHHOCTEN 1 NPeANOYTEHUI NaLUneHTa.

ACUT npoBOAAT MOAKOXHbIM (MHBEKLUWUOHHBIM) WA CYBAMHIBa/IbHbIM
meTogoM. Cyb6nuHreanbHas ACWT 6onee npeagnoytuTenbHa ANna  [eTew,
6e360n1e3HeHHa, yA06Ha C no3nuumn Nyt BBeAEHUA U MMeeT 60/1ee 61aronpuUATHbIN
npotunab 6e30NacHOCTU MO CPaBHEHUIO C MOAKOXHbIM MeToZoM. lMpemegmkayns
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AHTUTUCTAMUHHBIMU nipenaparamMu U AJITP MOeT CHA3UTh pacnpoOCTPaHEHHOCTh
Y BBIPAKCHHOCTH HexkenarenbHbIX 3gpextoB ACHUT.

16. TIOKA3AHUS K XUPYPTMUYECKOMY JIEUEHUIO V JIETEH U
I[MOJAPOCTKOB C AJUIEPT MMECKHWM PUHUTOM.

AJUICprUYECKUA  PUHUAT HE  sBICTCA  3a0O0JIEBAHMEM, HM3HAYAJIBHO
TPEOYIOIIMM XUPYPTruYECKOrO JIEYCHHUSI.

17.  TIPOOUJIAKTHUKA AJUIEPTUMYECKMX 3ABOJIEBAHUU V
JIETEU

BeLaensrot Tpu ypoBHS NPO(PUIAKTUKA AJIEPTUYECKOTO PUHUTA.

[lepBuynas mnpoduIakTMKa MTPOBOAUTCA C LEIbIO MPEAyNPEKIACHHS
Pa3BUTHS AJJIEPrUUYECKHUX 3a00J€BAHUI CPEeAr AETEH U3 IPyIIbl PUCKA.

Bropuunas npo¢unakTika HanpaBiicHA Ha O3I0POBJICHHUE IETECH ¢ paHHUMHU
OPOSBICHUAME 3a00JICBaHMSI.

TpernuyHas npoPUIAKTHKA OTHOCUTCS K MAUMEHTaM C ajuIEPrAYeCcKOi
NaTOJIOTUEN Ui CHW)KCHUs 4rcia OOOCTPEHMH WM MPEAOTBPALICHHS PELHAIUBOB
OoJe3Hn.

18.  HCXOJbI 1 ITPOI'HO3.
[Ipn coOnroacHUM peKOMEHAAUMNA M MPOPUIAKTHYECKAX MEPONPUITHA —
OaronpHsITHBIH .

19.  HaauMkaTopbl KadecTBa  OKA3aHWS MEIULMHCKOW IOMOLIM ACTSAM C

AJUVICPrui4CCKUM PUHUTOM

Metoauka
No [Toporosoe
HWnaukarop N3MEPEHUS DaKTop BIUSHUSA
il 3HAUEHUE
(BBIYMCIICHUS )
Hannuue nucnancepHoi
P Hanuuue JloOpocoBecTHOE
rpynnsl mo AP Ha IIpoBepka
1. . CIIUCKOB OTHOLLIEHHUE K
00CTy>KUBAEMOA HaJINYus
OOJBHBIX pabote
TCPPUTOPUH
IIpaBunbHas OLEHKa
CI/E)MHTOMOB " : o jopmyne MepuumnHckas
2. 95% pacuera
(hopMynHMpoBKa rPaMOTHOCTh
NPOLEHTOB
JMarHosa
BeimonseHno
ONPEACIICHUE
MPUYMHHO-3HAUUMBIX
P ITo ¢popmyne Jlnarsoctuka
AJUIEPreHOB (eClu He o
3. 95% pacuera COTJIACHO
IPOBOAMIIOCH B IEPHOT
MPOLICHTOB MPOTOKOJIAM
npeabymux 12 mec)
1o pe3yJibTaTam
KOKHOTO TECTUPOBAHMS
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WIH crienu (pruyecKux
IgE anTiTEn

BeimonseHno
HA3HAYECHHE B CIyYac
JIETKOTO

TCUCHUS
AIJIEPTUYECKOTO PUHUTA
Kypca
AHTUTHUCTAMUHHOTO ITo popmyine
4. | mpenapara (CUCTEMHOTO 95% pacuera
WJIH MECTHOTO; IPOLEHTOB
OPUOPHUTET CPECTBAM
2-10

MOKOJICHHS ) TUOO
aHTaroHUCTa
JIEUKOTPHUEHOBBIX
peuentopoB (AJITP);

Menununckas
rPaMOTHOCTh

BeimonseHno
HA3HAYECHHE B CIyYae
CPEMHETSDKENOrO /
TSDKEJIOT0 TCUCHUS
AIJIEPTUYECKOTO PUHUTA Mo (opmyie
5.| *YPed 95% pacyera Memaumrcras
WHTpPaHA3aJIbHBIX rPaMOTHOCTh

MPOLICHTOB
TJIFOKOKPTUKOCTEPOUIOB
(Mul'KC) mubo
couetanue MHI'KC ¢
AHTUTHUCTAMUHHBIM
npenaparom / AJITP

JlucnaHcepHbie ITo popmyne | JloGpocoBecTHOE
6. | OCMOTpBI JETEN ITOM 95% pacuera OTHOILIEHUE K
IPYMIbI IPOLEHTOB pabote
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YHUOUIINPOBAHHBIN KJIIMHNYECKUI ITPOTOKO.JI

MEJUIIHHCKOHN MOMOIIN

«TEMOPPATUUYECKHNN BACKYJINUT V IETEN»

IlepeueHs COKpaleHui:

AUTB AKTHBUPOBAHHOE YACTUYHOE TPOMOOIIJIACTHHOBOE BPEMSI
AJIT AnaHnHaMHHOTpaHcdEepasa
ACT AcmaprataMmuHOTpaHc(epasza
AT- 111 AHTUTpOMOHH - [11
BT bosiesns llenneitn-1 enoxa
IgG, M, A WmmynornoOynunel G, M, A
EULAR EBporneickas ira npoTuB peBMarnu3Ma
I'B I'eMopparnuecKuii BACKYJIUT
I'K [ TIFIOKOKOPTHKOCTEPOU I
KKT 2Kenry 10YHO-KUIIEYHBIH TPAKT
KT KomnerorepHas Tomorpadus
MHO MesKIyHapoJHOE HOPMATIM30BAHHOE OTHOLLIEHHE
COD CKOpOCTB OCEIaHusl SPUTPOLUTOB
CPb C-peakTHBHBIN OETTOK
ACJIO AHTHCcTpenToM3uH - O
Y3U YIbTPa3BYKOBOE UCCIICTOBAHNE
XITH XpoHHYECKas MOYEYHAst HEJOCTATOYHOCTh
U 1C 3230¢aroracTpoAyoACHOCKOIHUS
OKT OnekTpokapanorpapus
[. [TACITOPTHAA UACTD
1.1. Haszpanue YHU(UIUPOBAHHOTO KJIIMHUYECKOT O IIPOTOKOJIA:

«TEMOPPATMUYECKUU BACKYJIUT Y JETEW»
1.2. Inarno3. Koget MKB-10: D.69.0. Anneprudeckas nyprypa.

1.3. Llenp mNpoTOKOJIA: YCTAHOBJICHHWE EAWHBIX TPEOOBAHWI K MOPSAKY
JUATHOCTUKM W JICYEHUS TMALMEHTOB JETCKOTO BO3PacTa € TIeMOPPArnvyecKum
BACKYJIUTOM.

1.4. Ilporokon mnpeaHa3HayeH s NPUMEHEHUS B CUCTEME MUMHHMCTEPCTBA
3npaBooxpaneHust Jloneukod HapomHoi PecnyOmuku. Pa3paGotan ans  Bpadeii-
KapAHMOPEBMATOJIOTOB JETCKUX, Bpauei-neauaTpoB, Bpayeh 00LIeH MPaKTUKH-CEMEHHBIX



Bpayeil.
1.5. ara pa3zpabotku npoTtokona: mapt 2019 ropa.
1.6. lata cneayromero nmepecmortpa: Mapt 2022 roaa.

1.7. Cnrcok pa3pabOTYMKOB TPOTOKOJIA:

Ne
n/ O©.N.0 JIOJDKHOCTB Mecto paboThI [Tpumeuanue
i}
1.| ITpoxopos 3aB. I'OO BIIO «/loneukuii | JIOKT. Mea. HAyK,
EBrennii Kadeapoi HalMOHATbHBIN npodeccop
Bukroposuu neauaTpun MEIULUHCKHNA
No 1 VHUBEPCUTET
uM. M. I'opbkoroy,
Kadenpa neauaTpun
No 1
2| Yennaun JloneHT I'OO BIIO «/loneukuii | Bpau —
Jronmuna Kkadenpsl HaUMOHAIBHBIN KapIMOPEBMATOJIOT
JleoHn0oBHA neauaTpuu MEIULITHCKAN JNETCKAN BBICIIEH
No 1 YHUBEPCUTET KaTeropyuu, K.MEJLH.,
uM. M. I'opbkoroy, JIOLIEHT
Kadenpa neauaTpun
No 1
3.| [TanoBa Hanexna | 3as. PecnyOnukanckast Bpau —
BukroposHa HE(PPOIOru- | AETCKAsl KIIMHUYECKas | KapAMOPEBMATOIOT
YECKUM oonpHMIia M3 JIHP JIETCKHM BBICIICH
OTIEIECHUEM Kareropyuu, Bpad -
JETCKUI HEPPpoJIor
BBICIIEH KAaTErOpuu
4| Kpennnma Okcana | 3am. PecnyOnukanckas Bpau -
AnekceeBHa TJIABHOTO JETCKAsl KIMHMYECKAs | KApAUOPEBMATOJION
Bpaya oonpHuna M3 JIHP JETCKUM BBICIIIEN
KaTeropuu

CornacoBaHo padoueii rpymnmoit no pa3paboTKE MEAMKO-TEXHOJIOTHYECKUX TOKYMEHTOB
M0 CTaHJAPTU3ALMHA MEIULMHCKON MOMOIIHX B cUCcTeMe MHUHHCTEPCTBA
3apaBooxpaneHus Jlonenkoit Haponnoii Pecnybnuku no npodumro «Ileamarpusiy:

Ne damuius, uMs,
MecTo paGoThI
n/n 0T4YeCTBO
I'maBHBIN cnenuanucT OTAeNa OXpaHbl MAaTEpPUHCTBA U JAETCTBA
JIsnnuk Bukropus " A P P . 8
1. JlenmaprameHTa OpraHu3aliy OKa3aHUs MEAULMHCKON momoinu M3
AJeKCaHIpOBHA .
JIHP, npencenarens Paboueii rpymnibl
I'maBHBI crneuManucT OTAeNa OXpaHbl MaTepPUHCTBA U JI€TCTBA
Mumyk Csetnana o
2. OreroBHa JlemaprameHTa OpraHu3aliy OKa3aHus MeAULUHCKON nmomomu M3
JIHP, 3amecturtens npencenarens Paboueit rpynmsl
JTuxosin Enena Bpau-meromnct  PecnybnukaHckoro LIEHTpa OpraHn3anuu
3. 31PaBOOXPAHEHUS], MEIUIIMHCKON CTAaTUCTHKH M MH()OPMALIMOHHBIX

AJeKCaHIpOBHA

texnoyiornii M3 JIHP, BHemTaTHBIN pecryOIMKaHCKHNA CIIEIUATHCT




M3 JIHP mno BompocaMm AETCKOW WHBAJMIHOCTH U aMOyJaTOPHO-
MOJUKJIMHUYECKON MOMOIUIU JETAM

Kyuepenko Huna

3asenyromuii kadenpoii nerckux UHGEKIUOHHBIX OonesHeit OO0

4 IleTpoBHa BI1O HoaHMY um. M. I'opbkoro
5 BbobGposunkast Autonnna | [Ipodeccop kadenpsr netcknx nadekunorabx donesneii 'OO BITO
" | UBaHOBHA JonHMY um. M. I'opbKOro, JOKTOP MEAULMHCKUX HAyK
JoueHt xadenpsl neTckux WHpEKUHOHHBIX Oonesneri 'OO BIIO
6 Mensenesa Bukropus JouHMY um. M. I'opekoro, BHEINTATHBIN pecryONMKaHCKUN
" | BanepreBHa cnequaiuctr M3 JIHP  mo  uHpeKUWOHHBIM  OOJe3HSIM
NeHATPUIECKOro Npoduist, KAHANAAT MEAUIIMHCKNX HAYK
7 JIunuesckuii I'eopruii Houent kadenps! nenuatpuu, Heonatojormun OGUIIO T"OO BIIO
| JleoHnpoBUY JouHMY um. M. I'opbkoro, kaHguaaT MEIULMHCKUX HAYK
3 I'onosko Onbra Houent kadenpsr nenuatpuu, HeoHatojormun OUIIO T"OO BIIO
" | Ky3pMunnuna JouHMY um. M. I'opbkoro, kaHauaaT MEIULMHCKUX HAYK
Houent xadenpsr mnemumatpun Ne 1 T'OO BIIO HosHMY
9 Octposckuii Uropp uM. M. I'opbkoro, BHeIITaTHBIN pecyOIuKaHCKUi crieranuct M3
" | MakcumoBu4 JIHP 1o racTposHTEpOJIOTHH MEANATPUIECKOrO MPOQUIIS, KaHAHIAT
MEANLIMHCKUX HayK
Houent kadeaper mnemmatpuun Nel T'OO BIIO HosHMY
10 Yennan Jlronmuna uM. M. I'opbkoro, BHEIITAaTHBIN pecryONMKaHCKUH crermaauct M3
" | JleonnnosHa JHP 1o kapauopeBMaTONIOTHH —MEAMATPUYECKOrO  MPOdHUIIs,
KaHIUAAT MEIULIMHCKUX HayK
Beccoos JMuTpii 3amecTUTeNb  T€HepalbHOIO AMPEKTOpA MO HEOHATONOrHH
11. JPLIOMu/l M3 JIHP, BHewmTaTHbINA pecnyOIUKaHCKUI CIEHaUCT
AHaToNnbeBUY
M3 JIHP nio HeoHaTo0orum
12 Mockanenko MapuHa Bpau-HeBponor HeBpOJNOrH4eckoro otaesneHus PecmyOnmMkaHCKOM
| AHaTonpeBHA NETCKON KIMHMYeCKOM OonbHuIbl M3 JIHP
HoueHT kadenpsl nerckoii xupypruu u anecresuonoruu 'O0 BITIO
13 Mocxkanenko Cepreii JoHHMY  um. M. I'oppkOoro, BHEINTATHBIH  pecryOIMKaHCKHIA
" | BanenTuHOBHUY cnenpamuct M3 JIHP mo aHecTe3HMONOrHH TEANaTPUUECKOro
npod s, KAaHAUAAT METUIIMHCKUX HAYK
14 ITimennunas Enena 3asenyromuii kadenpoit neguatpun @UITO I'OO BIIO JJonHMY
" | BragumuposHa uM. M. I'oppkoro
3aBeayrouui OTJeNIeHHEM JEeTCKOU KapAHOJIOTHH u
Kapauoxupyprun MHCTUTYTa HEOTIOXKHOW U BOCCTAHOBUTEJIBHOMN
Konos Bnanucnas o
15. r xupyprun  umenu BK. T'ycaka M3 JIHP, BHemraTHbIf
€HHa/IbeBUY o
pecniybnmkanckuii  cnenmamuct M3 JIHP mo kapaumoxupyprun
MEeANATPUIECKOro MPoduist
Tpoxoposa Jiozmina 3aBenyI0Lu1/H?v1 OTZEJIEHUEM HEBPOJIOTUH Pecny6Jvn/1Kch1<oﬁ I[GTCKOIEI
16. MXaiIoBHA kymHU4Yeckor 6onbHuIEl M3 JIHP, BHEWITATHBIN pecryOnuKaHCKUN
cneunauct M3 JIHP o HeBpoJoruu neguaTpuieckoro npodust
17 Canexos HUrops 3aBeayrouui HEBPOJIOTUYECKUM OTJeNIeHHEM Herckoro
" | AuppeeBuy KJINHUYECKOTO LIeHTpa I'. MakeeBKu
18 Anppees IlaBen Houent «kadenper ortomapunrosornu ['OO  BIIO  JTonHMY
" | BraguMuposuy uM. M. I'opbKOro, kaHauaaT MEIULMHCKUX HAYK
3aBenyromuil OTAENeHUEM OTONapuHrojorun PecrnybmukaHCKoN
19 ®denopeHko AHmpeit NeTCKOW  KJIMHM4YeckoW OonbhHuiel M3  JIHP, BHemTaTHbIH
" | EBrenbeBnu pecniyonmkanckuii cneumanuct M3 JIHP nmo oromapusrosoruu
MeANATPUIECKOro MPoduIst
Jlerkas Hartanbs Bpau-nedponor  PecnyOnmukaHckod ~— AeTCKOW — KIMHUYECKOU
20. o
MuxaiinoBHa OompHUIEI M3 JIHP
1 ITanosa Hanexna 3aBenyromuii Hedposormueckum oTaeneHueM PecmyOinkaHCKON
" | UBaHOBHA NETCKOM  KJIMHMYecKoW OonbHuibl M3 JIHP, BHemTaTHbII




pecniyOonukanckuii  cnenumanuct M3 JIHP no  Hedponoruu

MeANATPUIECKOro Mpoduist

3aBenyromui  OTHENEHHEM MyJbMOHOJOTHN PecrnybmukaHcKon

29 Jlenapt TatbsiHa OETCKOM  KJIMHM4YecKoW OonmbHuibl M3 JIHP, BHemmTaTHbIH
" | BuranbeBHa pecniyonukanckuit cnermaiuct M3 JIHP mo  mynasmoHOJOruu
MeANATPUIECKOro Mpoduist
23 Mapxkos Cepreii I'naBHbIi Bpau PecnyOnnkaHCKOM NETCKOW KIMHIHYECKONW OOJIBHUIIBI
" | EBrenpeBuu M3 JIHP
24 byxtusipos Dayapn 3asenyrouuii nerckum oraeneHueM KY «L{I'’Kb Ne 3 r. Jlonerka»
" | BanbTeposuy
Bpau-anmnepronor  PecriyOnmukaHCKOH — A€TCKOM — KIIMHHUYECKOM
3uboposa FOnus . .
25. BriaanumiposHa OonmpHuel M3 JIHP, BHeIITATHBIN pecnyOIMKaHCKUN CHEHaUCT
M3 JIHP no anieprojioruu nequaTpudeckoro npodust
26 XunuHckas MHHa Bpau-undekuonucr PecnyOmukaHCKOW HETCKOH KJIMHUYECKOH
" | BuktopoBHa 6oxpaULEI M3 JIHP
Korny6eit Tanuna 3aBenyroumii OTAEICHUEM I[G;FCKO?I O(l)TaJ'IbMOJ'IOFE/II/I KY «II'Kb Ne
27. Bragavmpossa 20 r. JloHelkay, BHEINTATHBIH pecnyONMKaHCKUH criernuanict M3
JIHP 1o odranemonornn neguaTpudeckoro npoduis
3aBeayrouui JIETCKUM OTJEeJIeHUEM PecnyOnukanckoi
)8 Biacosa Hatanbs KJIMHUYECKOW ncuxuatpudeckoit OompHuiel M3 JIHP, BHemTaTHbIH
" | AHatonbeBHa pecniyOnukanckmii  cnennamuetr M3 JIHP  mo NCUXUATPUU
MeANATPUIECKOro MPoduJIst
Bpau-meroguct  PecnybmmkaHckoro LEHTpa  OpraHu3aluu
Uypunia Anna 3PaBOOX PAHEHNS, MeAULIMHCKON CTATHCTHKH U HH(l)?pMaLII/IOHHbIX
29. texHonoruii M3 JIHP, BHewmTaTHbIN pecnyONMKaHCKUN CIIeUAINCT
KoHncrantuHoBHa o o
M3 JIHP mo BompocaM mepBUYHON U peadMITUTAIIMOHHOW MOMOIIU
JETSIM
Bpau-cratuctuk ~ PecnyOnmMkaHCKOro  mEeHTpa  OpraHU3aLuU
Myxbisisa Harasss 3APaBOOXpaHEHHs, MEAULIMHCKON CTATHCTUKH U HH(l)(?'pMaLII/IOHHbIX
30. EBreHBCBHA ;/eéﬂonomn M3 JIHP, BHemtaTHbIN pecyOIMKaHCKHA CIIELHAAINCT
JHP no xoopauHanmu padoThl ¢ AETHMU-CHPOTAMH U AECTHMH,
OCTaBJICHHbIMHU 0€3 POANTEIHCKOTO TOMEUEHUS
H.o. 3aBemyromero OTAENEHUEM JAECTCKOH  OHKOI€MaTOJOTHU
31 IOnnamesa CsernaHa HucTuTyTa HEOTNOXKHOW U BOCCTAHOBUTEIBHOU Xupypruu um. B. K.
" | AnexcannpoBHa I'ycaka M3 JIHP, BHemTaTHbIN pecnyOauKaHCKHH criernanuct M3
JIHP 1o rematonoruu neguaTpudeckoro npoguis
32. Z/I)Z:TTSS)BI/II;{ Tumyp 3aBeayrouuii otaeneHneM HopopoxaeHHbx JJoKTMO M3 JTHP
33 CrprokoBckast Enena 3aBenyrOmui OTASICHUEM HEOHATAJbHOTO HAOIONEHUS U JICUCHUS
| AHaTonpeBHA HOBOpOoxkaAeHHBbIX JIPLIOMu/l M3 JIHP
34 Hytosa Enena 3aBenyroumii  oraenenreM HOBOpoxaAeHHbIXx KY «UKI'B Ne 6
" | Banepuesna r. JloHenka»
Hasporikas Onbra Bpau HevOHaTOJ'IOFI/ILIerKOFO otnenenuss KY «II'Kb Ne 6 r. Jlonenkay,
35. EBreHbeBHa IJIaBHBIN BHEIITATHBIM HEOHATOJIOT YIPAaBJIEHUsS 37PaBOOXpPaHEHUS
agMuHUCTpauuu r. JloHernka
36 Bonukosa Jlronmuna 3amecTuTenh TIABHOTO Bpada mo JieueOHO# padore JleTrckoro
" | HukonaeBHa KJIMHUYECKOro LeHTpa r. MakeeBKu
37 Eroposa Tatbsna Bremrarneiii  pecniyOnmkanckuii  cnermamuet M3 JIHP  mo
" | AnexceeBHa SHAOKPHHOJIOTUH MEANATPHUYECKOro pod s
38 Kpusywmes bopuc 3asenyromuii kadenpoit nponenestukn nexmarpun 00 BIIO
" | UcaeBuu JoaHMY um. M. I'opekoro M3 JIHP
39 Hanumok Tamapa 3aBenyrOmuil IETCKOro eHTpa peabuiTuTaliuy eTel ¢ HapyIeHueM

AJIeKCaHIPOBHA

CJIyXxa W PEeYH, BHEIITATHBIH pPeCcrnyOJIMKAHCKUN CHEeNHaJHCT IO




cypaojoruu neauatpudeckoro npodwist M3 JIHP

Haneros Annpeii 3aenyromuii  kadenpoit nmegmatpum  Ne 2 IOIEHT, JTOKTOP

40.
Bacuibesny MEIULUHCKUX HAYK

II. OITPEJAEJIEHHUE

I'emopparuvecknii Backyaut (CcMHOHMMBL Oone3nb I[llenneln—I eHoxa,
aHaQWIAKTOMAHAS NypHypa, auleprudyeckas Nypnypa, TeMopparrueckas mypiypa
I'enoxa, KAUJUIIPOTOKCHUKO3) — BAaCKYJIUT, XapaKTEPU3YOIIUANCS
HETPOMOOIUTONMEHUYECKOM MypIypoid ¢ MPEUMYIIIECTBCHHON JIOKAIU3aAIMEN HA HIDKHUX
KOHEYHOCTSIX M OTJIOKEHUEM [gA-EN03UTOB B MEJIKMX COCYAAX (KaNWJLISPBI, BEHYJIBI,
apTepuoibl). TUMMMYHO BOBJICUEHHE KOXKHM, KMIICYHMKA M KIIyOOUYKOB IMOYEK, HEPEAKO
COYETACTCS C apTPAITUAMU U aPTPUTOM.

III. SITMAEMHWOJIOI YA
YacroTa 3a001eBanus coctasiigeT 23—25 Ha 10 TeICc. HaceneHus. 3a00JIeBaIOT Yalle
MaJIbYMKHU B Bo3pacte 4—12 jer.
IV. 5THUOJIOT' sl
[TpruriHbl BO3BHUKHOBEHHUS O0JIE3HU OCTAKOTCSI HEBBISICHEHHBIMHU.

V. ITATOI'EHE3
['emopparnueckunii BaCKyJIUT — 3TO THIEPEPIHUECKas COCYAUCTas pPEaKUus Ha

paznuuHble (PAKTOPbI, Halle — WH(EKIHMOHHBIE (CTPENTOKOKK M Apyrue OaKTepuw,
BUPYCHI). B psiae ciydyacB pa3BuTrio O0JIE3HU NPEAIIECTBYOT BAKIIMHALMS, BO3ICHCTBHE
MUILIEBBIX U JICKAPCTBEHHBIX AJUIEPIreHOB, YKYC HACEKOMOI0, TPABMa, OXJIKIECHUE U T. 1.
He wucknroueHa posib HAcHeACTBEHHBIX (DAakTOpoB. ['B OTHOCHTCA K KIACCHUYECKUM
UMMYHOKOMIUIEKCHBIM ~ 3a0oneBanusM. B ocHoBe maroreHesa ['B  jexur
TeHEPATIU30BAHHOE MMMYHOKOMIIJIEKCHOE MOBPEKICHUE COCYIOB
MUKPOLMPKYJSITOPHOTO pyclla C  OTJIOKEHUEM TPaHYJSAPHBIX [gA-Ieno3uToB U
MOCJIEAYIOIEH AaKTUBALMEH CUCTEMBI KOMIUIEMEHTa, remocTtasa. B pesynbsrare
YXYALIATCS PEOJIOTUYECKUE CBOWCTBA KPOBH, YCHJIMBAETCS arperanus TPOMOOLIUTOB U
SPUTPOLMUTOB, PA3BMBACTCA TUNEPKOAryNsuusa. B COCYIMCTON CTEHKE BO3HHUKAIOT
ACENTUYECKOE BOCMATIEHUE, NECTPYKLHS, TPOMOO3 MUKPOCOCYI0B, PA3PhIB KAMUJUISPOB,
YTO COMPOBOKAAETCA TIEMOPPArMYECKUM CHHIAPOMOM, TPUBOAS K TMOSIBICHHIO
KIIMHUYECKUX CUMIITOMOB [ B.

B pesynbrare peanuzanmy NaTOTEHETHYECKUX MeXaHu3MOB Inpu BIIIT BO3HMKAIOT
cnenyromue 3QPEeKTH:;

- YBETMYCHUE MPOHULAEMOCTH COCYAUCTON CTEHKH

- TUIIEPKOAryJIsIIUs

- YXYLIEHUE PEOTIOTHYECKUX CBOMCTB KPOBH

- HCTOLICHUE QHTUKOAryJISTHTHOTO 3BEHA

- cTpecc, 00YCIIOBJIEHHBIN ICHCTBUEM CBOOOHBIX PAIUKAJIOB

- UIIEMUS TKAHEN.

VI. KIACCUOUKALINA
YTBep)kacHHON Kiaccupukaumm HeT. B paGoumx knaccudpukanusx ['B, kotopele



NpeanoXeHbl N UCNONb3YIOTCA B KINHWYECKOW NpakTuKe, onpefeneHne KAMHUYecKnx
(hopm 6asmpyeTcsa Ha yyeTe KOMOMHAUUM KINHUYECKMX CUMMTOMOB, Hasimune KOTOPbIX
O0TO6paXKeHO B ee HasBaHWW, WX Ha OCHOBE BblAENIEHNS BeAyL,ero KAMHUYECKOro
CUHApOMa.
1. KnuHnyeckune popmbl (CUHAPOMBI):
KoxkHasa (npoctas) - purpura simplex
PeBmaTtomgHasa (CycTtaBHas) - purpura reumatica
Ab6a0MUHaNbHasA - purpura abdominalis
MonHuneHocHas - purpura fulminans
2. BapnaHTbl TeyeHus:
ocTpoe (Ao 2 mec.)
3aTaxHoe (4o 6 mec.)
peumansupytoulee (6onee 6 mec.)
3. CTeneHn aKTUBHOCTH:
| cteneHb (nerkas)
Il cTeneHb (CpefHen TAXecTn)
[l cTeneHb (TaXenas)
4. OCNOXXHEHUA:
BTOPUYHBIA FNOMeEpPYNoHeQpuUT
NHBarnHauuns
XeNnyLoYHO-KMLLIEeYHOe KPOBOTEeYEeH e
KneyHas HernpoxoAnmocCTb
nepopauma KuWeyHmKa ¢ pa3Butvem nepuToHUTa
oCTpas noctremopparnyeckas aHemus
KPOBOU3NNSAHWA B TONNOBHOW MO3T W APYTMe XXNU3HEHHO BaXKHble OpraHbl
XTMH

VIl. KIMHNYECKAA KAPTUHA

Hauano octpoe. TemnepaTypa Tena cybdebpunsHas, pexe - gedbpunbHas.

MopaXkeHne KoXXun

KOXHbIA  remopparmyecknin - CMHAPOM  BacKy/IUTHO-MYpPrNypHOro Tuna -
06/MUraTHbIA CMMNTOM, SIBNISETCA OCHOBOMW AMAarHOCTUKKN 3aboneBaHns. CbiNb BO3HUKAET
y 100% 60/1bHbIX, 0ObIYHO - B Hayasne 60ne3HU, pexe - Bcnes 3a abJOMUHANIbHLIM UK
CYCTaBHbIM CUHAPOMOM. O6unbHas (B TAXENbIX Cy4Yasx - C/IMBHAsA) CbiMb JI0OKaNIN3yeTcA
MPeNMYLLECTBEHHO Ha KOXe pasrubatesibHbIX MOBEPXHOCTEN HMKHUX KOHEUYHOCTEN,
Arogmuax, BOKPYTr KPYMHbIX CYCTaBOB, peXe - Ha KOXe BepXHUX KOHEYHOCTEMN,
Tynosuwa, nuua. Mo xapakTepy CbiMb MeNKOMATHUCTAA WAW NATHUCTO-ManysesHas,
remopparnyeckas, CUMMeTPUYHadA, Kak npaBuao, coyeTaeTcsd C aHTMOHEBPOTUYECKUMMU
oTekamu. "'emopparnyeckume anemMeHTbl NOABAATCA BO/THOOOpPa3HO, OCTABMAKT Noc/e
cebsd NMrMeHTaunto, NPoxoaAT 6eccnefHo.

MopakeHne cycTaBoB

Hab6nogaetca y 60-80% 60nbHbIX. [posiBNsetca apTpanrnsamu, obpatumbiM
apTPUTOM MPEeMMYLLEeCTBEHHO KPYMHbIX CYCTaBOB (KO/MEHHbIX, T0/IEHOCTOMHbIX).
OTMeuatoTca 60/1€3HEHHOCTb, OTEK CYCTaBOB M HapylleHne PyHKuumn. CoxpaHseTcs oT
HECKOJIbKMX YacoB 10 HECKO/IbKUX [HEN.



Hopaxenune KKT

Boznaukaet y 60—68% 00JIbHBIX H 00YCIIOBICHO OTEKOM M TEMOPPArusiMu B CTEHKY
KHLIKA, OPbDKEHKY MM OprolnHy. bonu B )KMBOTE MOTYT MPEAIIECTBOBATE KOKHOMY
cunapomy Ha 1-14 nueit y 43% nmauueHToB. [IposSBAsSETCS YMEPEHHBIMUA WJIA CHIJIBHBIMHU
CXBAaTKOOOpa3HbIMU OOJISIMH B JKMBOTE. bBOJIEBBIE TPHUCTYNMBI MOTYT TOBTOPATHCS
MHOTOKPAaTHO B TEYECHHE JTHSI U COMPOBOXKAATHCS TOLMIHOTOM, PBOTOM, KUIKHUM CTYJIOM C
OPUMECBI0 KPOBU. MOrYT pa3BHUTbCA ANMECHAWLWUT, XOJEUUCTUT, IMAHKPEATHT,
JKEITYAOYHO-KHAIIEYHOE KPOBOTEUEHUE, SI3BbI, MH(PAPKTHI KUILKH, EPPOparmsi.

Iopaxkenue nouyex

Haobmtonaercs y 25-60% 60abHBIX. Y 73% OOJIbHBIX B TCUEHUE NEPBBIX 4 HENEND,
y 97% — B TeueHue 3-xX MecsLeB nocie aeorTa 3a0oneBanus. B O0nbIMIMHCTBE Cly4yacB
npoTeKaeT OECCUMITOMHO, UTO SIBJIIETCS OCHOBAHUEM ISl TPOBEICHUS OOCIIEIOBAHMS B
TEYCHHE 6 MECALEB TMOCIE MOCICAHETO SMU304a KOXKHOIO CHUHAPOMA WIHA APYTUX
nposienennit I'B. Mukporemarypust 0€3 NPOTEMHYPHM, Kak MPAaBWIO, MPOTEKAET
noOpokauecTBeHHO. HapacTatomas npoTeMHypHsi, pa3BUTUE HEPPOTHUECKOTO CHHAPOMA
W/WM TIOYCYHOM HETOCTATOUYHOCTH OTPAKAIOT TSOKENOe TeueHue 3adoneBanus. Y 20%
NAUEHTOB ¢ HEPPOTUUYECKMM W  HEQPUTHYECKUM CHHAPOMOM  Pa3BUBACTCS
TEPMUHAIBHAS TOYEYHASI HEAOCTATOUYHOCTE; y 44-50% — aprepuanbHas runepTeH3us Wiv
XPOHUYECKAs MovYeuHast O0IE3Hb.

['ucronornueckn HePpuT uacHTUYEH [gA-Heponarnu U BKITOYAET (POKATBHBIN
CErMEHTapHbIH MNposu(epaTuBHBIA TTOMEPYJIOHEPPUT U OBICTPO MPOTPECCUPYIOIINNA
CEPIIOBUAHBIN TTIOMEPYJIOHEPPUT.

VIII.TEUEHHUE
Teuyenune I'B game octpoe, ¢ BBI3AOPOBICHAEM B TEUEHHUE 2 MECALEB OT Ha4yasia
00Me3HN, HO MOXKET OBITh 3aTSHKHBIM, PELUAMBUPYIOIIUM HA NMPOTSHKEHUHA 6 MECSIEB,
penko amurcs B TedeHWe 1 roma m Oonee. XPOHMYECKOE TEUEHHME CBOMCTBEHHO
BapuaHtaM ¢ Hedputom IllenneliHa—I'€éHoOXa WM C W30JMPOBAHHBIM HEMPEPHIBHO
PELUANBUPYIOIIUM KOXKHBIM FEMOPPArnyeCKUM CHHIPOMOM.

IX. TMATHOCTHUKA

JlabopaTopHble HCCIeA0BAHUS TUArHOCTUYECKOTO 3HAUYEHUSI HE UMEIOT.

KimHnvecknii aHanm3 KpOBH: YMEPEHHBIA JIEHKOIMTO3 €  HEHTPOPHUIE30M,
303uHO(UIUEH, TPOMOOIIMTO3.

buoxyMuyeckne W HMMMYHOJIOTMYECKME MCCIEAOBAHUS KPOBU. MMOBBILICHUE
koHueHTpauu CPB, IgA. Onpenenstor caeayroime nokazareau: o0mmii OummpyOuH,
AJIT, ACT, amwunaza, o0wmuii 6enok, 6enkoBeie ppakumu, IgA, 1gG, IgM, IgE, moueBuHa,
KPEaTUHHMH, OCTATOYHBIHN a30T, rmoko3a, C3 ¢pakuus kommiementa, Tutp ACJIO.

KoaryasinoHHBI TeMOCTa3: COKpallleHUe BPEMEHH CBEPThIBaHUsA 110 JIn — Yaidty,
AKTUBUPOBAHHOT O YaCTUYHOTO TPOMOOILTACTUHOBOT O BPEMEHH,
runepUOPUHOTCHEMUS,  COKPAIICHUE  BPEMEHM  PEKaTbUM(UKALMKA  TJ1a3MBl,
reMapUHOBOIO BPEMEHH, MOBBIIIEHUE TOJEPAHTHOCTH TUIA3Mbl K TeMapyHy, CHHYKEHUE
yposas AT- III, MHO.

Kimmanveckuii aHain3 MOYM: IPA HAJTMYAK HEPPUTA — TPAH3UTOPHBIC U3MEHEHHS
MOYEBOr0 0cajika (MUKPO— WK MaKpPOreMaTrypusi, TPOTEUHYPHUS).

Anaym3 MouM o HeunnopeHko.



Onpenenenne 6enka B CyTOYHOM KOJIMYECTBE MOYH.

OYyHKIMOHAJIBHBIE MMOYEUHbIE MPOOkI (M0 3UMHHULIKOMY, PeGepra).

HccenenoBanue kana Ha CKPBITYIO KPOBb: MOJOXKMTENbHAS peakums [ perepcena

buoncus koxku: puOpHUHOMAHBINA HEKPO3 COCYIUCTON CTEHKH U IEPUBACKYIISIPHAS
uHQUIBTpaLUsl HEUTpopuiIIaMu ¢ WX pacmagoM KW OOpa30BaHMEM JIEHKOLMTAPHOTO
nerputa. Oukcaus B COCyIUCTON CTEHKE [gA-conepkalmx MMMYHHBIX KOMIIJIEKCOB,
OOHApyXKMBAEMBbIX TMPU HMMMYHOTHCTOXMMHUYECKOM HCCIEeI0BaHUM. [IpoBoaurcs B
CJIOXKHBIX TUArHOCTUYECKHUX CITydasX.

buoncuss mnovek: Mme3aHruonposmpepaTuBHBIA TIOMEPYIOHEPPUT, HEPPUT C
PA3IMYHO| UHTEHCUBHOCTBHIO (DOPMUPOBAHUS KIIONYJIYHUIY. UIMMYHOTHCTOXHUMHUYECKOE
MCCIEN0BAHNAE BBISIBISIET TPAHYJIAPHBIE NEMO3uThl IgA, pexxe — IgG, C3-KoMIoOHeHTa
KOMILJIEMEHTA, (uOPHUHA.

HNucTpyMeHTAIbHBIE HCCJICI0BAHUA

Y31 opranoB OpHOIHOH TMOJOCTH, MOYEK. W3MCHCHUE OXOTCHHOCTH
MAPEHXUMATO3HBIX OPraHOB, HAPYIIEHUE KPOBOTOKA, OTEK KUIICYHON CTEHKH, TEMATOMa,
JUJIATALUS PA3TIMYHBIX OTJEJIOB KAIIEYHUKA, YKUAKOCTh B OPIOLIHOM MOJIOCTH; IENaTo- U
CIUICHOMET AN, YBEIIMYEHUE PA3MEPOB MO LKEIYAOYHOH HKENIE3bI U MTOYEK.

ATJIC. oputemMa, OTEK, TMETEXHWH,  SA3BbI,  Y3C€IKOBBIC  M3MCHEHUS,
reMaroMonoao0Hsle TpoTpy3un B pasHbix oraenax KKT HebGompmmx pasmepoB (< 1
CM2) — MOBEPXHOCTHBIE U MHO>KECTBEHHBIC.

KoJioHOCKOmUS: A3BBI pa3MepoM 1-2 ¢cM? ¢ perMyLIECTBEHHOM JIOKaIM3auei B
MMOJAB3AOIIHON U IPAMOM KHIIIKE.

Jlnarno3 6osie3nu llennelina—I eHoxa yCcTaHaBIMBAKOT HA OCHOBAHWU KPUTEPUEB
EBponeiickoii nuru npotus peBmatuama (EULAR), MesxxnyHapoaHO# neauaTpuyecKoi
PEBMATONIOTMYECKONH OpraHu3anuu no KiuHudeckuM uccaenoBanusm (PRINTO) u
EBpomneiickoro oduiecta nerckux peemarosoros (PreS) 2010 r. (tadn.1).

Tabmuna 1 - Jlnarnoctudeckue kputepun 6one3nu [lennelina—I enoxa
(EULAR/PRINTO/PReS, 2010).
Kpurepuu | Onpenenenye
OO0s13aTeNbHbIE
ITypnypa [Taneupyemas myprypa Ui MeTeXuu,
JIOKAQJIN30BAHHBIC MPEUMYIIECTBEHHO HA
HWKHUX KOHEUYHOCTSIX U HE
CONPOBOKAAOLIMECS
TPOMOOLIMTONCHHUEH
JloMmOTHUTEIBHBIC

1. Bonu B xuBOTE Huddysnas abnomuHanbHas 001k 1O
TUIY KOJIUKU C OCTPBIM ACOKOTOM,
NOATBEPKICHHAS JOKYMEHTAJIBHO U
(U3UKaTbHBIM 00CIIETOBAHUEM;
JKEJTYA0YHO-KHAIIEYHBIE KPOBOTEUEHUSI
2. [Taromopdosmorus TUNMUYHBIN JTEHKOUUTOKIACTUYCCKUN
BACKYJIMT C TPEUMYILIECTBEHHBIM
OTIIOKEHUEM IgA nnm




nposiu(epaTuBHBINA TTIOMEPYJIOHEPPUT C
[gA-neno3uramu
3. Aptput/apTpajiruu OcTpelii 1e610T apTpHTa €
NPUITYXJIOCTBEO, OOJBIO, HAPYLICHHEM
¢yHKIMK B cycTaBe. OCTphId TPUCTYI
apTpajiruu 0€3 NpUMyXJIOCTH U
HapyueHusl PyHKIHAA
4. TlopaxkeHue Mmoyex [Tporennypus > 0,3 r/cyT unu
aIbOyMHH/KpeaTnuHuH > 30 MMOJIB/MT B
yTpeHHEH nopuuu Moun. ['emarypus
WJIM YUCIIO SPUTPOLUTOB > 5 KJIETOK B
N0JIC 3PEHUS
Juarno3 Gone3nu lllenneiina— ['eHOXa yCTaHABIMBAKOT MPU HATMYMH KaK
MUHUMYM 1 00513aT€NBHOTO U 1 JOMOIIHUTENBHOTO KPUTEPHUS

X.  JUO®PEPEHIIMAJILHBIN IUATHO3
[IpoBomaT  co  ciaeayrommMu  3a00JIEBaHUSIMM: MEHUHTOKOKKIICMHSI,
TPOMOOLIMTOTICHUYECKAs Myprnypa, JuM@onpoaudeparuBHble 3a00JeBaHus, JICHKO3,
OIYyXOJIM, CHCTEMHAsl KPacHas BOJTYAHKA, HECTICLIM(PUUECKUN SI3BEHHBIH KOJIUT, OOJIE3Hb
KpoHa, XpoHWYECKHil Te€maTuT ¢ BHEKUIICYHBIMUA MPOSIBICHUSAMHU, OCTPBIA WU
XpPOHUYECKH rnomepysonedpur, [gA-Hedponarus.

XI. TIPUMEPEI JUAT'HO30B
[Tpumep Nel. I'eMopparvueckmii BacKyJHMT, peBMarouaHas (opma, cpeaHss
CTENEHb AKTUBHOCTH, OCTPOE TEYECHUE.
[Tpumep No2. ['emMopparnueckuii BaCKyJUT, a0AOMUHAIbHAS (opma, Tsbkenas
CTEMECHb AKTUBHOCTH, OCTPOE TEYCHHE. BTOpUYHBIA  TIOMEpPYTOHEPPUT C
W30JIMPOBAHHBIM MOYEBBIM CHHIPOMOM 0€3 HapyLICHHs (PYHKIIMH MOYEK.

XII. JIEHEHHE

HemenuxkamMeHTO3HOE JIe4eHHE

Pexxum. B octpeiii meprion Oone3nn (3-4 Henenw) - MOCTENbHBIA PEXUM 0
CTOMKOr0 MCYE3HOBEHUS T€MOPpPArdyYeCKUX BBICBIITAHWNA, 4Yepe3 5-7 OHEH Tocie
NOCJICAHUX BBICHIMMAHUNA PEXUM MOCTENEHHO pacmupserca. [lpm  HapymeHuu
NOCTEBHOTO PEKMMa BO3MOYKHBI [MOBTOPHBIC  BBICBHITIAHWS, OOBSCHSAEMBIE KaK
«OpTOCTaTHYECKAs Myprypa». Bo30GHOBIEHNE reMOPPArnUECKUX BBICHITAHUNA TpeOyeT
BO3BpaTa K MOCTEIBHOMY PEKHMY.

Jluera. Hecnemuduueckas »>MuMUHAIMOHHAS (TUNOA/UICPreHHAs) JIMETA:
WCKJTIOYAIOTCSl SKCTPAKTUBHBIE BELICCTBA, SIMI0, IOKONAMA, Kakao, Koe, HUTPYyCOBBIE,
KIyOHHMKA, 3C€MJISHUKA, KpacHbie SOJOKM, WEIbHOE MOJIOKO, ¢/100a, MPOAYKThI
OPOMBILIJIEHHOTO KOHCEPBUPOBAaHUS, a TaKKE WHIMBUAYAIbHO HENECPEHOCUMBIC
NUIICBBIE TPOAYKTHL. [Ipy a0AOMWHAIBHOM CHUHAPOME TMOKAa3aHa  MEXAHWYECKH,
TepMHUECKH 00paboTaHHas nmuma (Moaudukanus auetbl No 1)

MeaukaMeHTO3HOe JIeYeHHe

AHTHKOATYJISTHTBI PAMOT0 AeiicTBHS.

[TpumenstoT HepakumoHupoBaHHbIA renapud B ao3e 150-600 EJl/kr/cyt mon
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koHTposieM AUTB. 310 MoryT ObITh B/B MH(Y3UH 4 pa3a B J€Hb, COYCTAHUE B/B U I/K
WHBEKIWH WIA TOJIBKO T/K BBEACHHS BIOJIb MPSMBIX MBI KMBOTA 4 pa3a B JCHb.
JUTMTENBHOCTD U 03a TEMAPUHOTEPANIMH 3aBUCAT OT (POPMBI U TSKECTH 3a00J€BaHUS, OT
KJIMHUYECKOr0 OTBETa HA MPOBOAMMYIO TEpaNMio, OT MOKA3aTelicl CBEPTHIBAIOLICH
cucteMbl KpoBh. [lombop [m03bl Ui Kakaoro peOcHKa MPOBOJUTCS CTPOTO
WHAMBUAYAIbHO, HAYMHAs CO CTApTOBOM JO3bl C MOCTENECHHBIM CTYIECHYAThIM
NOBBILIEHUEM €€ A0 Je4eOHOH. O(PPeKT A0CTATOYHOCTM 03Bl TEMaphHA JOJDKEH
POSIBIISATHCS B IMOJOXKUTEIBHOM KIIMHUYECKOW JUHAMUKE, CABUTE B CTOPOHY YMEPEHHOM
runokoaryysiny (10 10—15 mun no JIn—VYaiity) unu yanmuaeanem AUYTB (AITTB) B 1,5—
2 pa3a o CpaBHEHMIO C MCXOJIHBIM. [lepen Ha3HaYeHWEM renapuHa ClIeIyeT TPOBECTH
KOHTPOJIb YpOBHsI aHTUTpoMOWHA IIl W mpu €ro CHWXEHHHM K JICYCHHIO T00ABUTh
TPaHCPY3HIO CBEXKE3AMOPOKEHHOM Tiazmbl 10 — 15 MuI/kr B CyTKM 2 pa3a B HEACIIO.
OTtmeHa remapuHa JOOJDKHA OBITh MOCTEMEHHOM, 3a CUET CHKCHUS J03bl, a HE
YMEHBIICHUS YN CIIA MHBEKLIHIA.

[Tpu mpocToii popme renapuH HazHavaroT B 1o3e 150-250 E/l/kr/cyT B Teuenne 10
IHEH ¢ MOCHAEAYIOUIMM IOCTENECHHBIM CHIDKEHUEM 103kl B TeueHue 3-4 nHei. [lpm
abnomuHAbHOM (popme no3a remapuHaoT 250 mo 600 EJI/kr/cyTkum, cpemHuii Kypc
JieueHud 23 qHs, oTMeHa 3a 8-10 gHei.

B03MOXHO MCNONB30BaHUE HU3KOMOJIEKYJIIPHBIX TenapruHoB ((ppakcunapud 100
ME/kr B 1-2 mpuema, B HEKOTOPBIX Ciydasx ao3a yBenuwuumBaetrcs no0 200 ME/kr,

(dparMuH, HaApomapuH KaiblMs W ap.). HMx mnpeumymiectBa — BO3MOYKHOCTh
OJTHOKPATHOTO BBEACHUS, MEHBIIIECE KOMYECTBO OCIIOKHCHHUIA.
AHTHATPEraHThI.

JlunupuaamMon B 03€ 5 MI/KI/CYT, pa3AcneHHON Ha 2—3 npuema B TeucHue 4—8
HEJ. C MOCTENEHHOM 0TMeHOM. TpenTtan (neHTokcuguunH) 5—10 Mr/kr 3 pa3a BHYTpb;
Tuknoneaus (tukmua) 250 mr 2-3 pasa B AcHb. [Ipu TsbkenmoMm TedeHuMM OOJIE3HU
BO3MO>KHO HA3HAYECHHE JBYX MPEMapaToB.

Koprukocreponanasi tepanusi TOKa3aHa MPU MOJHMECHOCHOW (opme, mpH
HAIMYMKU OyJIIIE3HO-HEKPOTHYECKAX (OPM KOKHOM MypHypbl, AHTHMOHEBPOTHYECKHUX
OTEKOB, YIIOPHOM a0JIOMUHATILHOM CUHAPOME, HE(QPUTE C HEPPOTUUECCKUM CHHIPOMOM.
[TpoBoauTCcs B KOMOMHALIMK C QHTHUKOATYJITHTAMM W/ WU I€3arperaHTamMmu.

[TpeAHU3010H MPUMEHSIIOT per 0s B ao3¢e 1,0—1,5 mMr/kr/cyt kypcom ot 67 mo 21
TTHSI.

HurocraTnkm npu I'B ucnons3ytorcs npu ObICTPO TPOrPECCUPYIOLIEM TCUEHUH
He(dputa, npu HEAPPEKTUBHOCTH poBOAMMOM Tepanuu ['K.

[TpumenstoT npenapaTtsel 4-aMUHOXWHOJMHOBOTO Psiia — XWUHTaMUH (JEJIari)
WIA THIPOKCHXJIOPOXHH (TUTAKBEHWII) B CYTOYHOM 103€ 5-8 MI/KT, OJHOKPAaTHO HA HOYb,
Kypc jeueHuss — ot 6 10 12 mec. TpebyeTcs KOHTPOJIb aHAJIM3Aa KPOBU M OpraHa 3pEHUsl.

[Ipn BBICOKOH AaKTHBHOCTM TJIOMEPYJIOHE(PUTA C TPHU3HAKAMH HAPYLICHHS
(YHKIMKM TOYEK, C BBIPAKCHHBIMM WMMYHOJOTHYECKUMHM HAPYIICHUSIMHA BO3MOKHO
UCIOJIb30BAHUE MYJIbC-TEPANUNA METHIIPEAHU3ONIOHOM 110 10—15 MI/Kr B/B B TeUeHUE 3
naHei; nukinogocdana 10—12 mr/kr B/B 1 pa3 B 2 Henenu, 3ateM 1 pa3 B MECSL MOJ
KOHTPOJIEM aHAJIA3a KPOBH.

Nudy3uonnast Tepanus (II0KO30-COJEBBIE PACTBOPBL, PEOCOPOMIIAKT W JP.)
UCMOJIL3YETCS  JUISL  YJIYUIIEHUS MUKPOUMPKYJISLUK, PEOJIOTUYECKUX  CBOMCTB,
HOpManHu3auuu o0beMa nupkympyromei kposu (OLIK) u cHIKEHUS KOaryJIssiuOHHOTO
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noTeHuMasna KpoBu. [IpUMEHSIOT TTIOKO30-HOBOKAMHOBYEO CMECh B COOTHOIICHUU 2: 1.

JHTEpPOCOPOEHTHI (AKTHBUPOBAHHBIA YrOJib, CMEKTA, ATOKCWII, MOJH(ENaH,
BHTEPOCTENb W [JpP.) HA3HAYAKOTCS C LENbI0 CBA3BIBAHHUS OWOJIOTMYECKH AKTHBHBIX
BCIIECTB U TOKCMHOB B MIPOCBETE KUIICUYHUKA, AJUTEILHOCTD JICUEHUSI COCTABIISET MPH
octpoM TeueHuH 3aboneBanuss 5-10 ngHeil. Lluknsl 3HTEpocOpOLMM MOTYT OBITh
NOBTOPHBIMHU ITPHA BOJIHOOOPA3HOM M PELIMIAMBUPYIOLIEM TeueHuu ['B.

AHTHOAKTEepHAJIbHbIE TNpPenaparbl HA3HAYAIOTCS TPU  COMYTCTBYIOLIEH
WH(EKIUHA WA SMIIAPUYECCKH B 3aBUCUMOCTH OT MPEANOIaracéMoro 3THOJOTMYECKOro
(dakropa WIM Ha OCHOBAaHMM  PE3YJbTaTOB  MHUKPOOMOJIOTHYECKOTO  W/WJIU
CEPOJIOTHYECKOTO UCCIIEAOBAHUSI.

AHTHTHCTAMHHHBIC IPENAapaThbl IPH HATMYHHA OTATOLICHHOT O aJlIEproaHaMHe3a
WIA aJIEPreHa B KA4yeCTBE ATHOJIOTMYECKOrO areHTa B CPEAHE-TEPAneBTHYECCKHUX
BO3PACTHBIX JO3UPOBKAx OT 710 14 nHER.

MemOpaHocTadNIN3aTOPbI YTHETAIOT CBOOOHOPAIMKATIBHBIC PEAKLINY, & TAKIKE
AKTUBUPYIOT CUHTE3 (PaKTOPOB Hecneuupuueckoil zammtel. Butamun E — 5-10
MI/KT/CyT, petuHoNn — 1,5-2 mr/kr/cyT, auMmedocdon — 50-75 mr/kr/cyT. JTMTENBHOCTD
Tepanui — 1 Mec., Mpu HEOOXOAMMOCTH BO3MOKHBI IOBTOPHBIE KYPCHI.

CumMnroMaTu4eckoe JeYeHue:

— JIEYCHUE XPOHMYECKHUX O4YaroB MH(peKkumu (kapuec 3yO0B, BOCIATIEHHE
TUM(POUTHOM TKAHH TJIOTKU U JP. ),

- AHTALMIHBIC TPEMAPATHI - AITEJIAPAT +MarHUs TUAPOKCHU,

- CHA3MOJIMTUKW,  AHAJIBICTUKA — MPU BBIPAKCHHOM a0JOMHHAIEHOM
CUHIIPOME;

— HECTEPOUJIHBIE  MPOTHUBOBOCHAIMTENbHBIE — Tpenaparel  (MOympodeH,
HANPOKCEH, HUMECYJIMJ U JIP.) - IPY BBIPAKCHHOM CYCTABHOM CHHJIPOME.

[Tnasmadepe3  MoOxkeT ObITh 3(PPEKTUBEH TPU TOPHUAHOCTH KIMHHYECKUAX
MPOSIBICHUI 00JIE3HN K 0a3UCHOM Tepanuu, mpu ObICTPONPOTrPECCUPYIOIEM HEDYPUTE U
HEBO3MOKHOCTH HCITOJIb30BAHMSI TEMOIMAIIHA3A.

XIII. BEJAEHMUE ITAITMEHTOB
MeuiMHCKass TOMOIIb OKAa3bIBAETCS B JETCKOM OTHCJICHUHM MEIULUHCKOM
OpraHu3alyHy, TI€ TPEIyCMOTPEHO HATMYHKE:
— OTACICHUS AHECTE3WOJIOTMM M PEaHMMAroyiormd win  Onoka  (manarel)
pPEaHMMAalMK U HHTCHCUBHOM Tepanuu,
— B3HAOCKOIMUYECKOrO OTAEIICHMUSI.
[TpoKOIKATENBHOCTE JICUEHUS MTALKUEHTA B cTannoHape — 14- 30 qHei.

JlucnancepHoe HA0I0CHHE:

- HaOJIIOICHUE Bpava-neamarpa, B TCYEHUE 2-X JIET O JOCTUKEHUU CTONKOMN
PEMHCCHM WIH y Bpada-HePpOJIOra Mpy HAJTUYKAW KAMWUIIPOTOKCUYECKOTO HEPpPUTA.
OcmoTp BpauoM-nieauarpoM 1 pa3 B mecsil Ha 1-m roay HaOmroaeHus, 3aTeM — 1 pa3 B 3
MECALA,

— oOumMii 1 OMOXMMUYECKHI aHaM3bl KPOBU KOHTpPOJMpYyroTcs 1 pa3 B 6
MECALIEB, IPU MOPAKEHNHN MTOYEK — 1 pa3 B 3 Mecsua,;

— aHaNM3 TMOKA3aTeNIe NeMOCTa3uOrpaMMbl OCYILECTBIIETCS Ha 1-M roay
HaOmoaeHus 1 pa3 B 6 MecsIeB, MPU MOPaXKEHUM Novek - 1 pa3 B 3 mecsina, 3atem 1 pas
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B 6 MECHIIEB,

— oOumii aHamu3 MO4M KOHTponupyeTcs 1 pa3 B 3 Mecsna npu OTCYTCTBHU
NOYEYHOTO CUHAPOMA; NP MOPAKEHUM NOYEK 00UIMiA aHanu3 Mouu 1 pa3 B 2 HEACH;

— VY 3U nouek, 3KCKPETOpHAs yporpaMma — 1o IMoKa3aHusiM;

— KoHTpoJib OKI' 1 pa3 B rox;

- CEPOJIOTUYECKOE MCCTIEAOBAHUE AHTUTEN K TEIbMUHTAM, BUpycaMm 1 pa3 B
rox;

— OCMOTP CMEXKHBIMM  CHELMATUCTAMK  (CTOMATOJIOr,  OTOJIAPUHIOJIOT,
Hedposor) mpoBoauTtcs 1 pa3 B rof.

Bo Bpems mocelieHust MKOJIbI HE MOKAa3aHbl 3aHATHS (PU3KYJIBTYpOi B OOIICiH
rpymre.

3ansatua JIOK B cragum pemuccuu OONE3HM CO CHELUAIACTOM, 3HAKOMBIM C
O0COOCHHOCTSIMU MMATOJIOTHH.

IIpoTuBoMnoOKasaHo:

— BaKIMHALWS,

— BBEJCHUE raMMa-rio0yJuHa;

— HHCONAIMS (MpeObIBAHUE HA COJIHIIE);

— CMCHA KJIMMara,

— TMEPEOXIIAKACHUE (B TOM YHCIIE KYITAHUE B BOAOEMAX ),

— (pu3HUECKHE U ICUXUYECKUE TPABMBI,

— KOHTAKThI C JOMALIHUMHU )KUBOTHBIMHU;

- JICYEHUE UMMYHOMOIYJIATOPAMH.

XIV. ITPOOUIIAKTHUKA

[lepBuyHas nmpodunakTuka He pa3padoTaHa.

BropuuHas npoduaakTika BKIIOYACT KOMIUJIEKC MEPONPUSTHIA, HATPABJICHHBIX HA
NPEIOTBPALICHUE PELUANBOB 3a00JICBAHUS:

- IACTIaHCEPHOE HAOIIOJCHUE,

- JUITMTEJIbHOE MTPOBEACHUE MOAJIEPKUBALOIIEH Tepanuu, pa3pab0TaHHON ¢ Y4ETOM
WUHIMBUYATbHBIX 0COOEHHOCTEH MaleHTa U BapuanTa 00JIe3HHU;

- NOCTOSIHHBIA ~ KOHTPOJIb  O€30MacHOCTH  MPOBOAMMOrO JICYEHUS M MPH
HEOOXOUMOCTH €r0 KOPPEKIUS;

- 00ecneYeHrue OXPAHUTEILHOIO PeKUMa (OTPAaHUUYEHUE TICUXO03MOIIMOHAIBHBIX U
($U3MUECKUX HArpy30K, MpU HEOOXOOUMOCTH OOy4YeHHME JAETeH Ha JAOMY, MOCEUICHUE
HIKOJIBl  JIMIIb TMPU  TMOJIYYEHUH CTOMKOW  KIMHMKO-71a00paTOpPHON  pEMUCCHH,
OFPaHUYECHUE KOHTAKTOB JJIsi YMEHBIICHHMS pPHUCKA PA3BUTUS MHQPEKIIMOHHBIX
3a0oseBaHuit);

- TPEAOXPAHEHUE OT WHCOJSIUM (MCMOJIb30BAHUE COJTHIIC3ALIUTHBIX KPEMOB,
HOLICHUE OJCKIbl, MAKCUMAJILHO 3aKPBIBAIOLIECH KOXKY, TOJIOBHBIX YOOPOB C MOJISIMH,
OTKa3 OT MOE3/10K B PETMOHbBI C BHICOKMM YPOBHEM UHCOJISILIUY );

- HCKJIKOYEHHUE NpUMeHeHns Y DO,

- BBEIEHME Tramma-ryio0yJMHa OCYIIECTBISETCS TOJBKO Npu  aOCOJIFOTHBIX
NOKa3aHMsIX.
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XV. UCXOAbI U TTPOI'HO3

BeznopoBnenne y 60-65% OO0NBHBIX HAcTymaeT 4depe3 2—6 Mec.; BO3MOXKHO
XPOHUYECKOE TEUECHUE OT HECKOJBKUX MECALEB A0 HECKOJbKUX JieT. [IporHocTuyecku
HEOJaronpUsTHBIM SBJISETCS PA3BUTHE BTOPUYHOIO TJIOMEPYJIOHEPPUTA, OCOOEHHO C
AKCTPAKAMUIIISIPHBIMU OPOSIBIICHUSMU u (oKaTbHO-CErMEHTAPHBIM
[JIOMEPYIOHE(PUTOM, YIIOPHBIM, TOPIUAHBIM K T€pPANUU TeUeHUeM ¢ ucxoaom B XITH.
B cnyuae pazButusa riaomepynoHedputra PeOCHOK HYXKIAETCSs B HAOMIOJECHUU Y
Hedponora.

XVI. UHJIMKATOPBI KAUECTBA OKA3AHUS MEJIUITUHCKOM

IMTOMOIIM AETAM C '’EMOPPAT'MUYECKHWM BACKYJIMTOM

o Meronuka
Ne Llenesoit A ®dakTop
HWunuxartop U3MEPEHHUsI
/o YPOBEHb BJIUSIHUSA
(BBIYHCIICHHS)
AnexBaTHOe
UCIIOJIb30BaHUE
ITo popmyne
JOCTYIHBIX COBPEMEHHBIX 0 CootBercTBUE
1. 100 % pacyera
METO/IOB JIAOOPATOPHOTO IIPOTOKOJIaM
MIPOLIEHTOB
U UHCTPYMEHTAJIbHOIO
o0cenoBaHMs
ITo popmyne
Hccnenosanue 0 Gopmy CootsercTBHE
2. 100% pacyera
reMOCTa3uorpaMMBbl MIPOTOKOJIaM
MIPOLIEHTOB
IIpaBunbHas oueHka Tlo dopmye
3 CHUMNTOMOB U 100% pacuera Cootsercraue
(dbopMyIMpPOBKa THATHO3A NPOLEHTOB NPOTOKOJIaM
CootBetcTBHE
MeIMKaMEeHTO3HOH 00 Ilo bopmyse Cooraercine
4. Teparin 0 pacuera
yHADULHIPOBAHHOMY MPOLEHTOB IIPOTOKOJIaM
MIPOTOKOJTY
Hannuune nucnaHcepHO Hannuue IIpoBsepxka JloOpocosecTHOE
rpynnel gereii ¢ I'B na CIIUCKOB HaJIN4us OTHOILIEHHE K padoTe
5. 00cyKUBaeMoit OONBbHBIX
TeppUTOpUU
IIo popmyne
6. JlucrniancepHble OCMOTPbI 0 bopmy HobpocoBecTHOE
NI 95% pacueta
neTeil 3To rpynmbl OTHOILIEHHE K padoTe
MPOLIEHTOB

CITUCOK HUCTIOJIh30BAHHOM JIMTEPATYPHI:

1. Herckas pesmaronorusi. Amiac. 2-¢ wspanume. I[loxg pen.. bapanos AA.,

AnexkceeBa EW. Mocksa: [leguarpb 2015.
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2. IbicknHa I A. CucTeMHble BacKynuThl. B KH.: PaunoHanbHasa papmakotepanumsa
neTckux 3abonesaHuin. Mopa ped. A.A. bapaHoBa, H.H. BonoguHa, I'.A. CaMCbIrMHOM.
Mocksa: Jiuttepa, 2007.

3. lbicknHa I".A., KukuHckas E.I"., 3nHosbesa M. A., ®ponkosa E.B. lMopaxeHue
noyvek npu nypnype WeHnenHa-MeHoxay aeten // Megnatpus. — 2005; 5: 22-28.

4. Heponorua. HauwmoHanbHoe pyKoBoACTBO. KpaTkoe wusgaHue. [log peq.
H.A.MyxuHa. M.: T90TAP-Megna, 2014; 608.

6. depepanbHble KNMHUYECKME PEKOMeHAauunm Mo OKasaHUK MeaMLNHCKOM
nomolmn aetsm ¢ 6onesHbio LLeHneitHa-MeHoxa. - MockBsa, 2015.

5. Kidney Disease: Improving Global Outcomes (KDIGO) Glomerulonephritis
WorkGroup. KDIGO Clinical Practice Guideline for Glomerulonephritis. Kidney Inter .,
Suppl. 2012; 2: 139-274.

6. Park SJ, Suh J-S, Lee JH, et al. Advances in our understanding of the
pathogenesis of Henoch-Schonlein purpura and the implications for improving its
diagnosis. Expert Rev Clin Immunol 2013;9:1223-38.

7. Petty RE, Laxer RM, Lindsley CB, et al. Textbook ofpediatric rheumatology.
2016.

8. Piram M, Mahr A. Epidemiology of immunoglobulin A vasculitis (Henoch-
Schonlein): current state of knowledge. Curr Opin Rheumatol 2013;25:171-8.

9. Ozen S, Pistorio A, lusan SM, et al. EULAR/PRINTO/PRES criteria for Henoch-
Schonlein purpura, childhood polyarteritis nodosa, childhood Wegener granulomatosis
and childhood Takayasu arteritis: Ankara 2008. Part Il: Final classification criteria. Ann
Rheum Dis 2010;69:798-806.

10. Trnka P. Henoch-Schonlein purpura in children. J Paediatr Child Health
2013;49:995- 1003.

11. Pohl M. Henoch-Schonlein purpura nephritis. Pediatr Nephrol 2015;30:245-
52.

12. Berube MD, Blais N, Lanthier S. Neurologic manifestations of Henoch-
Schonlein purpura. Handb Clin Neurol 2014;120:1101-11.

13. Hoeger PH. Prognostic parameters in Henoch-Schonlein purpura. Br J
Dermatol 2015;172:1191-2.

14. He X, Yu C, Zhao P, et al. The genetics of Henoch-Schonlein purpura: a
systematic review and meta-analysis. Rheumatol Int 2013;33:1387-95.

MuWHKUCTp ELL£EE£jUMN O.H. Jonrowanko
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nomowm B cucteMe MuHucTepcTBa
30paBoOOXpaHeHnsa [ oHeL KON
HapogHoi Pecny6iunku
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YTBEPXJIEH
[Ipukaszom Munucrepcrsa
3apaBooXpaHeHus JloHeuKon

Haponnoii PecryOnuku
23.01.2020 Ne 121

YHUOHUIINPOBAHHBIN KJIIMHNYECKWI ITPOTOKOJI

CVAD
DDAVP
FEIBA
FVIII
FIX
IVR
FVIla
AKITIK
ACK
AKK
AUTB
BE
BOT
WUT
KIIK
KT

ME
MPT
HITBC
TTHIT
1B
V3]1, Y3U
1THC
1{OT
BK
WKT
DAKK

MEJMIUMHCKON IIOMOLA
«TEMO®WINA Y JETEW»

[TEPEYEHB COKPAIIIEHUN

YeTpoicTBO LEHTPATILHOIO BEHO3HOIO I0CTYIA
JlecmornpeccuH

Hurubutop odxona aktuBHOCTH (akropa VIII

®axrop VIII cBepThIBaHUAS KPOBU

®daxkropa [X cBepThIBaHUSA KPOBH

Boccranonenue in vivo

PekoMOuHaHTHBII akTUBUpOBaHHBIH FVII
AKTHBUPOBAHHBIE KOHLIEHTPATHI TPOTPOMOMHOBOIO KOMILJIEKCA
ALETHIICATUIUIIOBAS KUCIIOTA

AMMHOKaANpPOHOBAsk KACIIOTA

AKTHBUPOBAHHOE YaCTUYHOE TPOMOOIIIIACTHHOBOE BPEMSI
Enunnna bere3aun

Bceemupnas deaepanus remopuimn

HWHayKkuus ”IMMYHHOM TOJIEPAHTHOCTH

KoHuenTparsl mpoTpOMOMHOBOTO KOMILIEKCA
Komnerorepras Tomorpadus

MeknyHapoaHble €IUHULBI

MarauTHO-pe30HaHCHAas ToMOorpadus

Hecrteponanbsie TpOTUBOBOCIIATUTENBHBIE CPEACTBA

[Tyn HOpMaJIBHOH TI1a3MBI

[TpoTpomMOKHOBOE BpeMs

YApTpazByKOBas JMArHOCTHKA, YIITPA3BYKOBOE UCCIIEIOBAHUE
LlenTpasibHas HEpBHAs CUCTEMA

[{uknookcureHasa

Bpems kpoBoTeUyeHuUs

JKenmy10YHO-KUIIEYHBIA TPAKT
OICUJIOH-aMUHOKAMIPOHOBAS KUCTIOTA



1. TACIHOPTHAA YACTD
1.1. HazBanue yHu(pMUMPOBAHHOTO KJIMHAYECKOTO MPOTOKOJIA.
I'emodunus y neteit
1.2. Inarno3. Koget MKb-10: D66, D67
1.3. Llens OpOTOKONA: YCTAHOBIICHUE €OUHBIX TPEOOBAHWN K TOPAIKY
JMArHOCTHKH W JICUCHUS ALMEHTOB ACTCKOrO BO3pacTa ¢ reMo(pumeil.

1.4. TIpoTOKOJI MpeaHa3HAYEH JUIsl PUMEHEHUS B CUCTEME MHHHCTEPCTBA
3apaBooxpaHeHus Jlonenkoit Hapomnoit PecnyOnmuku. PazpaGotan myis Bpauei
CHEUUANM3UPOBAHHOTO OTHAEIEHUSL JETCKOW TeMaroiOruu, Bpayei-neauarpos,
Bpayeil 001IeH MpaKTUKU-CEMEWHBIX Bpay€ii, OpraHu3aTopoB 3APABOOXPAHEHUSI.
1.5. Jlata pa3paboTku npoTokoia: ceHTsaopb 2019 rona.
1.6. Jlara caeayroiero nepecMoTpa: ceHTs0pb 2022 roaa.
1.7. Cnucok pa3pab0TUMKOB MPOTOKOJIA!

Ne

uM. M. I'opbkoro
M3 JIHP, YueOHno-
Hay4bIii HHCTUTYT
MOCJIEIUTIIIOMHOTO
oOpa3oBaHusl,
Kadeapa
NEUATPUHA

W )50 JIOJDKHOCTB Mecto paboTsl [Tpumeuanue
1. | FOnpaweBa 3as. OOI' /] HHBX Bpau —remaronor
Ceemiiana HHBX uM. B K.I'ycaka | merckuii BbICIIER
AJIEKCaHJAPOBHA | UM. KAaTEerOPHH, TIIABHBIN
B.K.I'ycaka BHELITATHBIN
CIELHUAINCT 110
reMaToJIOTAH
NEAUATPUYECKOTO
npoduns M3 JTHP
2. | Cemuruna Bpau- HMHBX Bpau —remaronor
Onbra reMaroJior uM. B.K.I'ycaka | geTckuii BeICIIEH
MuxaiinoBHa JCTCKUM Kareropuu
3. | [IeBuoBa Bpau- HHBX Bpau —remaronor
EBrenus reMaToJior uMm. B K.I'ycaka | nerckuit
Hropesna JECTCKUU
4. | MapueHko Acc. kapenper | JloHenkuit Bpau-remaromnor
Exarepuna neauarpuu HaIIMOHAJIBHBIN JETCKUN BBICIIEH
HuxonaeBna MEIULUHCKHAN KAaTeropuu
YHUBEPCUTET




CormnacoBaHo padoueii rpynmoi no pa3padoTKE MEANKO-TEXHOIOTUYECKUX
JOKYMEHTOB IO CTAHIAPTU3AIMA MEIALIMHCKON MMOMOIIN B CUCTEME
MunuctepcTBa 3npaBooxpanenus Jlonenkoit Hapoanoii PecnyOnviku no npoduiito

«Ilenmnarpusy:
Ne damunus, UM
’ ’ Mecto pa6oTbI
n/n 0T4eCTBO
I'maBHBIN cienManUCT OTAENa OXPaHbl MATEPUHCTBA U IETCTBA
JIsnnuk Bukropus H 8 P P an
1. JlenaprameHTa OpraHu3ali OKa3aHus MEJULIUHCKON TOMOIIH
AJeKCaHIPpOBHA N
M3 JTHP, npencenarens Paboueii rpynmsl
I'maBHBIN cnienUanucT OTAeNa OXpaHbl MATEPUHCTBA U JIETCTBA
Mumyk CsetnaHa i A P P A
2. Omeropa JlenaprameHTa OpraHu3aliyi OKa3aHus MeJULIUHCKON NOMOIIH
M3 JTHP, 3amecTturens npencenatesns Padoueit rpynmsl
Bpau-meroguct PecnyOnmukaHCKOro I1eHTpa OpraHU3aluu
31paBOOX PaHEHNH, MeIULIMHCKON CTaTUCTUKH u
3 JIuxosun Enena uHpopMaunoHHbIXx TexHosmoruit M3 JIHP,  BHemraTHbIH
" | AnexcaHapoBHa pecniyonukanckuii  cneumanuct M3 JIHP mo Bompocam
IETCKOH HMHBAJIMIHOCTH M aMOyJIaTOPHO-TOJHKJINHHUYECKOH
MIOMOLIH JI€TSAM
4 Kyuepenko Huna 3asenyromuii kadenpoil neTckux MH(PEKUUOHHBIX OOJe3HeH
"~ | IlerpoBHa I'00 BIIO losHMY um. M. T'opbkoro
5 Bbobposuukas Autonnna | IIpodeccop xadenpr! nercknx nHpekUnoHHbIX Oonesner 'O0
" | BaHOBHA BIIO JostHMY um. M. I'opbKOro, JOKTOp MEAULIMHCKUX HAYK
HoueHt kadenpsl merckux WHPEKUUOHHBIX Oonesnerr 'OO
BIIO  JonHMY  um. M. I'opbkoro, BHEILUTATHBIN
Mensenesa Bukropus .
6. Banepbesna pecniyonukanckuii cnerpanuct M3 JIHP no uH}pekunoHHbIM
Oose3HsIM NeANaTpUIecKOro npodus, KaHIuAaT
MEANLIMHCKUX HayK
. . Houent kadenper meguarpuu, Heonaronoruu OUIIO T'OO
JInnuescknii I'eopruii
7. BIIO JdonHMY wum. M. I'oppkoro, xkaHauaaT MEAULIUHCKHX
JleoHnnoBuu
HayK
Houent kadenper meguarpuu, Heonaronoruu OUIIO T'OO
I'onosko Onbra
8. BIIO JdonHMY wum. M. I'oppkoro, xkaHauaaT MEAULIUHCKHX
Ky3spMuHn4uHa
HayK
Houentr kagenpor nemuarpuu Ne 1 I'OO BIIO JJonHMY
9 Octposckuii Uropp uM. M. T'opekoro, BHEILITATHBIN pecryOIuKaHCKU
" | MakcumoBu4 CIELIUATIUCT M3 JHP o raCTPOSHTEPOJIOTUU
NeUATPUIECKOro Npoduiist, KAHANAAT MEAUIIMHCKNX HAYK
Houent kadenpor nemumatpuun Nel I'OO BIIO JdownHMY
10 Yennan Jlronmuna uM. M. T'opekoro, BHEILITATHBIN pecryOIMKaHCKUH
" | JleonnnosHa cnenuanuct M3 JAHP o KapaAUOPEBMATOJNIOT U
neUaTPUIECKOro Npoduiist, KAHANAAT MEAUIIMHCKNX HAYK
Becconos JMurpuii 3aMecTUTeNb TeHEepPaJbHOrO IUPEKTOpa MO HEOHATOJOTHU
11. P JPLIOMuJl M3 JIHP, BHemTaTHBI pecimyOIMKaHCKUA
AHaToJIBE€BUY
criermauct M3 JIHP mo HeoHnaronmoruu
12 Mockanenko MapuHa Bpau-neBposor HEBPOJIOTHYECKOTO OTACNCHUS
" | AHaTONIBEBHA Pecniybnukanckoii gerckoii kimHndeckoi ooapHuIB M3 JIHP
HoueHT xadenps! aeTckoit xupypruu 1 anectesuoioruu ['O0
13 Mockanenko Cepreit BIIO JonHMY uM. M. I'oprkoro, BHEIUTATHBII
" | BaneHTUHOBUY pecniyonukanckuii cnermanuct M3 JIHP no anecresmnonoruu
neHaTPUIECKOro npoduiist, KaHANAAT MEAVIMHCKUX HAYK
14. | ITinennynas Enena 3asenyromuii  kadenpoit memmarpun  @UIIO I'OO BIIO
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BrnanumuposHa

JouHMY um. M. I'opekoro

Konos Brnagucnas

3aBeAylOLUI  OTHENeHHeM  JAETCKOMH
KapAHOXUPYPIHH HnctutyTa

KapauoJIOruun |
HEOTJIOKHOU a

15. e HHAbEBHY BOCccTaHOBUTENbHON xupypruu umenu B K. I'yvcaka M3 JTHP,
BHEINTATHBIN pecnybmukaHckuil crnenuanmuct M3 JIHP mo
KapIUOXUPYPTUN NETUATPUIECKOTO PO HJISI
3aBenyromuil OTAENEHUEM HEBPOJIOTHH PecnyOinkaHCKOM
16 IIpoxoposa Jlrogmuna JNeTCKOW KinuHu4Yeckoi OompHuIbl M3 JIHP, BHemTaTHbIiI
" | MuxalinosHa pecniyOnukanckmii  cnermanuct M3 JIHP mo  Hesposoruu
MeANATPUIECKOro Mpoduist
17 Canexos HUrops 3aBeAyOLIUI  HEBPOJIOTHYECKUM  OTaAeneHueM JleTckoro
" | AngpeeBuy KJINHUYECKOro LieHTpa I. MakeeBKu
13 Anppees [laBen Houent xadenper oromapunroiornu ['OO BIIO JlonHMY
" | Bnagumuposuy uM. M. I'oppkOro, kaHauaaT MEAMLIMHCKHUX HAYK
3aBeayrouui OTJeNIeHUEM OTOJIAPUHI OJIOTHH
19 ®denopeHko AHapeit Pecniybnukanckoii neTckoit kmmHndeckoi oonpauiel M3 JTHP,
" | EBrenbesuu BHEINTATHBIN pecnyOnukanckuii cnenmamuct M3 JIHP mo
OTOJIAPUHTOJIOTHH NETUATPUIECKOTO PO UIIS
Jlerxas Hatanes Bpau-nedponor PecriyOnukaHCKoH OeTCKOH KJIMHUYECKOH
20. o
MuxaitnoBHa OonbuauLbl M3 JIHP
3aBeayrouui HEPPOIOTHIECKUM OTJeJIeHHEM
1 ITanosa Hanexna Pecniybnukanckoii neTckoit kmmHndeckoi oonpauiel M3 JTHP,
" | UBanoBHa BHEINTATHBIN pecnybmukaHckuili crnenuanmuct M3 JIHP mo
HeQPOJIOTHHU MeANATPHUUECKOro mpoduis
3aBenyromuil OTaeIeHHEeM MyIbMOHOIOTHH PecnyOuKaHCKOM
29 Jlenapt TaTbsiHa JNETCKOW KiauHu4Yeckoil OonpHuubl M3 JIHP, BHemTaTHBIi
" | Butaneesna pecniybnmkanckuii cienuanuct M3 JIHP mo myasMOHOIOTHH
MeANATPUIECKOro MPoduJIst
23 Mapxkos Cepreii I'maBublii Bpau PecnyOnmukaHCKOH IeTCKOH KJIMHHUYECKOH
" | EBrenbeBu4 oonbauLbl M3 JIHP
24 ByxTusipos Dnyapn 3aBenyrommii  gerckum otaeneHueM KY «I'Kb Ne 3
" | BanpTepoBuu r. JloHenka»
Bpau-amnepronor PecnyOnukaHCKONH AETCKOW KIMHUYECKOM
25 3uboposa HOmus O6onpanel M3 JIHP, BHemrTaTHBIH — pecryOauKaHCKHNA
" | BraguMupoBHa crnenuanuct M3 JIHP nmo amnmeprojoruu mneanaTpuyuecKkoro
npod s
2% Xunuackas MHHa Bpau-undexmonucr PecnyGnukanckoit JeTCKOU
" | Buxroposna KJMHI4Yeckoi 6onbHuIE M3 JIHP
3aBenyromuil otaeneHneM nerckodl odrampmonorun  KY
77 Kotny0eii ['anuna «I'Kb Ne 20 r. JloHerkay, BHEIUTATHBIN peciyOIUKaHCKHHA
" | BraguMupoBHa cneruanuct M3 JIHP mo odTanpmonoru neauaTpuyeckoro
npod s
3aBenyromuil  OETCKUM  OThesneHueM PecmyOnmkaHCKOM
)8 Bnacosa Haranbs KJIIMHUYECKOW rncuxuarpudeckoir OompaMmel M3 JIHP,
" | AHaTONBEBHA BHEINTaTHBIN pecnybnmukaHckuil crnenuanmuct M3 JIHP mo
NCHXUATPUH NEANATPHUECKOT0 Npod st
Bpau-meroguct PecnyOnmkaHCKOro ILEHTpa OpTraHU3aLUH
Uypumuna Anna 3paBOOX PaHEHNH, MGI[I/ILII/IPCKO?I CTaTUCTUKU u
29, uHpOpMalUMOHHBIX TexHosorud M3 JIHP,  BHemTaTHbIN

KoHcTranTiuHOBHA

pecnyonukanckuii  crnenmanuct M3 JIHP mo Bompocam
MEPBUYHOHN 1 peabMTNTAIIMOHHOM MOMOIIH JIETSIM




Bpau-cratuctuk PecryOnukaHCKOrO IIEHTpa OpraHU3aLIH
3paBOOX PaHEHNH, MeIULIMHCKON CTaTUCTUKH u
30 MyxnbinnHa Hatanes uHpopMaunoHHbIX TexHomoruit M3 JIHP, BHemraTHbIN
" | EBrenbeBHa pecniyonukanckuii cnermanmuct M3 JIHP mo koopauHanmu
paboThl C AETBMU-CHPOTAMHU W JETbMH, OCTaBJICHHbIMH 0€3
POIAUTENBCKOrO MONEUEHUs
H.o. 3aBenyromero OTAECNICHUEM IETCKOM OHKOINeMaTOJIOrMHU
HucTuTyTa HEOTNOKHOW M BOCCTAHOBUTENBHON XUPYPIUU UM.
IOnpamesa Caernana o o
31 BK. TI'ycaka M3 JIHP, BHemTarHblii pecryOaMKaHCKHMA
AJeKCaHIPpOBHA
cneruanuct M3 JIHP no remaronoruu mneauaTpuueckoro
npod s
30 Mycradpun Tumyp 3aBeayrouuil otaeneHueM HoopokaeHHbIX JIoKTMO M3
| AxaTueBuu JIHP
33 Crproxosckas Enena 3aBenyromuil OTHAENEHHEM HEOHATAJbHOrO HAONIOACHUS H
" | AHaTONIBEBHA nedeHust HopopoxkaeHHbix JIPLIOMuJl M3 JIHP
34 Hytosa Enena 3aBenyrouuii otaeneHneM HoBopokaeHHbIX KY « KT’ Ne 6
" | BanepuesHa r. JloHenka»
Bpau neonaronoruueckoro otaesenus KY «I'Kb Ne 6
Haspouxas Onbra o .
35. EBreHbeBHA r. Jlonenka», riaBHbBIA BHELITATHBIA HEOHATOJIOT YIPABICHUS
31paBOOXPaHEeHUs aAMUHNCTpaluu . JloHerka
36 Bomukosa Jlrogmuna 3amecTHTeNb TIIABHOTO Bpada Mo jeuebHol pabdore Jlerckoro
" | Huxonaesna KJIMHUYECKOro LeHTpa r. MakeeBKku
37 Eroposa TaTpsiHa Bremrarneii pecnybnmukanckuii cnenmanuct M3 JTHP mo
" | AnexceeBHa SHAOKPHHOJIOTHUH MEANATPHUECKOro Npoduiis
38 Kpusymes bopuc 3asenyromuii kadenpoit nponenesTrku neguarpun I' OO BIIO
" | UcaeBuu JoaHMY um. M. I'opekoro M3 JIHP
3aBenyromuil AETCKOrO LEHTpa peadwiIuTalmu JeTed ¢
39 Hanumox Tamapa HApYyIIEHHEM CJIyXa M PeYM, BHEIITATHBIA pecrmyOnnKaHCKUN
" | AnexcanznpoBHa CHELHAIHCT 0 CYPIOJIOTHH NeauaTpudeckoro npoduist M3
JIHP
40 Haneros Aupapeii 3asenyromuii kadenpoin meamatpuu Ne 2 NOLEHT, IOKTOP
" | BacunbeBuy MEANLIMHCKUX HayK

2. OITPEJEJEHHME 3ABOJIEBAHUSA
I'emogunus sBISETCS HACIECACTBEHHBIM 3a00JICBaHUEM, OOYCIIOBJICHHBIM

AeQUIMTOM WM MOJICKYJISPHBIMH AQHOMAJIMSIMU OJHOTO W3 MPOKOAryJisiHTOB,
YYaCTBYIOLIMX B AKTHBALIMW CBEPTHIBAHUS KPOBH.

Beiaemnstor:

- remopuua A - pepuumt (pakropa VIII (arTMreMoQuibHbIA r100yIuH)
CBEPThIBaHUS KPOBH (87-94% citydaes);,

- remodunus B - nepunmt paxropa X (paxTop Kpucrmacca) cBepreiBaHus
KpoBH (6-13% GoNbHBIX U3 00LIETO Yncia OOJIBHBIX TEMODUIHENH ),

- remo¢unus C - nepuuut pakropa X1 (PTA-HenocTaTOYHOCTH MK OO0JIE3Hb
Po3zeHTasns) cBepTHIBaHUST KPOBH.

I'emounuss A u B Hacneayercs 10 PELECCUBHOMY  CHEIJIEGHHOMY €
X-XpOMOCOMOW THITy, B CBS3M C 4eM OOJEIOT TOJIbKO MY>KYMHBI. JKEHIIWHBL,
HacJIeyss X-XpOMOCOMY OT OTHA, OO0JIBHOTO TeMopunreld n o1Hy X-XpOMOCOMY OT
3I0POBOI MATEpH, ABJISIOTCS KOHAYKTOPAMH reMO(PHITUN.



K remopmnmm ycnoBHO OTHOCAT TakKXe TreHEeTMYeCKM 006YC/I0B/IEHHbIN
neuunt daktopa Xl, Bbigenss ee Kak remogpunuto C unu 6one3Hb Po3eHTans,
KOTOPOM 60NEOT U MY>XXUMHbI, N XXEHLMHbI.

B 3aBMCMMOCTK OT YPOBHSA Ae(MUNTHOIO (haKTopa BbIAeNAT:

- TKeNyt gopmy 3aboneBaHuns - ypoBeHb aktopa <1,0%;

- (hopMmy CpefiHe TAXXecTu - ypoBeHb pakTopa 1 - 5,0%;

- Nerkyto gopmy 3abonesaHus - yposeHb aktopa 5-40,0%.

HekoTopble aBTOpbl AOMOJIHUTENbHO BbIAENAOT elle «CKPbITYH» (opmy C
ypoBHeM hakTopa 15-50%.

3. MATOIMEHE3 TEMO®UNTNIN
MatoreHes remounum A, B, C cBda3saH ¢ yyactuem aktopos VIII, IX, XI Bo
BHYTpPEHHEeM MexaHU3Me CBepTbiBaHWUA KPOBW.

PucyHok 1- Cxema ceeptbiBaHusa Kposu (rno 3.C.bapkarany, A.lN. Momoty, 2001)

N3 BbILLEYNOMAHYTON CXeMbl MOXHO cfefiaTb BbIBO4 O TOM, YTO (haKTopbl
VIII, IX yyacTBYyHOT BO BHYTPEHHEM MeXaHU3Me (hopMUpPOBaHNSA NPOTPOMONHA3HOM
aKTUBHOCTM, B CBA3MN C YeM B 6a3MCHOM KoarynorpaMmme, Kak CKpUHWUHIOBOM TecCTe,
XapaKTepHO M30nmpoBaHHoe yannHeHne AYTB.
Tabnuua 1- ®dusmonornyeckas xapakrepuctuka akropos VIII, Xy 340p0oBbIX

moaen
Lndpo- Copepxa- % AKTUBHOCTM Mepuog MUHVMaNbHbIN
BOE HWe B < MONY>XMN3HK YPOBEHD,
HanmeHoBaHune B HOpMaJibHOU o
0603Haue nnaswe, B KPOBW®, Heo6X0ANMbIA
nnasme
Hue r/n OHK ANs reMocrasa
vip AHTATEMOPUNER 4 1 6 0 70-150 05-0,7 20-35%
bl TNOOYNNH
IX baKTop Okono 70-130 10-13 20-30%

Kpuctmaca 0,005



4. KIIMHUKA

I'emogunus, Kak NMpaBujIo, MPOSIBIASETCS B JETCKOM BO3PacTe MOBBIMICHHON
KPOBOTOUMBOCTHIO MPHU HE3HAYUTENBHBIX TpaBMax. HMHorma 3a0oneBaHue
MPOSIBJISIETCS B FOHOIIECKOM WM B3POCIOM Bo3pacte (mpu Jierkux (opmax
remouiun). [Ipu cOope aHaMHe3a ciaeayeT OOpaTUTh BHUMAHWE HAa HAJIAYUE
reMopparuii y cembu 00JbHOro. [[jsi reMo(puanu XapakTepeH TaK Ha3bIBACMBbIN,
«TEMATOMHBIN» THN KPOBOTOUYMBOCTU - OOWJIBHBIE W MPOJOKUTEIIBHBIE
KPOBOTEYCHHUSI TPU MOPE3aX U TPaBMaX, KPOBOUBJIUSIHUS B CYCTABbl, BOSHUKHOBEHUE
MEKMBIIICYHBIX U BHYTPUMBIIIEYHBIX T€MATOM.

Teuenne 3a0o0/icBaHUS  XAPAKTEPU3YETCS  MEPUOJAMH  MMOBBIIIEHHOM
KPOBOTOUMBOCTH, KOTOPBIC YEPEAYIOTCS C MPOMEXKYTKAMH OTHOCHTEIIbHOMN
KIIMHUYECKON PEMUCCHM.

OaHUM U3 XapaKTEPHBIX MPOSIBICHUN reMO(UINK SBJISIOTCS. KPOBOUBIUSIHUS
B KPYIIHBIE CYCTaBbl KOHEYHOCTCH (4alle B KOJIEHHBIE, PEKE - Ta300€IPEHHBIC,
JIOKTH, mieun). YacTo KPOBOMBIIUSHMS CBS3aHbl ¢ HE3HAYUTEIHLHOU TPaBMOMA,
HEAJICKBATHON K BEJIMYMHE KPOBOU3TUSHUSI.

B pe3yabTare penMauMBHPYIONIMX OCTPbIX TIEMapTPO30B Pa3BUBACTCS
XPOHUYECKUA reMOpPparunyeCKu-1eCTPYKTUBHBIN 0CTE0apTPO3 (cycraB
YBEIUYUBAETCS B 00beME, NeHOPMUPYETCS, TOJBHIKHOCTh €r0 OrPaHUYEHA), YTO
CTAHOBUTCSI TPUUMHON MHBATUAN3ALUY.

[Tpucyimum reMopuiinmy SBISETCS TaKKe 00PA30BAHUE KPYITHBIX MOJKOKHBIX,
BHYTPUMBIIIEYHBIX TEMATOM, KOTOPBIE MOTYT CUMYJUPOBaTh (uierMoHy. CxaTus
reMaToOMON COCYJIOB MOKET OOYCIIOBUTh HEKPOTU3UPOBAHUE TKAHEH, pa3pylICHUE
3HAYUTEILHBIX YYACTKOB KOCTEH M 00pa30BaHUE TAK HA3BIBACMBIX TEMO(PMITHYECKIX
nceBaoonyxojei. TspKeno MpoTeKarT peTPONEPUTOHEATIBHBIE FTEMATOMBI, KOTOPHIE
MOTYT CUMYJIMPOBATh OCTPhIi anneHAUIMUT. CyOCcepO3HbIe TEMaTOMbl KUIIICUHUKA
MOTYT OBITh NPUYMHONW YACTUYHOW HEMPOXOAMMOCTH, WHTMOMPOBATH CTEHKY M
MpPOPHIBATBCS B MPOCBET KkuiieyHuka. Y 14-30% OonbHbIX remModuinei
HAOJNIOAAOTCS JUIMTEIBHBIE TOYEYHBbIC KPOBOTEUYECHMS. JKEmyJq0UHO-KUIIECYHBIC
KPOBOTCUEHHUS MPU TeMO(UIUN HAOII0JaTCs PEAKO, B OCHOBHOM Y OOJBHBIX C
COMYTCTBYIOLIEH S3BECHHOH O0Jie3HbI0. TSKEIbIM OCIOKHEHHEM TeMO(UIUU
SIBJISICTCS KPOBOUBJIMSIHUE B TOJIOBHOM MJTM CIMHHOM MO3T M UX 000JI0YKH, KOTOPOE
BO3HHMKAET MOCJAE TPaBMbL. TsDKECTh KPOBOMBIWSHHS HEaJCKBaTHaAs TpaBME, a
KJIMHUKA KPOBOM3IUSIHUS MPOSIBISETCS YEPE3 HEKOTOPOE BPEMS TIOCIIE TPABMBI (710
CYTOK).

OnHuM 13 XapaKTEPHBIX MPOSBICHUA TeMO(DWINN SIBISIOTCS IJTUTEIbHBIC
PELMAMBUPYIOIINE KPOBOTCUCHHUS TOCJE TPAaBM W ONEpaluid, MOpE30B, MPUYEM
3HAUUTEJILHOE KPOBOTECUYCHUE MOXKET HAUYaThCS 4E€pe3 HECKOJbKO 4YacOB MOCIIE
olnepanyy Ui TPaBMBbI.



Tabnuua 2. KnuHnyeckune npossieHns reMopuinmm B 3aBMCUMOCTM
OT YPOBHSA (haKTOpa CBEPTbIBaHUSA

YpoBeHb
TsaXecTb
(haKTOpa cBepTbIBaHUA
Tsaxenan
<1% HopMbI
YMepeHHasa

ANn3oL KPOBOTEUEHUSA

CnoHTaHHbIe KPOBOU3NNAHUA
B CyCTaBbl U MbILLLBbI,

<1 ME/mn (<0,01 ME/mn) nnn rnaBHbIM 06pa3om, B

OTCYTCTBWM FeMOCTaTUYECKO
npo6nembl, KOTOPYI MOXHO
onpeaenunTb

VHorga CnoHTaHHbIe
KPOBOTEYEHUA, ANNTENbHbIE

1-5 ME/mn (0,01-0,05 ME/mn) unm KpOBOTEYeHUA Npu
1-5% HopMmbI

He3HauMTeNbHOI TpaBMe WK
XMPYPrmyeckom
BMELLATeIbCTBE

TsKenoe KpoBoTeUeHMe npu
Cepbe3Hoi TpaBme Wn

5-40 ME/mn (0,05-0,4 ME/mn) unm XUPYPrnyeckom

5-<40% HoOpMBbI

Tabnuua 3. KnuHnyeckas oueHka
COCTOSAHMA 60/1bHOM0 B 3aBUCMMOCTU OT
NoKannsaumm KpoBoTeyeHUs

CycTaBbl (remapTpo3s)

MbliLWwubl, 0cC06EHHO

CepbesHas rny6okue oTaensi
(noaB3LOLLHbIE, UKPBI
N Npeanneybs)

BMeLlaTenbcTBe. CroHTaHHble
KPOBOTEYEHMS BCTpeYatoTCs
PEAKO.

Tabnuua 4. MprbAn3UTeNbHOE KONMYECTBO
KPOBOTEYEHWN B pa3fINyHbIX
nokKanmsaumax
Jlokanusaunsa MpnbnnsnuTenbHan

KPOBOTEYEHUSA yactoTa

MemapTpo3
myaule B
LLUAPHMPHBbIE
CyCTaBbl: /IOKTHU,
KOMEHM,
NOABIKKM

pexe B
MHOroocCeBble
CyCTaBbl: Meun,
3anacTbs, 6egpa



Cnusnctble 060/104KU
B NOSIOCTW pTa, AECEH,

v MbiLLbl 10-20%
HOoCa 1 MOYEmnosI0BO
CUCTEMBI
BHyTpuuepenHas Opyrvie Taxenble
CepbesHas KPOBOTEYEeHMA 5 10%
yrpoxatoLLas LLies/ropno
YKU3HU KKT LHC .

5. AIMATHOCTUYECKAA MPOITPAMMA

C60op aHamHe3a 1 anob npu 3aboneBaHMAX KPOBM 1 KPOBETBOPHOW CUCTEMBI.

BbIACHAOT:

-. HacNeACTBEHHbIN aHaMHe3 OTHOCUTE/IbHO reMOnINK;

- NpoBeAeHUs Tepanuu aHTUreMo(WU/IbHbIMK nNpenapartamun, ee [LO3UPOBKMU,
3 (heKTUBHOCTb;

- Mpy remapTpo3ax M KPOBOWU3UAHUAX YCTaHAB/NBAETCHA WX LAaBHOCTb, Npw
Kaknx 06CTOATENbCTBAX OHW BO3HUKAW, HaINUYME WM MHTEHCMBHOCTb 60NEBOro
CUHApPOMa B HaCTosLLEee BPeEMS.

BusyanbHoe wuccnegoBaHue npu 3abosieBaHUSAX KPOBM W KPOBETBOPHOM
CUCTEMbI:

1 OcmaTpmnBatoT KOXHble MOKPOBbI U BUAMMbIe cnn3ncTole. ObpalyatoT
BHMMaHMe Ha Ha/inymne remMaTom, reMapTpo30B, Ha CUMMETPUYHOCTb CYCTaBOB, NX
pasMepbl, BO3MOXHble fedopmayun, 06bem LBUXEHUIA B CycTaBax.

2. Tlanbnayma  BbINOMHAETCA NpU  remaptpo3ax W rematomMax.
OueHNBaOT MOBEPXHOCTb, MAOTHOCTb, Hanuyune/oTCyTCTBUE 6ONME3HEHHOCTH,
Hann4umne ynaoTHEHUA U MbILLEYHOTO HaMPsXXeHUs, MeCTHOW runeptepmuun. Mpu
remMaTomax OLleHMBAlOT pasMep, KOHCUCTEHLUIO, Hannumne npu3HakoB CAAB/IEHUA
OKpPY>XarLWMX oOpraHoB N TKaHeMn.

3.  V3mepeHuns o6beMa [ABWXKEHWUI B CycTaBax BbIMOMHATCA Mpw
HaM4Ynn n3rnbartesibHo-pasrnbaTesibHbIX KOHTPAKTYpP C NOMOLLbKO YI/IOMETPUMN.

4.  PeHTreHorpagma ©  KOMMNblOTEpHas  ToMorpaus  CycTaBOB
BbINOMHAOTCA MPU reMapTpo3ax C Le/ibio onpeaeneHna opraHn4yecknx N3MeHeHum
KOCTHbIX CTPYKTYp CyCTaBa, Ha/In4yms Uan OTCYTCTBUSA XUAKOCTU B CyCTaBe.

5. Y3W cycTaBoB BbIMOMHAETCA MPU reMapTpo3e C Lenblo onpegesieHns
obbema KpOBMW, COCTOAHUSA CUHOBMA/IbHON 060M0YKM, MNPU3HAKOB CAaBNeHMUS
OKpPY>XarLWNX TKaHEN.

6. MarHmTHo-pe3oHaHCHas Tomorpagua cyctaBoB npejgHaszHavaetcs 4ns
onpegenieHNs CTENeHN NOPaKeHMsA CYCTaBHbIX MOBEPXHOCTEN N XPALLEBOM TKaHM.

7.  PeHTreHorpagus yepena B 04HON MK ABYX NPOEKLMAX BbIMOHAETCA
MNPy NOLO3PEeHNM Ha NepesioMm KOCTeW Yyepena nocie YepernHo-Mo3rosomn TpaBMbl.

8.  Y3U mArknx TKaHeil BbINOMHAETCSA MPU KPOBOWU3IUAHUM B MATKUE
TKaQHW C Uenbl OnpefeneHns pacrnpocTpaHeHUs rematombl, ee MJIOTHOCTH,
MPU3HaKOB CAAB/EHNA OKPY>KaloLWUX TKaHeWn.
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9. OcmMoTp (KOHCYJIbTALIMS ) Bpaya - CTOMATOJIOTa XUPyPra BbIIOIHIETCS
PHU KPOBOTECUEHUSX U3 CIM3UCTON MOJIOCTH PTa.
10.  OcmoTp (KOHCyNnbTalMsi) Bpaya - YpOJOra BBINOJHSACTCS MPU

reMarypud Opy MOJ03PEHUH HA MATOJIOTHIO0 MOYEBBIACIATEIBLHOW CUCTEMBI. J[1st
NOJATBEPKICHUS TEMATYPUH BBITTOITHIETCS 00U aHATA3 MOYH.

11.  OO630pHBIi CHUIMOK OPFOLIHOM MOJOCTH U OPraHoB Majioro tazau Y31
NOYEK W MOYEBBIX MY3bIPS BBIMOJHACTCA Yy OOJBHBIX C TFEMaTypUEH € LENBIO
VCKJTFOUCHHS TTATOJIOTUHA MOYEBBIICTUTEIIBHON CHCTEMBI.

12.  Y3U 3a0promMHHOrO OPOCTPAHCTBA, OO30PHBI CHHUMOK OPraHOB
OpIOLIHOM TOJIOCTH W MAJOr0 Ta3a BBIMOIHAKOTCS OONBHBIM C 3a0PHOIIMHHOMN
reMaTOMOM C IEJTBI0 OMPEICTICHHS €€ Pa3MEPOB U JIOKATN3AUH, A TAKKE HATNUUS
NPU3HAKOB CIABJIEHUS] OPraHOB OPIOIIHON MOJIOCTH U MAJIOTO Ta3a.

13.  B3astue kpoBM U3 nepudepruyecKoil BEHbI BHITOJHACTCS HATOLIAK.

14.  HccnenoBaHue 0a3UCHOMN KOaryJIorpaMMbl KaKk CKPUHUHTOBBIA TECT y
OONBHBIX C TOJO3PCHAEM HA HACIEACTBEHHYIO KOAryJionaruio. AKTUBUPOBAHHOE
napumaibHoe (YactuuHoe) TpomOomnactuHoBoe Bpems (AIITB wmm AUTB)
ONpEACNsAETCS NN JAWArHOCTUKA TeMopunnu. OHO TMOKa3bIBaCT ACPULIMT
¢axTopos XII, XI, IX (npu ypoBHe pakropa 20% u Hke) unm VI (30% n Huke),
a TAKKE HATMYUE B KPOBH MX HMHTMOUTOPOB. B 3THX cnyvasx AUTB yanuHeHHOE.

15. Onpenenenne aktuBHOCTH (pakTopoB VI m IX BBIMOMHSAETCS TEM
OONBHBIM, Y KOTOPBIX BhIsiBIICHO yynHeHne AUTB. I1pu ypoBae dakxtopa <1,0%
IMarHocTupyercs Tsokenas popma remoduimm, 1-5,0% - ymepennast, >5% - ierkas
(dopma reMopuIHH.

16. OnpenencHue akTUBHOCTH WHIuOMTOpoB K (akropy VII m IX
BBITIOJIHAETCS. B TEX CAy4asX, KOraa ypoBeHb acduumtHOro (akropa < 1% wu
KJIIMHUYECKHE MPOSIBIICHUS TeMO (UMK BOZHUKIIM B MMOJAPOCTKOBOM BO3PACTE;

17. HccnemoBaHue  ypoBHS  OOIIEr0  reMoOrjaoOMHA,  KOJMYECTBA
SPUTPOLIUTOB, JIEHKOIIMUTOB, TPOMOOLUTOB, MOACYET JEHKOIMTAPHOH (POPMYIIBI U
COD BBINONHAOT NPH UIATEIIBHOM KPOBOTEYCHUM JJIi MCKIKOUYCHHS AHEMUM,
TPOMOOLMTONEHUH Y OOJILHOTO, & TAKXKE MPH MOJO3PEHUN HA HATMYAE THOHHBIX
OCJIO)KHEHUH.

18.  OcmoTp (KOHCyJbTalMsl) Bpavya-xUpypra BBINOJHSAETCS Uil BCEX
OONBHBIX TPU HAIMYMHM KIMHUYECKUX TMPOSIBICHUN KEITyT0YHO-KALIIEYHOTO
KPOBOTCUECHHMSI U 3a0PIOIIMHHON reéMaTOMBI

19. OcmoTp (KOHCYJNBTALMs) Bpavya-OpTONENa BBINOIHAETCS  MPU
OOLIMPHBIX TEMApTPO3ax, COMPOBOXKAAMOIIMUXCS MNPU3HAKAMU  HAPYLICHHS
NOJIBHYKHOCTH CYCTaBOB, IPY NOJIO3PEHAN HA BHYTPUCYCTABHBIC MEPEIOMBI

20.  OcMmOTp (KOHCYJIbTAUMsi) BpPAava-HEBPOJIOra BBINOJHAETCS MPHU
HAIAYUK KIMHAYECKUX MPU3HAKOB KPOBOU3IIASHUS B TOJIOBHON M CIIMHHOM MO3T.

21. E3o¢aroayoacHOCKONMs BBIMOJHIECTCS BCEM OOJIbHBIM C HKEITYA0YHO-
KHALIEYHBIM KPOBOTEUYCHUEM.

22.  KommnerorepHass ToMorpadus TrojaOBbl WM MarHUTHO-PE30HAHCHAsS
ToMOrpadus BBITOJHACTCS NTPHU MOAO3PEHUM HA KPOBOM3IUSHUE B TOJOBHOH W
CIIMHHON MO3T.
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Tabnuna 5. TpeboBaHUs K TUArHOCTUKE reMO(UIMK Ha aMOyJIaTOPHO-

NOJIMKJIMHUYECKOM 3TAle U B CTAlMOHAPE
KparHoctb
HanmeHnoBanue
BBITIOJTHEHUS
COop aHaMHe3a ¥ Kajio0 Mpu OOJIE3HIX OPraHOB 1
KPOBETBOPEHUS M KPOBH
BusyanbsHoe uccneaoBaHue npu O0JIE3HSIX OPraHOB 1
KPOBETBOPEHUS M KPOBH
[Tanpnanmst mpu GOJIE3HIX OPraHOB KPOBETBOPEHUS M KPOBH 1
B3sTue KpoBH U3 najsla 1
H3MepeHne noIBMKHOCTH CYCTAaBOB (YTIIIOMETPUS) 1

PenTtrenorpadus KoJIEHHOTO CycTaBa

ITo noTpeOHOCTH

PenTtrenorpadus JOKTEBOro CycTaBa

ITo noTpeOHOCTH

Pentrenorpadus niedyeBoro cycrana

ITo notpeOHOCTH

Pentrenorpadus 6e1peHHOro cycraBa

ITo noTpeOHOCTH

PenTtrenorpadus rojeHOCTONHOIO CycTaBa

ITo noTpeOHOCTH

VYJIbTPa3BYKOBOE UCCJIEOBAHUE CYCTABOB

ITo noTpeOHOCTH

B3stue kpoBH n3 neprudepuyecKoil BEHbI 1
AKTHBUPOBAHHOE YACTUYHOE TPOMOOIJIACTHHOBOE BPEMSI 1
(AUTB)

Onpenenenne akTuBHOCTH (paktopa VIII 1
Onpenesnenne akTHBHOCTH (pakTopa 1X 1

HccnenoBanue akTHBHOCTH M CBOMCTB (DakTopa
BunneOpania B Kpor

OnpenesneHne akTMBHOCTH WHTHOMTOPOB K (akropy VIII

ITo notpebHOCTH

OnpeneseHne akTMBHOCTH MHTMOUTOPOB K (hakropy X

ITo notpebHOCTH

Pentrenorpadus Bcero uepemna B 0JJHOM U 00JI€€ TPOCKIUSIX

ITo notpebHOCTH

Y BTPa3BYKOBOE MCCACAOBAHNE MSITKIX TKaHEH

ITo notpebHOCTH

O030pHBII CHUMOK OPIOIIHOM MOJIOCTU U OPraHOB MaJIOro
Taza

ITo nmotpebGHOCTH

Y JIbTPa3BYKOBOE UCCIIEJOBAHUE MOYEK

ITo notpebHOCTH

yJ'IBTpa?)BYKOBOG HCCIICAOBAHNUC MOYCBOI'O ITYy3bIPA

ITo notpebHOCTH

AHanu3 MouH o0IIniA

ITo notpebHOCTH

[Tpuem (0CMOTp, KOHCYJbTALMs ) Bpaya-yposora
IIEPBUYHBIN

ITo nmotpebGHOCTH

[Tpuem (0CMOTP, KOHCYJBTALMs ) Bpaya-CTOMATOJI0ra
XHAPYpra NepBUYHBIN

ITo notpebGHOCTH

[Tpuem (ocMOTp, KOHCYJIbTAIMS ) Bpaya-Xupypra
IIEPBUYHBIN

ITo notpebHOCTH

[TprieM (0CMOTp, KOHCYJIbTALMS ) Bpaua-oOpToneia

TEPBUYHBIN

ITo notpebGHOCTH
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HanmenoBanune

KparHoctb
BBINOJIHEHUS

[Tpuem (0CMOTP, KOHCYJBTALMS ) Bpaya-HEBPONATOIOra
ITEPBUYHBIN

ITo nmoTpebGHOCTH

HccnenoBanue o0IIEro aHajan3a KpoBH

ITo notpebHOCTH

Y IIbTpa3ByKOBOE UCCIICIOBAHNE 3a0PIOIIIMHHOTO

ITo notpebHOCTH

MPOCTPAHCTBA
230¢aroracTpoayoeHOCKOMHS

KomnerotepHas Tomorpadusi TOJIOBBI
MarauTHO-pe30HaHCHAs TOMOoTrpadgus [IEHTPATbHOM
HEPBHOW CUCTEMBI M TOJIOBHOTO MO3Ta

Hccnenosanue neproia MoMyBBIBEICHUS KOHIICHTpaTa
nedunutHOro (pakTopa y O0JbHOIO (AIMMUHALIMSA)

ITo notpebHOCTH
ITo notpebHOCTH
ITo nmotpebGHOCTH

1)Bo BpeMs
KaXI0TO OCTPOTO
3MHu304a
KPOBOTCUCHHS,
eCld  KypcoBas
Jo3a >5 mHel *,
2),3),4)

*1)Bo 6pems kaxnco020 ocmpo2o 5nu300a KpOBOMeEYeH s, eCiu Kypcoeds 0o3a > 5 oueil™
2)IIpu nooospenuu na Hanvue uHeUGUMOPA

3)Ha mepanuu npoghunaxmuxu coenacno MOHUmMopunzy sghghexmusnocmu npogpmepantuu
4)Ha mepanuu HUT y 60onvH020 ¢ uneubumopnoii popmoii cemounuu

6. JABOPATOPHAA INMATHOCTHUKA

JupdepeHunanbHas AMArHOCTMKA, OCHOBaHHAs Ha
Ja00paTOPHBIX JAHHBIX.

I. CkpuHHHT-TECTHI

1. KomnuectBo TpombonmtoB, BK, I1B, AUTB 1 MOryT ObITh MCTIOJIb30BaHbI
JUIS CKPUHUHTA HANUEHTOB ¢ TOA03PEHUEM HA HAPYLLEHUS CBEPTHIBAEMOCTH KPOBH.

2. TectaM BpEMEHM KPOBOTECUCHHS HE XBATAET YYBCTBUTEIBHOCTH H
CHEM(PUYHOCTH, TAKXKE€ OHM CKJIOHHbI K OIIMOKAM, CBSI3aHHBIM C TEXHUKOM
ucnonHeHus. [lostomy apyrue TecTbl (PYHKIMH TPOMOOLMTOB, TaKHWE Kak
arperoMeTpust TPOMOOLUMTOB, MPEANIOYTHTENBHBI, €CJIA JOCTYITHBI.

Tabmuna 6. MHTepnpuTanus CKpUHUHT-TECTOB

MHTEPIPETALMNH

Bo3MOoxHBIi Konnuectso
I1B AUTB * BK
JIMArHo3 TPOMOOLIUTOB
HopManibHBIii | HOPMaAIBHBIN | HOPMAJIBHBIM | HOPMAJbHBIA | HOpMaJbHAas
I'emodunus .. | IIpononrupo- .
ws | HOPMAJIBHBINA % HopManeHb | HopmanbHas
A wmm B BAHHBII
HOPMAJIBHBIN | HOPMAaJIbHBINA
. HOpMaJIbHaA
boine3np HOPMAJIBHBIN W WA i
Bunnebpanna IIPOJIOHTUPO- | TPOJIOHTHPO-
pasa P vp P vp CHIDKEHHAsA
BaHHBIH BaHHBIH
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HOPMAJIbHBIA | HOPMAJIBHBIN
. HOpMaJIbHast
Hedexr HOPMAaJIbHBIA WIH WIH _—
TPOMOOLIUTOB OPOJVHOBA- | MPOJIOHTHPO-
N b CHIKCHHAs
HHBIH BaHHbI

* Pesynomamur usmepenuss AYTB 3asucam om n1abopamopruix memooos, ucnoIb3yemMblx
0715l aHANU3q.

** Ta orce kapmuna modicem npoucxooums npu npucymemeuu FXI, FXII, npexannuxpeuna
unu npu Oepuyume 6bICOKOMONEKYIAPHOL0 KUHUHOLEH.

3. OTH CKPUHUHTOBBIE TECTHI MOTYT HE BBISIBUTH MATOJIOTHIO Y TAMEHTOB C
JETKUMH HApyUICHUSIMH CBEPTHIBAHWS KPOBH, BKJIIOYAs HEKOTOPBIC AC(PEKTHI
¢ynkumii TpomOonutoB, aeuumt FXII, n te penkme nedextsl PubOpunHoNm3a,
KOTOPBIE MOTYT OBITh CBS3aHBI C KPOBOTEUCHUEM.

I1. Koppekuuonubie npoobl

Koppekumonnbsie mpoObl [Jii IWArHOCTUKW TMPEANONaracMoi reMoQuiinu
MOTyT OBITh MCIONB30BAHBl MPU OTCYTCTBHHA BO3MOKHOCTH J1aDOPaTOPHOrO
ONPEACTICHUS]  AKTUBHOCTH  (pakTOpoB cBepThiBaHus KpoBu VIII um IX.
Hudpdepennmanus remodunuii A u B 1€erko ocymecTBasSeTCs TECTaMHi CMEIIMBAHUS
Ia3Mbl OOJIBHBIX C HOPMAJBHOM TUTa3MOM, aaCOpPOMPOBAHHONW CEPHOKHCIIBIM
Oapuem, B KoTOpoi coxpansiercss paxrop VIII, Ho otcyrcTByeT (pakrop IX u co
cTapoii (CyTOYHOM NTaBHOCTH) HOPMAJILHON CHIBOPOTKOH, B KOTOPOM COXPAHSIETCS
¢axtop IX, Ho orcyrcTByeT paktop VIII. Taxum oOpazom, npu koppeknu AUTB
OONBHOTO HOPMAJILHOM TUIa3MOM, aacopOMpOBaHHON cynbdaroMm Oapus, UMEET
mecto remoduus A, npu koppekuun AUYTB B mccneayemoi miazme  crapoi
TUTA3MOM 3I0POBOTO YEIOBEKA UMEET MECTO TeMo s B.

HI.Onpenenenne akTUBHOCTH (PAKTOPOB CBEPTHIBAHUS KPOBH

BeimonHsieTcs TeM O0JIbHBIM, Y KOTOPBIX yanuHeHO AUTB.

C uensto audepeHumanbHOi TMarHoCTUKK ¢ 00J1e3HbI0 BuieOpanaa y Tex
OONBHBIX, Y KOTOPBIX BBIABICHO CHIbKeHUE (PakTopa VIII. 3T0 cBsI3aHO € TEM, UTO
npu Ooniezun BuimeOpanga uMeer mecto cHmkenue (pakropa VIII, ocobeHHO
BbIpOKEHHOE y mauueHToB ¢ [ Tunmom Gone3nn BumnebOpanna, paxrop VIII npu
3TOM CHWXEH MeHee <5-10%. Taxoke XapakTepHO CHW)KCHHME PUCTOMHULMHA
arperaumym TpOMOOLMTOB, B CBsI3M € 4eM Juisd AU((PEpeHUUATBHON AMArHOCTHKH
Oone3snn BumneOpanaa mNpu  BBISBICHWM CPEAHETSKENBIX W JIETKMX (OpM
reMouauy  00sA3aTENBHO  TAKXKE  MCCIEN0BAaTh  PHCTOMUIMH-Arperamnuro
TPOMOOLIUTOB!

7. OPTAHM3AIIMS ITPEJOCTABJEHHUS MEJJUIIMHCKON NOMOILH

Opranuzanust OKa3aHUsl MEIULUHCKOM momouw OOJIbHBIM TeMo(uamneit
OCYILECTBISAETCS BPAYaMHU-reMaToI0raMu.

AMOYNaTOPHO-MOJIMKIIMHAYECKAs ~ TIOMOIIb  BKJIKOYACT  BBISBIICHUE,
JMArHOCTHKY, JICUEHUE U MOCIEAYIOIIEE UCTAHCEPHOE HAOIIOICHUE TAIUEHTOB, a
TAK)KE MEIUKO-TEHETUYECKOE KOHCYJIBTUPOBAHUE MO MPEAYNPEKACHUIO HOBBIX
CJIy4acB 3a00J€BaHUs B CEMbsIX OOJIbHBIX. BBEACHHE PAKTOPOB CBEPTHIBAHUS KPOBH
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VIII winu IX OCYLIECTBIISAECTCS B YUPEKICHUIX 3APABOOXPAHCHUS MEIUIIMHCKAMU
pabOTHHKAMM, CHELUATMCTAMU CKOPOH MEIMIMHCKON MOMOLIM, a B JOMAIIHHMX
YCIIOBUSIX CAMUM MALIMEHTOM WJIM WHBIMU JIMIIAMH MTOCIIE 00y4YeHUs OOJIBHOTO U €T
pPOAUTENEH (3aKOHHBIX MTPEACTABUTEINCH ).

CraumoHapHOe JieueHUE OOJIBHBIX OCYIIECTBISIETCS B IEMAaTOJIOTMYECKHX,
XUPYPruvyecKux, ClECHUAIM3UPOBAHHBIX OPTONEANYECKIX OTACTEHUSIX YUPEKACHAN
3IPAaBOOXPAHEHUS, a TaKke B MNPOQWIBHBIX OTACICHUSX  YUPEIKACHUN
3IPaBOOXPAHEHUS B 3aBUCUMOCTH OT BH/1a KTUHUYECKHUX MPOSBICHUI reMOpHIInu.

Heotnoxknas rocnutanm3anusi OOJIBHBIX ¢ KPOBOM3IUSHUSIMU B >KA3HCHHO
BOYXHBIC OPTraHbl (TPABMbI FOJIOBBI, KPOBOU3IUSHUS B TOJOBHON M CIIMHHOM MO3T,
TpaBMbl B OOJACTH CHOUHBL, WIEH, SKETYAOYHO-KHUIICYHBIE KPOBOTCUECHMS,
3a0pIONIMHHBIE TE€MATOMBI, MACCHBHAs TeMaTypHs, OCTpas XHPypruyeckas
naTojorust (OCTPbIA anmeHauuuT, neppopaTvBHas s5A3Ba, TMEPUTOHUT, PA3PHIB
CEJIC3CHKM W T.[.)), OCYIIECTBISETCS B MPO(UIBHBIC OTIACICHUS YUYPEKIACHUIMA
3IPaBOOXPAHEHUSI.

HHCcTpyMEHTANBHBIE METOBI 00CIEAOBAHUS TPOBOJATCS MPU 00ECIEYCHUN
O00nBHOTO (haKTOpaMK CBEPTHIBAHMS KPOBHU ISl JOCTHXKCHHUS ILIEJIEBOTO YPOBHS
neduuutHOTO (haktopa He Hike 50%.

CraumoHapHOE€  MMJAHOBOE  JIEYCHWE  BKIFOYAET  PEKOHCTPYKTHBHO-
BOCCTAHOBUTEJIBHBIE ~ OMNEpallMK,  OPTOMECAMYECKYKD W XUPYPrAYECKYHO
peabuutannio OOJIbHBIX € PELMAMBHPYIOIIMMU TeMapTPO3aMHA M TSKEJION
apTponarueil, 1Ie4eHNe THrUOUTOPHBIX (POPM reMOPUITHN.

8. JEUEBHAS ITPOI'PAMMA

8.1 IIpuHuMnbI OKA3aHUS MEAMIMHCKON MOMOLIHN:

1. OCHOBHOH 1ENBIO MPOTOKONA SBISETCS MPOPUIAKTHKA W JICUECHHUE
KPOBOTEUECHHIA ¢ 1ePUIMTOM (PaKTOpa CBEPTHIBAHUS KPOBH.

2. Korna 310 BO3MOKHO, AeUIUT crienupuaeckoro (paktopa CaeAyeT JCUUTh
KOHIIEHTPATOM UMEHHO 3TOr0 creiupuyeckoro (akropa.

3. OCTpbIE KPOBOTEUEHUSI CIIEYET JICUNTh KaK MOXKHO OBICTPEE, )KENATEIbHO
B TEUCHHUE JBYX 4acoB. ECM €cTh COMHEHHU S, HEOOXOUMO JICUUTh.

4. TTaupeHTHl OOBIYHO PACIIO3HAIOT PAHHUE MPU3HAKK KPOBOTEUEHUS, AAKE
10 TOSIBNICHUS (PU3MUECKAX MPHU3HAKOB. DTO YaCTO OMUCHIBAETCS KAK OLIYLIECHHUE
NOKAJIBIBAHUS WITH «aypPay.

5. Bo BpeMst 3n130/1a OCTPOro KPOBOTEUEHUSI HEOOXOAUMO MTPOBECTHU OLIEHKY,
YTOOBI OMPEACTUTh MECTO KPOBOTCUCHUS (€CNTU KIMHUYECKM HE OYECBUAHOE) U
BBECTH COOTBETCTBYIOIINH (PAKTOP CBEPTHIBAHUS KPOBH.

6. Ilpm TSKENBIX KPOBOTEUEHUSX, KOTOPBIC SIBISIFOTCS MOTEHIUAIBHO
OMACHBIMH JIJISl YKU3HW, OCOOCHHO B OOJIACTM TOJIOBBI, LIEH, TPYAHON KIIETKH W
JKEITyAOYHO-KHAIIEYHOTO TPaKTa, J€YeHHE (PaKTOpOM HEOOXOAMMO HAYMHATH
HEMEMJIEHHO, €I1I€ 0 3aBEPLICHHS TUATHOCTUYECKON OLICHKH.

7. JAns oOnerdeHusl HAANEKAIIETO JIEUYEHUST B YPE3BBIYAWHBIX CHTYALMSIX Y
BCEX MNAIMEHTOB HEOOXOAMMO BBINOJHUTH JETKOJOCTYIMHYI HACHTU(UKALUIO C
YKa3aHWEM JIMArHo3a, TSHKECTH KPOBOTEYEHHMs, CTaryca WHTUOWTOpA, THUIA
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WCIOJB30BAHHBIX CPENCTB AJISl IEYCHUS, HAYAJIBHOM O3Bl JUTsl JICUEHUS TSXKENOTO,
CPEIHETO M JIETKOTO KPOBOTECUYCHHSI M KOHTAKTHOW MH(OpPMALMK Bpava, KOTOPBIMA
BEJIET MALMEHTA/KITUHUKH.

8. Beencnme pecmonpeccuHa (DDAVP) MOXeT aJeKBaTHO MOBBICUTH
ypoBerb FVIII (ot Tpex mo mect pa3 or 0a30BOr0 ypoOBHS) JJisi OCTAHOBKH
KPOBOTEUYCHHSI Y MALMEHTOB C JIETKOW M, BO3MOKHO, YMEPEHHOU reModuameit
(AHanu3 otBeTa HA DDAVP y OTIENBHBIX MALMEHTOB SIBIISCTCS LEIECOOOPA3HBIM ).

9. K BeHaMm CeIyeT OTHOCHTHCS ¢ OCTOPOKHOCTBIO. OHM SBIISIFOTCS JOPOTraMHu
YKU3HU y JTHOACH ¢ reMounmeii:

- PEKOMEHAYIOTCS UTTIBI-0a004KH 23-r0 WK 25-r0 pa3Mepa,

- HAKOI'/IA HE HA/IPE3aTh BEHY, 32 UCKITIOUEHUEM YPE3BbIYAiHbBIX CUTY AU,

- MOCJIE TPOKOJIA BEHBI MPH>KMUTE 3TO MECTO B TEUYEHHUE TPEX-TISITH MUHYT,

- HEoOXOQMMO MO BO3MOKHOCTM M30€rarh HWCIOJIb30BAHHS YCTPOWCTB
BEHO3HOT'O JIOCTYNA, HO OHU MOTYT OHAOOUTHCS HEKOTOPBIM JCTSIM.

10. BenomorarenbHas Tepanust MOKET ObITh MCIOJIB30BAHA ISl OCTAHOBKHU
KPOBOTEUYEHHSI, 0COOCHHO MPH OTCYTCTBUM KOHLICHTPATOB ()aKTOpa CBEPTHIBAHUS, U
MO>KET YMEHBIIUTh MOTPEOHOCTH B HUX.

11. Ecnm KpOBOTEYEHHME HE OCTAHABIMBACTCSA, HECMOTPS HA AJEKBATHOE
JIEYEHUE, HEOOXOMMO U3MEPUTH YPOBHU (pakTopa. ClieyeT MPOBEPUTH YPOBEHD
(akTopa, €CIM €ro ypoBEHb HEOXKMAAHHO HU3KWH (cM. «HruburopHas ¢opma

reMopummny ).
12.  IlpenynpexncHuss  KpPOBOTCUEHHSI  MOKHO  JOCTUYL  MYTEM
npo(PUIaAKTHIECKOTO BBEICHUS (axTopa (cMm. «[Tpodunakrrueckas

3aMECTUTENBHAS Tepanus PaKTopay).

13. JledyeHust nErkoro/yMepeHHOT0 KPOBOTEUEHUSI MOKHO MPOBOIUTH AOMA
(cM. «/lomaniHee ieueHre U TPOPUIaKTUKAY ).

14. Cneayer moowpsTh PEryysspHble (U3WYECKUE YINPAKHECHUS W APYTUE
MEPBI [UIsl CTUMYJMPOBAHUS HOPMAJIBHOTO IMCUXOMOTOPHOTO Pa3BUTHS, YTOOBI
UMETh CUJIBHBIE MBIIIbI, PA3BUBAaTh PABHOBECHE M KOOPAMHALIMIO, & TAaKXKE
VJIYUIIATh (PU3NYECKOE COCTOSIHUE,

15. TlaumeHThl TOJKHBI M30€rarh aKTHBHOCTH, KOTOPAst MOKET MPUBECTH K
TpaBME.

16. PerynsipHblii MOHUTOPHHT COCTOSIHUSI 30POBbsSl M OLICHKA PE3YJIbTATOB
SBJISIFOTCS KJTFOUEBBIMU KOMIIOHEHTAMHU MEJAULMHCKONH ToMOIIH (cM. "MOHUTOPHHT
COCTOSIHMSI 3A0POBbsI M PE3YJIbTAT").

17. Cnenmyer wn30eraTb JIEKapCTB, KOTOPBIE BIUSIOT HA (YHKIUIO
TPOMOOLIMTOB, B YaCTHOCTH, ALlETANCATMIMIOBOH KACIO0ThI (ACK) 1 HECTEPOU AHBIX
npotuBoBocnanuTenbHbix cpeacts  (HIIBC), 3a uMCKmMOUEeHMEM HEKOTOPBIX
uaruoutopos {OI'-2. Tlapaneramon/aneramuHoen  sBastOTCS  O€30MacHOM
abTepHATHBOM AJist 00e300mBanud (cM. «JleueHune 0omm» ).

18. YpoBHH (akropa HOIDKHBI OBITH JOBEACHBI 1O COOTBETCTBYIOIIMAX
YPOBHEH Mepe] MPOBEACHUEM JIFOOBIX WHBA3UBHBIX MPOLIETYP.

19. Xopowmass rurmeHa MNOJOCTH PTa HMMEET BAKHEHIIEE 3HAYCHUE IS
NPeIOTBpaLIeHHs 3a00€BaHNI TApOAOHTA U Kapueca 3y0OB, KOTOPBIE TPUBOIAT K
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KPOBOTOUMBOCTH JI€CEH (CM. «CTOMATOIOTMYECKAsE TOMOLIBY ).

8.2 KomnjiekcHast noMoub

1. KoMmjiekcHasi TOMOIIb CIOCOOCTBYET (PU3NYECKOMY M MCHUXOJIOTHYECKOMY
3I0POBBIO ¥ KQYECTBY >KU3HHU MIPH OJHOBPEMEHHOM CHIDKEHMM 3a00JICBACMOCTH U
CMEPTHOCTH.

2. 'eMo(unns — 3T0 peaKOE pacCTPOMCTBO, KOTOPOE SIBIISIETCS CIIOKHBIM JJIsI
JVUArHOCTHUKH W JieueHusl. ONTUMaibHas MEIMIUHCKAs TTOMOIb STUM MALACHTAM,
0COOEHHO C TsDKENbIMU (opMamu 3a0oneBaHuil, TpeOyeT OONbLIE, YEM JICUECHUE
OCTPOr0 KPOBOTCUEHHS.

3. IlpuopuTteTsl B YIY4YLIEHWM 3J0POBbS M KAueCTBA >KM3HU JIHOJIEH C
reMo(puInei BKIFOYAKOT:

- IPEAOTBPALLEHUE KPOBOTEUECHU I U MOPAKEHUS CYCTABOB

- HEMEJUICHHYIO0 OCTAHOBKY KPOBOTECUCHUS

- JICYCHUE OCIIOKHECHUM,

- YACTIEHUE BHUMAHMSI ICUXOCOLUAIBHOMY 3I0POBBIO

8.3 Jleuenue cnenudpuaeckux KpoOBOM3IUSIHUI

1. KpoBoTeueHusi y MAIMEHTOB C reMo@uiaueil MOryT ObITh pa3JIMUHbIX
Jokanu3anuidi (cM. Tadn.3, Tabm4), Kaxaas W3 KOTOPbIX TPeOyeT OCOOEHHOTO
JICUEHMUSL.

2. B xadectBe 0oOwIEro MpUHIMIA B CAy4a€ CHJIBHOTO BHYTPEHHETO
KPOBOTEUEHHSI HEOOXOIMMO MPOBEPUTH U BOCCTAHOBUTH YPOBEHb FEMOITIOOMHA B TO
BpEeMs, KaK IUIAHUPYIOTCS JApyrue meponpustus. M3MepeHus cTaOUIbHOCTH
reMOJMHAMMKM, TaKU€ KaK TMyJbC W KPOBSHOE [aBJICHUE, HEOOXOIUMO
KOHTPOJIMPOBATh B COOTBETCTBUU C MOKA3AHUSIMU.

8.3.1 KpoBousiusinus B CycTaB (reMaprpos)

1. KpoBow3nussHusSsT B  CYyCTaB  ONPEACIAOTCA  Kak  3MNHU307,
XapaKTEPU3YIOLIUIiCSs OBICTPOH MOTEpei AuanazoHa JBWXKEHUS B CPAaBHEHUU C
UCXOJIHOM, ¢ JI0OOHW W3 CHeAyIMUX KOMOMHAIMK: O0Jib WM HEOOBIYHBIC
OLLYILICHMS B CYCTaBE, OLIYTUMAsl OMYXOJIb, U TEIIO KO>KH HAJl CYyCTABOM.

2. Havano kpoBOTE€UEHHs B CyCTaBaxX 4YacTO OMUCHIBACTCS OOJIBHBIMHU Kak
OLIYLIEHUE MMOKAJIBIBAHUS W HAMPSLDKEHHOCTD B CYCTABE. JTa «aypa» MPEAUIECTBYET
MOSIBJICHUIO KIIMHUYECKUAX MTPU3HAKOB.

3. Haubonee paHHUE KIMHUYECKUE MPU3HAKU KPOBOTEUYECHUS CYCTABOB — 3TO
MOBBILICHUE TEMIIEPATYPhI HAI YYACTKOM M TUCKOM(DOPT MPH IBHKCHUH.

4. bonee mNO3AHUE CHUMITOMBI W TPU3HAKK BKJIOYAOT O0Jb B IMOKOE,
MPUNYXJI0CTh, OOJIE3HEHHOCTh U MOTEPIO IBUXKCHHMS,

5. IloBTOpPHOE KPOBOTEUYEHUE OINPEAENAETCS KaK YXYALIEHUE COCTOSTHUS TTPH
JICYEHUH WJIU B TCUCHUE 72 4aCOB MOCJIE MPEKPAIICHUS JICYCHUS.

6. CycTaB-MHIIIEHb — 3TO CYCTaB, B KOTOPOM ObuUIO 3 U 00Jie€ CIIOHTAHHBIX
KPOBOTCUCHHU MOCICIOBATEBHO 34 6-MECSYHBIN NEPUO/T.
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7. Jns koHTpons cycraBa CcruOaHWe, Kak MPAaBWIIO, SIBISIETCS HaumOosee
yIOOHBIM TOJIOKEHHEM, M JIF00Asi MOMBITKA U3MEHHUTH 3TO TMOJIOKCHHUE BBI3BIBACT
CUJIbHBIE OOITH.

8. Jlanee ObIBaCT BTOPUYHBINA CMAa3M MbILIL, KOTAA MAUEHT MBITACTCS
NOMEIIATh ABMKEHUIO U CYCTaB CTAHOBHUTCS «3aMOPOKEHHBIM.

9. Llenpto JeUeHUst OCTPOTO TeMapTpo3a SBISETCS KaK MOKHO CKOpee
OCTaHOBUTh KPOBOTECYEHHE. DTO B HICANIE JOJKHO TPOU30MTH, KaK TOJIBKO MALUEHT
PACIIO3HAET «aypy», a HE MOCIIe HaYala OTeKa U OOJIH.

10. HeoOxommMo OLIEHUTH NAMEHTA KIMHUYECKH. Kak mpaBuiio, peHTreH U
YJIBTPa3BYK HE MOKA3aHBbI.

11. Heo6xoaumo BBECTH HEOOXOAUMYIO 103y KOHIEHTpaTa (pakTopa, 4YToObl
NOBBICUTH YPOBEHb (PAKTOpA y MALMEHTA COOTBETCTBYIOIMM 00pa3oM (CM. TabiL. 8).

12. Onpenenenusi, NpuBEACHHBIE B TAOIUIEC 6, PCKOMEHAYIOTCS ISl OLICHKA
OTBETA HA JICYEHHE OCTPOr0 reMapTpo3a.

13. TlonpocuTe manmMeHTa, YTOOBI OH HE MEPEHOCUIT YET0-TO TSKENIOI0, HE
NPUMEHST KOMIPECCHI M MOHSI MOPAKEHHBINA CyCTaB BBILIE.

14. PaccMoTpuTe MMMOOMIIN3ALUIO CYCTaBA IMHOM 10 MCUE3HOBEHU S OOJIH.

15. Jlen/xonomHbpie KOMIPECCH MOTYT OBITH MPUMEHEHBI BOKPYT CYCTaBa B
TedeHue 15-20 MUHYT KaXKAbIE YETHIPE-IIECTh YacoB id 00JaerdyeHus: 00N, eCiu
31O OYJIET Mone3Ho. He npukmaasiBaiTe e NpsMo Ha KOXKY.

16. Ecnu KpoOBOTCUEHME HE OCTAHABIMBAETCS, MOKET MNOTPEOOBATHCS
JOTMOJIHUTENbHAS MHPY3Us 1ePUIUTHOrO (PakTOpa CBEPTHIBAHMS KPOBH. Ecimu 310
TaK, BBEAUTE MOJOBUHY HAYAJbHOM HArpy304HOM 103kl yepe3 12 yacos (remoduiust
A) wm yepes 24 yaca (remodunus B).

17. JlanpHelmas OLEHKA HEOOXOAUMa, €CJIM CUMITOMBI Yy TalMeHTa
OPOAODKAKOTCS  I0JbIIe, 4YeM Tpu A, Chneayer paccMOTPETh HAIM4YME
WHTAOUTOPOB, CENTHYECKOIO apTpPUTa WIM TEPEIoMa, €CId CHMITOMBI H
PE3YABTAThl COXPAHSIFOTCS.

18. PeaOmnuranmst QOMKHA MPOBOAMTBCS KAK AKTHMBHAS YaCTh JICUEHHS
OCTPOrO 3MU30/4a KPOBOTCUEHHSI.

18.1. Kak ToibKO O0JIb U OTEK HAYMHAKOT YMEHBIIATHCS, MALIMEHTY CICTYET
NOPEKOMEHIOBATh HM3MEHUTH TMOJIOKEHUE TMOPAKEHHOTO CyCcTaBa C MO3WLUHU
yno0cTBa, PYyHKIKH, TOCTENIEHHO pa3rudark CYyCTaB U CTPEMHUTHLCS MOJIHOCTBEO €TI0
BBINIPSIMHUTb.

18.2. 310 HEOOXOAUMO JIeSIaTh C AKTUBHBIM COKpalieHueM MbIil. Eciau ecTh
COMPOTUBIIEHUE MBIIIL, ¢ OCTOPOYXKHOCTBIO MOXKET OBITh HCIIOJIB30BAHA JIETKas
NACCUBHAs MOMOILb.

18.3. PaHHuii aKTHBHBIA KOHTPOJb MBI HEOOXOAMMO MOOLIPATH, YTOOBI
CBECTM K MUHUMYMY aTpO(WIO MBI W MPEAOTBPATHTh XPOHUYECKYIO MOTEPIO
NOJIBHYKHOCTH CYCTaBa.

18.4. AKTHUBHBIE YNPAKHEHUS W MPONPUOLENTUBHBIE TPEHUPOBKM JOJDKHBI
OPOAODKATECA 10 TOJHOIO JOCTHKEHHMsI TOJABMKHOCTH CYCTaBa, Kak Jio
KPOBOTEUYECHHSI U BOCCTAHOBIICHUSI (PYHKIIMM W MCYE3HOBEHHS MPU3HAKOB OCTPOrO
CUHOBHTA.
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18.5. Ecnu ynmpakHeHHs YBEJIMYMBATH PA3yMHO, 3aMECTUTENIbHAS Tepanus HE
00s13aTeNIbHO HY>KHA /10 TPEHUPOBKH.
Tabnuua 7. OnpeneneHue OTBETAa Ha JICYSHUE OCTPOro reMapTposa
Otnnunelid | [TomHOE 00e3001MBaHKE B TEYEHHE 8§ YACOB W/HJU MOJTHOE
WCUE3HOBEHHE MTPU3HAKOB KPOBOTECUEHHUS TIOCIIE MEPBON MHBEKIUU
U He TpeOyeTcs NaybHElIas Tepanus B Te4eHue 72 4acoB.
Xopomwmii | 3HAUKATENBHOE O0NErYeHHE OO W/ MITM MCUE3HOBEHUE TIPU3HAKOB
KPOBOTEUEHHS B TE€UCHUE MPUMEPHO 8 YACOB MOCIIE OTHOKPATHOTO
BBEJICHUS, HO HY>KHO OOJIbLIE OJHOM O3Bl 3aMECTUTENLHOM
TEpanuu B T€YCHUE 72 4aCOB ISl MOJIHOTO MPEKPALICHUS
CUMIITOMOB.
YMepeHHbiit | YMepeHnHas 00Jb /UM UCUE3HOBEHUE MPU3HAKOB KPOBOTEUEHUS
B TE€UEHHE MPUMEPHO 8 YaCOB MOCJIE MEPBOM HHBEKIIUU U
TpeOyeTrcs 0oJee OTHOM MHBEKIUN B TEUEHUE 72 4acoB, HO 0€3
NOJTHOTO MPEKPAIEHUS] CHMITOMOB,
Her OTCyTCTBUE WJIM MUHUMAJIBHOE YIIyULICHHUE, IMOO COCTOSIHUE
yXYyILIAeTCsl B TECUEHUE PUMEPHO 8§ YaCOB MOCIE MEPBO
UHBEKIINU.

Ilpumeuanue: llpuBeneHHbIe BbIILIE OIpeNeJeHUs OTBETa Ha JIEYeHHE OCTPOro remaprposa
CBsI3aHHBIE C JINLIAMH C OTPULIATEIbHBIM HHTHOUTOPOM € reMopuineid. ITH ONMpeaeseHus] MOTyT
notpedoBaTe MOAWGUKALMN U JIMI C TOJOXXUTEIbHBIM WHTHOUTOPOM, TOJNYYarOLIHX
LIYHTUPOBAHHUE, TAKOE KaK MeMOCTaTUUECKOE MOKPBITUE, WU JIMLI, MOJYyYaIOLUUX KOHLIEHTPaThl
(akTOpa ¢ pacIIMPEHHBIM MEPHUOIOM IOJTypachaja.

IIyHkuust cycraBa

1. ITynkuus cycrapa (yAaaeHUe KPOBH M3 CYCTABa) MOKET PACCMATPUBATHLCS
B CJICIYIOIIMX CUTYyalUsIX:

- KpPOBOTEUYECHHE, HAMIPSDKEHHUE U OOJIb B CYCTaBE HE 00sieryaercs B TeueHue 24
YacOB NOCIE KOHCEPBATUBHOTO JICUEHMS,

- 00JIb B CYCTaBE, KOTOPAsi HE 00JIer4aeTcs,

- CBHJIETEJIBCTBO KOMIIPECCUU COCYAUCTO-HEPBHBIX OKOHYAHWIA,

- HEOOBIYHOE YBETMUYECHHUE MECTHOM WIIM CHCTEMHOM TeMIEpaTypbl U APYTUAX
NPU3HAKOB MHPEKIMU (CENTUYECKUI apTPHUT).

2. VIHruOuWTopsl JODKHBI paccMaTpUBAaThCs Kak MPUYAHA  CTOMKOrO
KPOBOTCUECHHSI, HECMOTPS HAa AJCKBAaTHBIA 3aMeCTUTENbHBIN (akTop. Hannume
WHTAOUTOPOB TOJDKHO OBITH UCKIKOYECHO TEPE/ MOMBITKOW MYHKIIMK CYCTaBa.

3. PanHee yaalicHue KpOBH TEOPETHYECKH JOJDKHO YMEHBIIUTH €€ BPEAHOE
BO3/ICICTBHE HA Xpsll cycTaBa. Ecnm umeeTcss GONBIIOE HAKOTUIEHUE KPOBH, 3TO
TAK>KE U YMEHBIINAT OOJIb.

4. TlyHKOHIO CycTaBa Jdydlle JENaTh BCKOPE MOCIE KPOBOTCUEHUS B CTPOTHX
ACENTUYECKUX YCIIOBUSX.

5. Ilpu HEOOXOMMMOCTH MyHKLMsI CyCTaBa NOJDKHA OBbITh BBIMOJHEHA MPH
ypoBHe (pakTopa no kpaiineit Mepe 30-50 ME/mn B Teuenue 48-72 yacoB. [TyHKIuI0
CyCTaBa HE CJIEAyeT HAejaTh B Ciydac, KOrAa TaKOW 3aMECTHTEIbHBIA (PAKTOP
orcyrctByeT. Ilpy Hanuumm  WHTUOMTOPOB  OPYTHE  COOTBETCTBYIOLIME
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reMOCTAaTHYECKHUE CPEACTBA TOJKHBI IPUMEHSTHCS MO MOBOY ATOM MPOLIEAYPhI, 11O
MEpE HEOOXOTUMOCTH.

6. JloJoKkHBI OBITH MCHOJIB30BAHBI MIJIBI OOJIBLIOTO AMAMETPA, MO KpaitHei
Mmepe, 16-kanudpa.

7. CycTraB I0JDKEH ObITh UMMOOUIN30BAHHBIM C JIETKOH KOMITPECCUEH.

8. [lepeHoc TsbkecTel ciemyeT uderars B TeueHue 24 - 48 4acos.

9. dusnoTrepanus A0KHA OBITH HAYaTa, Kak OMUCAHO HUXKE.

8.3.2. KpoBousinsiHue B MbIIIIbI

1. KpoBoTeueHHsI B MBI MOTYT OBITh B JIFOOBIX MBIIIIAX TeNa, Kak
MPaBUJIO, OT MPSMOTO yiapa WK BHE3AMHOTO PACTSKEHUSI.

2. KpoBoTeueHHE B MBIIIAX OMPEACISETCS KaK 3MU30] KPOBOTCUCHHS B
MBIIIIIAX, W ONPEACISICTCS KIMHUYECKH W/WKM BU3YyajbHO. Kak MpaBWIIO, TaKoe
KPOBOTEUYCHHE aCCOUUPYETCS ¢ OOJIbI0 W/UIM OTEKOM W (PYHKIIMOHAIbHBIMHU
HAPYIICHUSMHU, HalTPUMEP XPOMOTOMH M3-3a KPOBOTCUCHHS B MBIIIIIIAX HKP.

3. PaHHee BBISBICHUE W HAJUICKAIIEE JICUCHUE KPOBOTCUEHUH B MBILIIAX
BXHBI 11 TPEIOTBPALICHUS  TOCTOSHHOW  KOHTPAKTYphI, TOBTOPHOTO
KPOBOTEYCHHUSI U 00Pa30BaHUS TICEBIOOMYXOJIH.

4. Takue y4acTKM MBIIICYHBIX KPOBOTCUCHHM, KOTOPhIE aCCOLUUPYIOTCS C
HEPBHO-COCYAMCTHIMM HapPYLICHUSAMH, KaK TPYMIbI TTyOOKMX MBIIII-Crudarenei
KOHEUHOCTEH, TpEeOYIOMKMEe HEMEMJIECHHOTO JICYCHMS, 4YTOOBI MPEAOTBPATUTH
MOBPEXKICHUE U TOTEPIO (PYHKIIMU. DTH TPYNIbI BKIKOYAIOT B CEOSI:

- TPYAHBIC MBIIIEI (PUCK Mapandya Hapy>KHOTO KOXKHOTO HepBa Oexapa,
rojicHu, oenpa)

- BEPXHE-3aJIHUC WU TIIYOOKWE 3aJHHUE OTACNBl TOJIEHU (PUCK MOPAKEHUS
3a1HEr0 O0NBIIEOEPHOBOTO U MIyOOKOr0 MAJIOOEPIIOBOTO HEPBA)

- crubaTenyu rpymHibl MBI TPEATIICYbS (PUCK MIIEMUYCCKOM KOHTPAKTYPHI
®dosbKMaHa).

5. KpoBoTeueHNE MOXKET MPOMCXOANUTH U B 00Jiee MOBEPXHOCTHBIX MBIIIIIAX,
TaKMX KakK JIByIJiaBasi MbIlIA [ieda, Oeapa (TPULIENC TOJIEHW, WKPOHOXHBIE,
KBAJAPHIICTICHI M SITOIWYHBIC MBIIIITHI ).

6. CUMIITOMaM¥ MBITIICYHOTO KPOBOTCUEHUS SBIISIOTCS:

- 00K B MBIIITAX,

- MOJACP’)KaHNE KOHEYHOCTH B KOM()OPTHOM MOJIOKEHUH,

- CWJIbHAs 00J1b, €CJIM MBIIIILI PACTATUBAKOTCS,

- OOnb, €CIM MBIl AKTUBHO COKpPAIIAKOTCA W OOJIC3HEHHOCTh TMPH
nabMalyy, BO3SMOKHBIE OTCKH.

7. Kak MOKHO CKOpee HEOOXO0IMMO MOJHSATH Y AIlMEHTA YPOBEHD (paKkTOpa, B
ujcae, KOraa ManyueHT pacrno3HACT MEPBble MPU3HAKK TUCKOM(POpPTA WM MOCTE
TpaBMbl. EClIH €CTh COCYJHUCTO-HEPBHOE MOPAKEHUE, MOICPKUBATH YPOBEHb B
TEUEHUE NATU-CEMU JHEH UM AOJIbIIE, KaK TPEOYIOT CUMITOMBI (CM. Ta0.8).

8. PaccnabuTh MOPaXEHHYKO 4YacTh KOHEYHOCTHM W MOJHATH €€ B Oojsee
BBICOKOE TIOJIO’KEHUE.
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9. Hajio>xuTh MIMHY HA MBIIILBI B KOM(POPTHOM MOJIOXKEHUH U TPUCTOCOOUTH
K (pyHKIMU, KaK MO3BOJISET OOJIb.

10. Jlen/xonoaHple KOMIOPECCHI MOKHO HMCHOJB30BaTh BOKPYT MBILIL B
TedeHne 15 - 20 MUHYT KaXAble YEThIpE-1IeCTh YacoB il obnerdyeHus 6onm. He
NPUKIIAIBIBAT JIEA HEMOCPEACTBEHHO HA KOXKY.

11. TloBTOpHBIE MHPY3UK AePUIUTHOTO (HAKTOPA YACTO HY>KHBI B TCUCHUE
IBYX-TPEX AHEH WM AOJbIIEC B COy4Yae, €CIM KPOBOTCUEHUE B KPUTHUECKHX
y4acTKax BbI3bIBACT CHHIPOM MOBBIIIEHHOTO JABJICHHS B JIFOOOH aHATOMUYECKON
NOJIOCTH; €CJIH YKE KPOBOTEUYECHUE OOMIMPHO, HY>KHA PeaduInTalusl.

12. TTanueHTa HY>KHO TMOCTOSIHHO KOHTPOJUPOBATH IO MOBOAY COCYIUCTO-
HEPBHOIO TMOPAKEHUS, B HEKOTOPBIX TAKHX CIAy4YasX MOXET MOHAI0OUThCS
(dacruoToMusl.

13. YpoBeHb reMorino0rMHa He0OX0AMMO MPOBEPATH U KOPPEKTUPOBATD, €CITU
3TO HEOOXOJUMO, TOCKOJBKY MBIIIEYHbIE KPOBOTCUEHUS! MOTYT MPHBOJIUTH K
3HAUUTENIBHOMN MOTEPHA KPOBH.

14. ®usnorepanuro CleAyeT HAYMHATh, KaK TOJBKO OONb CTHXAET, U
NPOAOJKATE MOCTENEHHO MPOrPECCUPOBATh A0 MOJTHOIO BOCCTAHOBJIEHUS MBILIILL,
WX CUJIBI M (PYHKIIHH.

15. IlpumeHenume (PakTopa B XOAE 3TOr0 MPOIECCa Pa3yMHO, €CIH
(duznoTEpaneBT WMEET ONbIT PadOThl ¢ JiedeHWeM reModuauu. Moxker
notpeboBaTeCs MUHUPOBaHKE. [loaaepkuBaromee KpermieHue OyaeT HeoOX0aumo,
€CJIA TPOU3OIILIO MOPAKEHUE HEPBA.

16. Ycunenue Gonn BO Bpemsi (U3NOTEPANNN MOXKET CBUACTEIBCTBOBATH O
NOBTOPHOM KPOBOTECUYEHHMH U JOJLKHO PETYJISPHO OLICHUBATHCS.

8.3.3. KpoBousinsinue B OAB3A0MIHO-MOSICHUYHbIC MbILIIIbI

1. DTOT TAN KPOBOWBIIUSHWI B MBI UMEET YHUKAJIbHBIE MPOSBIICHUSI.
CUMOTOMBI MOTYT BKJIKOYATh OOJIb B HUYKHEH YaCTH KUBOTA, B MaXy WU HUKHEH
YacTH COUHBI U OOJb MPH PACTSKEHWH, HO HE NP BpAllCHUH Ta300€IPEHHOrO
cycrapa. B o0nactu MenmanbHON MOBEPXHOCTH O€pa MOTYT OBITh MAPECTE3NU WITH
JPyrHe TPU3HAKU CKaTusg OEIPEHHOrO0 HEPBAa, TaKUE KaK MOTEPs KOJEHHOTO
pediekca v ¢1ad0CTh YETHIPEXTIIABOM MBIIIIIBI. DTH CHMIITOMBI MOTYT HATOMUHATh
CUMIITOMBl OCTPOr0 amMMeHAUINATA, B TOM YHUCJIE MOJOKUTEIbHBI CUMIITOM
brnrombepra.

2. HememieHHO HEOOXOAMMO TOMHATH YPOBEHb (PakTopa y MalMeHTa
BBEJCHUEM Je(PUIMTHOrO (PKTOpA CBEPTHIBAHUS KPOBH. [loanep:kaHue ypoBHS B
TEYEHUE MATU-CEMU JHECH UM AOJIbIIE, KaK TPEOYIOT CUMITOMBI (CM. Ta0.8).

3. Cuenyer rocnuTajM3upOBaTh MAlMEHTA JJIs HAOMIOACHUS U KOHTPOJIS
001 1 MOJICPXKUBATH CTPOTHIA OCTENIbHBIN PekUM. [lepeABMKEHUE C KOCTBUISIMHU
HE JIOMYCKAETCSI, MOCKOJIBKY 3TO TPEOYET COKPALIEHHU ST MBIIIII,

4. JIns MOATBEPXKICHUS TMarH03a 1 MOHUTOPUHTA BOCCTAHOBJICHUS TIOJIE3HO
obocnenoranus ¢ momombio Y3U, KT unmu MPT.

5. OrpaHu4nTh AKTUBHOCTH MAIIMEHTA A0 UCUC3HOBEHUS OOJIM U YITyYIICHUS
BhITATMBaHUE Oenpa. TimareabHblii KOHTPOJIb MPOrpaMMbl (PU3HOTEPANTUU SIBISETCS
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KJIIOYOM K BOCCTAHOBJICHHIO TOJHOLICHHON aKTHBHOCTH W (QYHKIMA U
MPEAOTBPALICHUS] TTOBTOPHOIO KPOBOTCUCHHUS. PEKOMEHIyETCS BOCCTAHOBJICHUE
MOJIHOTO BBITATUBAHUS O€pa, MPEXKIE YEM BEPHYTHCS K MOJIHOH aKTUBHOCTH.

6. Ecmm coxpaHseTcss OCTaTOYHBI  HEPBHO-MBILICYHBIA  JACPUIINT,
JaNbHEHIIas OpToneauyYecKas NoAACpKKa MOKET ObITh HEOOX0IMMA.

8.3.4. KpoBoususinue B HEHTPAJIBHYIO HEPBHYIO CHCTEMY/TpaBMa
r0JIOBbI

1. D10 KpoBOMBIHUSIHHE TPeOyeT HEOTJOKHONH MEIUIMHCKOW TMOMOIIM.
[Tpexae, 4eM OLlEHUBATh, HEOOXOAUMO JICUHTh.

2. Bce nocTTpaBMarnyecKue MOBPEKACHUS TOJIOBBI, MTOATBEPKACHHbIC HITA
NOJI03PEBACMBIC, W 3HAYMTEIBHBIC TOJIOBHBIE OOMM HEOOXOAMMO JICUWTh Kak
BHYTPUYEPEIHBIC KPOBOTCUEHUs. BHe3anHas cuiibHast 00Ib B CIIMHE MOKET OBITh
CBSI3aHA C KPOBOTEYECHHWEM BOKPYI CIIMHHOIO Mo3ra. He >kaute mnosBiacHUs
JATbHEHRIIMX CUMIITOMOB WJIM JJAOOPATOPHBIX M PAAUOTIOTMYECKHAX OLICHOK.

3. HeMeyieHHO MOTHUMUTE YPOBEHB (PAKTOpa MalMEHTa MPH 3HAYUTEIBbHOM
TpaBM€E WIH NPU MOSBICHUN CUMOTOMOB. [locneayromue 1o3sr OyAayT 3aBUCETh OT
pPE3yAbTAaTOB METONOB BU3yanm3aumu. l[logaep:kuBaiiTe ypoBeHb (pakTopa M0
ONPEACTIEHUS] STHOJOTUU. Ecnum KpoBOTEUEHME MOATBEP)KIAETCS, MOAACPKUBATH
COOTBETCTBYIOIIMH YpoBeHb PakTopa B TeucHue 10-14 nueit (cm. 1abn.8).

4. BHYTpUYEpPENHOE KpPOBOM3IIMSHHEC MOXKET OBbITh TOKA3aHUEM AJIs
JUTATENBHONH BTOPUYHONW MPOQPHUIIAKTAKHN (OT TPEX 0 LIECTH MECALEB), OCOOCHHO
Tam, rae HaOIAAcTCd OTHOCHTEIBHO BBICOKHMN PUCK peuuavBa (HanpuMmep, npu
Haymunn BUY-uHpexknnn).

5. HememreHHoe MeEIMIMHCKOE OOCIEAOBAHME W TOCIUTAIM3aLUs HE
TpeOytorcs. JloiokHel ObiTe mpoBeacHsl KT wnum MPT  rosnoBHoro wosra.
Hepposornyueckne KOHCYJIbTallMU CIIETYET Ha3HAYaTh KAK MO>KHO PaHbLIE.

6. CunbHass ronoBHass OOJdb MOXKET OBITH MPOSIBJICHUEM MCEHHMHIUTA VY
NAUEHTOB C 0CIa0JEHHBIM UMMYHHATETOM.

8.3.5. KpoBoususinue B ropJjie u mee

1. D10 KpOBOMBIHSIHUE TPeOyeT HEOTJOKHONW MEIUIMHCKOW TMOMOIIIH,
NOCKOJIBKY MOKET MPUBECTU K OOCTPYKIMH ABIXAaTEIbHBIX MyTeH. JIeunTs, mpexae
YeM OLICHUBATH.

2. HeMemneHHO NOJHUMUTE YPOBEHb (akTOopa NAalMEHTa, KOIJIa €CTh
3HAUUTENIbHAsS TPaBMa WM CUMOTOMBI. lloanepskuBaiiTe ypoBeHb (akTopa 10
MCYE3HOBEHHS CUMIITOMOB (CM. Ta0.8).

3. l'ocniATanu3anms U OLEHKA CIEHUATACTA UMEIOT BAYKHOE 3HAUCHHME.

4. JIns mpenoTBpalicHuss KPOBOM3IUSHUI Y OOJIbHBIX C TSXKEJIONW aHTHHOM,
JedyeHue (PaKTOpoM MOKET ObITh HA3HAYEHO B JOMOJHEHHE K HMCCIEAOBAHUIO
OaKTepUaNbHON KYJIbTYPbl U JIEUCHUSI COOTBETCTBYIOIIMMU AHTUOMOTUKAMMU.
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8.3.6. OcTprie KpoBOTEYEHHU Keay104YHO-KumevHoro Tpakra (ZKKT)

1. HemenneHHo mogHUMHUTE ypoBEHBb (pakTopa mauueHTa. [loanepsxuBaite
ypOBEHB (PaKTOpa IO OCTAHOBKH KPOBOM3JIMSIHHS W OMPEIACICHUS STHOJIOTHH (CM.
Tabm.8).

2. OcCTpbI€ JKEMY NOYHO-KUIIEYHbIE KPOBOTEUYECHHSI MOTYT UMETH ITPOSIBIICHUS
B BUJIE KPOBABOW PBOTHI, KPOBSIHUCTOIO UCITPAKHEHUS, WA MEJICHBI.

3. Ilo moBoAy CHMITOMOB >KEITyJIOYHO-KWIIEYHBIX KPOBOTEUCHWH W/HIU
OCTPBIX KPOBOM3JIMSIHHNA B KMBOTE HEOOXOAMMO MEAMLMHCKOE OOCIIEIOBAHUE W,
BO3MOKHO, TOCITUTATN3 AU

4. YpoBeHb TeMOITIOOMHA JOHKEH PETYJIIPHO KOHTPOJIMpPOBaThes. JleueHue
AHEMMH U 10K, IO MEPE HEOOXOIMMOCTH.

5. JleunTs NpUYUHY KPOBOMBIIUAHUMN, KaK YKa3aHO.

6. AKK wunu TpaHekcamoBas KHMCIIOTA MOTYT TNPUMEHATBCS B KA4eCTBE
JOTMOJIHATENBHON Tepanuu mauueHToB ¢ aepuuurom FVIIL m nanueHToB C
aepuuurom  FIX, koTOpple HE  MONAy4YarOT JICUEHUS  KOHLEHTpaTaMu
IPOTPOMOMHOBOTO KOMILIEKCA.

8.3.7. OcTpoe OprouHOe KPOBOU3IUSIHHE

1. Octpoe abmomuHATBHOE (B TOM 4HMCIE 3a0pIOLIMHHOE) KPOBOTCUCHUE
MOKET TPOSIBJIATHCS OOMSIMM B KMBOTE M B3IYTHUEM >KMBOTA, U MOXKET OBITh
OUIMOOYHO MPUHATO 32 Pl MHPEKIMOHHBIX U XUPYPruuecKuXx coctosiHuid. OHO
MOKET TAKKE MPOSBIATHCA KaK MapaJUTUYECKas KUIIeYHAs HEMPOXOIUMMOCTb.
COOTBETCTBYIOLIUE PAIMOJIOTHYECKUE UCCIICIOBAHUS MOTYT ObITh HEOOXOIUMBI.

2. HemeieHHO MOTHUMUTE YPOBHU (akTopa y mauuenTa. [logaepkupaiite
ypoBeHb (aktopa (cM. Tal0M.8) 10 YCTAHOBJIEHWS STHOJOTMM W MPOBOJUTE
COOTBETCTBYIOIIEE JICUEHUE B KOHCYJIbTALMHU CO CIIEHUATUCTOM.

8.3.8. Opranbmonornyeckue KpoOBOU3ITUAHUA

1. DTO PeAKOCTh, €CIIM 3TH KPOBOMBIIMSHUS HE CBS3aHbl C TPABMOW WU
WH(EKIHECH.

2. HeMeIeHHO IOJTHUMUTE YPOBEHB (pakTopa y mauueHra. [loanepxxupaiite
YPOBEHb (pakTOpa, KaK yKazaHo (cM. Tal.8).

3. Kak MOHO OBICTPEE MOyUUTE KOHCYJIbTALMIO Y O TaTEMOIIOTA.

8.3.9. lloyeynbie KPOBOTEYEHHSA

1. Jleunte O€300/IC3HEHHYID TEMATypUIO NPH TOJHOM COOJIOJICHUN
IOCTENLHOr0 PEXUMa W SHEPrHYHON ruaparanuu (3 J1/M? MOBEPXHOCTH Tela) B
teuenue 48 yacos. M30eralite DDA VP, npu HHTEHCUBHOHN THIpaTalIiu.

2. [logauMuTe ypoBHU (hakTopa y nanueHTa (cM. 1adn.8), eciau ecth 00Jb WK
NOCTOSIHHAs ~MakKporeMmarypusi, CJIeAWTE 3a CryCTKaMu W OOCTpyKUMEH
MOYEBBIBOISALIMNX My TEH.

3. He ucnonw3yiite aHTU(PUOPUHOIMTUYECKUE CPEACTRA.
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4. OueHka Bpada-ypoJiora MMEET BaKHOE 3HAUYCHHUE JIJIsT OLEHKH JIOKATBHOM
OPUYUHBL, €CM remarypus (Oosibliasi WM MUKPOCKOMMYECKAs) COXPAHSETCS WA
€CJIA €CTh MOBTOPHBIC SMTU30BI.

8.3.10. KpoBou3iusiHusi B pOTOBOIi OJI0CTH
1. PaHHsis KOHCyJNbTAlMsl y Bpaya-CcTOMATO]Ora WM Bpada-Xupypra
YEJIFOCTHO-TTULEBOTO  MMEET BAXKHOE 3HAUCHUE JI OMNPEACICHUS WCTOYHMKA
KpoBoTeueHus. Hanbosee pacnpoCTpaHEHHBIMHA MPUYUHAMU SIBIISFOTCS:
- yaaneHue 3y0oB,
- KPOBOTOUMBOCTH JIECEH YACTO YEPE3 MIIOXYIO TUTUEHY MOJOCTH PTa,
- TpaBMa.
2. MecTHOE JIeUeHHe JOKHO PAaCCMaTPUBATHCS TSl JICUEHUST KPOBOTCUCHHIA.
OHO MOXET BKITKOYATH!
- IPSAMOE MPHKUMAHKUE 00JIACTH ¢ TOMOLIBIO BIIAKHOTO MAPJIEBOTO TAMIIOHA,
NOJICPYKUBATHCS B TCUCHUE HE MEHEE 15 MUHYT,
- IIBBI, YTOOBI 3aKPBITh PaHY,
- TMPUMEHEHHE MECTHBIX TE€MOCTAaTHYECKHX CPEACTB, AHTUOMOTHKOB,
0COOEHHO MPU KPOBOTEUYCHUSX AECEH U3-3a MJIOXOH TMTMEHBI IOJIOCTH PTA,
- npumeHenne AKK nnm TpaHeKcaMOBO# KUCIIOTHI B KAYECTBE KU IKOCTH JIsI
NOJIOCKAHMS PTa.
3. CootBeTcTBYyIOIIas J03a Mapaneramosia/aleTaMuHopeHa MOMOXKET
KOHTPOJIMPOBATh OOJIb.
4. AHTHQUOPUHOTUTHYECKHAE CPEACTBA HE JOJHKHBI MPUMEHSTHCS CUCTEMHO
y mauueHToB ¢ aeduuurom FIX, KOTOpble MPOXOAAT JeUeHUE ¢ OOJBIIUMH T03aMHU
KOHUEHTPATOB MPOTPOMOMHOBOIO KOMIUIEKCA WA Y NALMEHTOB C MHTMOUTOpaMH,
KOTOPBIX JIeHaT aKTHBUPOBAHHBIMUA KOHLEHTPATAMU MPOTPOMOMHOBOTO KOMIIJIEKCA
(AKIIK).
5. MoXeT moHaA0OUThCS 3aMECTUTENBHBINA (PAKTOP MO HA3HAYCHUIO LICHTPA
reMouamnm.
6. Ilepopanbubeie AKK mim TpaHekcamoBasi KUCJIOTA JOJKHBI IPUMEHSITHCS B
ciy4ae HEOOXOIMMOCTH.
7. IlocoBETYHTE MAUMEHTY HE IJIOTATh KPOBb.
8. TlocoBeryiiTe mnanMEHTy H30€rarb WCHIOJNB30BAHUE KUAKOCTH IS
NOJIOCKAHWS PTa A0 CACAYIOLIErO AHS MOCJIE OCTAHOBKH KPOBOTCUEHUSI.
9. IlocoBeTyiiTe MAUEHTY €CTh MATKYIO MUY B TEYCHUE HECKOJIBKUX JHEH.
10. OueHka u JICUEHUE AHEMUU KaK YKA3aHO.

8.3.11. HocoBoe kpoBOTECUCHHE

1. HakyioHuTe rosioBy manueHTa BOepea, 4ToObl M30€KaTh MPOTaThiBAHUS
KPOBM M MONPOCUTE €r0 AKKYPATHO BBIAYTH CIa0ble CryCTKU. [LTOTHO mpr>kMuTe
MapII0, CMOUYCHHYIO B JIEASTHON BOJE, K IEPEAHEN MATKON 4acTH HOCA B TeucHue 10-
20 MUHYT.

2. ®akTop 3aMECTUTEIBHOW TEpaMM HE BCErAa HEOOXOIUM, €Clu
KPOBOTEYEHHE HE TSHKEIOE WU TTOBTOPHOE.
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3. AHTUTMCTaMUHHBIE MTPENAPATHI U MPOTUBOOTEYHBIE CPEACTBA NOJIE3HBI 110
NOBOJy KPOBOTCUCHWH, CBS3aHHBIX C aUICpruci, WHQEKUUIMHA BEPXHHUX
JBIXaTENBHBIX TYTEH UM U3MEHEHHUSIMU CE30HOB.

4. Ecnu KpOBOTECUEHWE JUIMTEIBHOE WM 4acToe, HEOOXOJUMO OIICHHUTH
JICYCHUE AHEMUH, KAK YKA3aHO.

5. AKK unu TpaHekcamoBasi KUCIIOTa MPUMEHSFOTCS JIOKAIBHO.

6. IIpOKOHCYJIBTUPYHTECH C OTOJIAPUHTOJIOTOM, €CIIM KPOBOTECUYECHHE SBIIACTCS
CTOMKMM WM peumauBupyromumM. [lepennuii wim 3aaHuii TAMIOOH MOXET OBITh
HEOOXOMM 71l OCTAHOBKH KPOBOTEUCHHUSI.

7. HOCOBBIX KPOBOTEYECHMI YAaCTO MOKHO W30€KaTh MYyTEM YBEIWYCHHS
BIQKHOCTH OKPYXKAKOUIEH Cpeabl, MPUMEHsS Ted (HanmpuMep, Ba3elIMH WU
(PU3HOTIOTMYECKUNA PACTBOP) HA CIM3UCTYHO OOOJIOUKY HOCA, YTOOBI COXPAHHTH
BJIary, WIN COJIEBOU CIIPEN.

8.3.12. KpoBou3iusiHus1 B MATKHE TKAHU

1. CUMIITOMBI 3aBUCAT OT MECTA KPOBOTEUYCHMUS.

2. Tepamus 3aMeCTUTENBbHBIM (PAKTOPOM HE SBISETCA HEOOXOAMMOH MpHU
KPOBOTCUCHHH TOBEPXHOCTHBIX MSTKUX TKaHel. MOoxeT OBITh MOJIE3HBIM
NPWKAMAHUE U JIEN.

3. OueHuTe manMeHTa Ha CTENEHb TSHKECTH KPOBOM3JIMSAHHUS U BO3MOXKHO
BOBJICYCHUE MBI UM HEPBHO-COCYIUCTOrO y4dacThs. VICKIHOUMTE BO3MOKHBIC
TpaBMbI B 00J1aCTSIX, COAEPKALIMX >KU3HEHHO BAYKHBIE OPraHbl, TAKHE KaK TOJIOBa
WJIH JKUABOT.

4. OTKpBITOE KPOBOTECYEHHE, HANPUMEP, B 3a0PIOIIMHHOM NPOCTPAHCTBE,
MOILIOHKE, ATOAMIIAX WIH OeApax, MOXKET MPUBECTU K OOJBIIONH MOTEPH KPOBH.
Hememienno npumensiiiTe GpakTop, €Ciiu NOA03PEBACTCS TaKas CUTyalusl.

5. YpoBeHb reMoryioOnHa U 5KM3HEHHO BOKHBIE (DYHKIMU CIEAYET PETYIISIPHO
KOHTPOJIUPOBATh.

8.3.13. Panbl u ccaguHbl

1. JleunTh MOBEPXHOCTHBIE PaHBI CIEAYET OUMCTKOW PaHbl, HAYKATUEM HA
paHy U NPUJIOKEHUEM IJIACTHIPS AJIsl CBEACHUS KPaeB PaH.

2. I1pu rmyOOKKMX pBaHBIX paHaX MOJHUMUTE YPOBEHb (hakTopa (cMm. Tadi. §),
a 3aTeM 3allenTe.

3. [IIBbI MOKHO yIMTh MPU MPUMEHEHUHN KOHIIEHTpaTa (hakropa.

Tabmuna 8. LleneBbie ypoBHHM (PAKTOPOB CBEPTHIBAHUS KPOBH B MJ1a3Me OOJTBHOTO
Y IPOAOJKUATENIBHOCTD JICYCHHSI

Tun I'emopuiausa A I'emopunusa B
KPOBOM3JIUSHU

Kemaemeiit | IIponomxurens | Xenaembiii | [Ipoposokurens
YPOBEHB HOCTb (JIHH) YPOBEHB HOCTb (JHH)
(ME/mn) (ME/mn)

A
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Cycras 10-20 1-2 MOxkHO 10-20 1-2, MOKHO
JOJIbIIE TPH JOJIbIIE TPH
HEAJACKBAaTHOM HEAJCKBAaTHOM
OTBETE OTBETE
IToBepxHOCTH 10-20 2-3, uHOr;a 10-20 2-3, uHOT 1A
bl€ MbIIIIBbI / MO>KHO JIOJIbLIE MO>KHO JOJIbLIE
NV ne npu npu
MOPaKEeHbI HEAJCKBAaTHOM HEAJCKBAaTHOM
(kpome OTBETE OTBETE
MO/IB3/I0LLIHO-
NOSICHUYHBIX)

HoaB310IHO-NOSICHUYHBIE U TJIy00KHE MbIIIILI ¢ mOopa:kennemM NV win
3HAYHTEIBHOH NOTEpeii KPOBHU

HauansHas 2040 | 15-30 |
Tun
KPOBOU3JIASTHAS I'emopuans A I'emopunusa B
Kemaemelii | IIponomxurens | Kenaemslii | [Ipopospkurens
YPOBEHB HOCTb (JIHH) YPOBEHB HOCTb (JHH)
(ME/mn) (ME/mn)
[Moanepkka 10-20 3-5, uHorga 10-20 3-5, uHorga
JOJIbIIE KaK JOJIbIIE KaK
BTOpUYHAs BTOpUYHAs
npodunakTuka npodunakTuka
npu npu
(dusnorepanuu (dusnorepanuu
IIHC/20n086a
HavanbHas 50-80 1-3 50-80 1-3
[Moanepxkka 30-50 4-7 30-50 4-7
2040 8-14 2040 8-14
Topno u wesn
HavanbHas 30-50 1-3 30-50 1-3
[Toanepkka 1020 4-7 10-20 4-7
KKT
HayvanbHas 30-50 1-3 30-50 1-3
[Toanepkka 10-20 4-7 10-20 4-7
Houku 2040 3-5 15-30 3-5
I'nybokuii 2040 5-7 15-30 5-7
po3puie
Onepauus (o0wupnas)
Hpenoneparmo 60-80 50-70
HHAast
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3040 1-3 3040 1-3
[Tocneonepauno 20-30 4-6 20-30 4-6
HHAas 1020 714 1020 7-14

Onepauus (nebonvuias)
Hpenoneparmo 40-80 40-80
HHas
1-5.B 1-5.B
[Tocneoneparuo 2050 3aBUCUMOCTH OT 2050 3aBUCUMOCTH OT
HHas TUTA TUMA
POIEAY Ph IPONEAYPHI

llpumeuanue: JIns neuenus nedpurmra FIX mpemapat, kotopsiii comepxkut Tonbko FIX,
SABJISIETCSA OOJiee TMOAXOSIINUM, Y€M KOHIEHTPATHI MPOTPOMOUHOBOIO KOMILIEKCA, KOTOPBIE TaKKe
conepskat npyrue haktopsl cBepThiBaHus KpoBH, Takue kKak FII FVII u FX, HekoTopbIie U3 KOTOPBIX
MOTYT aKTUBHUPOBATBCA B MpOLieCCe NMPOU3BOACTBA. lIpOAyKThI, comepskaliue akTUBUPOBAHHBIC

(bakTOpBI CBEPTHIBAHUS KPOBH, MOTYT BbI3BIBATH CKJIOHHOCTb K TPOMOO3IMOOIHH.

8.4. OnepaTnBHBIE BMEMIATEIbCTBA

Y 00nbHBIX TeMO(WIHEH BCE ONEPATHBHBIE BMEHIATENBCTBA ACHATCS Ha
TUTAHOBBIC U YPreHTHBIC. BCE XUPYypPruyeckue onepannu, B 3aBUCUMOCTH OT 00beMa
KPOBOIIOTEPH U CTENEHU PUCKA, MOYKHO PA3ACTUTh HA MAJIBIE, CPEIHUE U OOBEMHBIC.

ITo cBOeMy XapakTepy OHM MOTYT OBITh Pa3Ac/EHbI HA 3 TUNA:

- PEKOHCTPYKTUBHO-BOCCTAHOBUTEIBHBIC (CMHOBEKTOMHsSI (OTKpBITasl WA
apTPOCKOMUYECKAs ), apTPOIJIACTHKA, OCTEOCUHTE3, KOPPEKTUPYIOIAs OCTEOTOMMUS,
SHAOMPOTE3UPOBAHKUE CYCTABOB U T.11.),

- o0HeXMpypruyeckue (XUpyprusi OprOIIHONW MOJOCTH, THOHHAS XUPYPrus,
AKCTUPMNALHMS MICEBI0ONYXOJIH, JTJAMAPOCKONMUYECKas XUPyprus, aMnyTaluuu v T.1. ),

- CTOMATOJIOTMYECKHE.

OOBbEMHBIEC OMEPATUBHBIE BMEIIATENBCTBA Y OOMBHBIX FEMOPUIIMEH CIEAYET
MPOBOAMTL IMOJ 00mmMM  00e300auBaHUEM  (DHJAOTpaxealbHbIi HapKO3 C
UCKYCCTBEHHOM  BEHTHJSILMEN  Jerkux) Ha  (OHE  COOTBETCTBYIOLICH
3aMECTUTENBHON TEPANUN KOHLIEHTPUPOBAHHBIMU (DAKTOPAMHU CBEPTHIBAHKS KPOBH
VI (IX) 1 moJHOLEHHOH TPea0oNePAMOHHON MOATOTOBKOM.

LleneBpie ypoBHM (PAKTOPOB CBEPTHIBAHWS KPOBH Yy OOJBHOTO C LETBIO
o0ecrieueHrsl aJICKBaTHOIO TE€MOCTa3a BOB BPEMsS MPOBEICHUS ONEPATUBHOTO
BMEIIATENIbCTBA JaHbI B TA0M. 8.

JUTs OLEHKH aICKBAaTHOCTU FEMOCTa3a BO BPEMS MPOBEACHUS ONIEPATUBHOTO
BMEIIATENILCTBA U B PAHHEM TOCIEONEPALIMOHHOM MEPUOJE AaHbI B TA0JL.9.

Tabmuna 9. OnpeaeneHue aIeKBaTHOCTH FEMOCTA3a TSl XUPYPruyeCcKux
LIPOLCIYD

HMHuTpaonepanvoHHas M MOCIEONEPalMOHHas KPOBOMOTEPS

aHasiornuHbie (B npenenax 10%) notepe KpOBH y MAllMEHTOB

0e3 remopuiAn

= Hwukakme (HE3arJIaHUPOBAHHBIC)

/TIepEeMBAHNUSL HE HYKHBI

OtrymyHasn

no3el  FVII/FIX
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= Tpebyercs nepenMBaHuEe KOMIIOHEHTOB KPOBU aHAJIOTHYHOE
NEPEJIMBAHUIO Y MAIIMEHTOB 0€3 reMopuanmn

Xoporuas HuTpaonepauronnas u/unm MOCJIEONIEpALIMOHHAS
KPOBOIIOTEPST HECKOJIBKO ~ OOJIbINE, YEM  OXKMAAIOCH Y
nanueHToB 0e3 remodunuu (10-25% oT 0KMAAEMOro), HO O
pa3HULE, KOTOpash CUYUTACTCS KIMHUYECKH HE3HAYYLIOH,
MOJKET CYJUTh XUPYPI/aHECTE3NOIIOT.

= JlonmonuutenbHble (He3aruraHupoBanubie) no3el FVII/FIX
/MiepeNMBaHUs HY>KHBI

= Tpebyercs nepenMBaHue KOMIIOHEHTOB KPOBU aHAJIOTHYHOE
NEPEJIMBAHUIO Y MAIIMEHTOB 0€3 reMopuanmu

YMepeHHas HWHTpaonepauronnas u/unm MocJIeonepaioOHHas
KpOBOMOTEpss  Oofpmias, 4em oOxupaaock (25-50%) B
CPAaBHCHHMM C TanueHTaMu 03 reMounuu, HEoOXOAMMO
JOTOJIHATENIBHOE JICUEHHE

= JlomonHuTenbHbIE (HE3ammaHupoBanHbie) 1036l FVIII/FIX
/nepenuBanus Hy>kHbI MJIA

= bonbmme 103bl KOMIOHEHTAa KpoBM ( B 2 pasza), 4eM
PETYCMOTPEHO

[Tnoxas/Hukakas | 3HauMMass WHTPAOTIEPAMOHHAS W/WJIHM TMOCICONEPAlMOHHAS
KPOBOIOTEPS 3HAYUTENBHO OOJIBIIE, YEM OKMIAIOCH (> 50%)
B cpaBHeHun ¢ mnanueHtOamu 0Oe3 remoduinu, TpeOyeT
BMEINATENILCTBA M HE BBI3BAHA JPYTUMH MPOOJIEMaMu, KPOME
reMmopunuu

Ipumeuanus:

Kpowme o1ieHOK moTepu KPOBU BO BPEMSI OTNIEPALIUMU, MOTYT ObITh MCIIOJIb30BAHBI JAHHBIC O TIPE/I- 1
MOCJICONEPAIIOHHOM YPOBHE TeMOTJIOONHA U KOJIMYECTBA TIEPETUTHIX 3PUTPOLIUTOB JJIsl OLICHKU
MOTEPH KPOBU BO BPEMsI OTIEPaLUH.

OueHka reMocTaza MPOBOJUTCA B T€UEHHE 72 YaCOB ¢ MOMEHTA OMNEpPALMH, BO BPEMsl U MOCTE
OTIEPALIHH.

Xupyprudeckue Mmpoueaypbl MOTYT OBbITh KJIACCH(PUIIMPOBAHBI KaK OOJbIINE WU HEOOJNbIIHE.
Bonee cepnesHas xwupypruueckas mpoueaypa — 3TO Mpoueaypa, Koropas Tpelyer
reMOCTaTUYECKOH MOANEPKKHU B TeueHue Ooyee S qHel moapsi.

8.5. OneparuBHoOe JiedUeHHe CYCTABOB

Kimandeckas KapTHHA TPH TeMOMUINH XapaKTEPH3YETCS TIeMaTOMHBIM
THUIIOM KPOBOTOUYMBOCTH - BOSHHKHOBEHHEM T'eMaTOM M KpoBoTeucHmM. Hanbornee
TOKEIBIM W CHCHU(PUUESCKHMM CHMITOMOM TE€MOPPAruueCKHX IPOSBIICHUM
reMO(MIINH SBIISIOTCA KPOBOMZIUSHUS B KPYIHBIE CYCTaBBI - reMapTpo3bl. OHU
MPOSBIIAIOTCA y OONBHBIX C HACICACTBEHHOHN KOAryjiomaTtheil TeM CKOpee, deM
Tsokenee gopma remoduimu. OCTpbld TeMapTpo3 COMPOBOXKIACTCS OOJEBBIM
CHUHIPOMOM, O0OYCJIOBIIEHHBIM YBEIIMUECHUEM BHYTPUCYCTABHOTO JIABJICHMS.

[TopaskeHHBII CyCTaB YBEIUYCH B pa3Mepax, KOka Hal HUM THIIEPEMHAPOBAHA,
C MOJIOKATEITLHBIM CUMITOMOM (DITIOKTYallMKM B OTPAHUYCHUEM JBIDKECHUN B HEM.
PanHss 3aMecTUTENbHAs TeEpamus W CHCTEMATHUYECKOE MPOPHUIAKTHUYECKOE
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BBEJICHUE KOHIICHTpaTOB mpenapaToB (pakropoB cBepThiBanus VIII (1X) mo3Bonser
MPEAOTBPATUTL MPOTrPECCUPOBAHUE TEMOPUIMYECCKUX apTPONaTUii U COXPAHUTh
(OYHKIMIO ONMOPHO-ABUTATENIBHOTO amnmnapara y OonbHBIX Temoduiuei. OaHako,
HECBOEBPEMEHHOCTh M HEAJICKBATHOCTh MPOBEACHUS 3aMECTUTEIBLHOM Tepanuu
HEN30EKHO MPUBOUT K MPOTrPECCUPOBAHUIO TEMO(PHIIMUECKUX apTPONaTHH.

PanHee BO3HUKHOBEHME TeMapTpo30B W (opmupoBaHue Yy OOJIBHBIX
reMopWINEed CHHOBUUTOB - OCTPBIX, PEHUAUBUPYIOMIAX W XPOHUYECKH-
MPOrpeCCUPYIONINX, MNPUBOJUAT K YCTOWYMBOMY TOPAKEHUIO  CYCTaBHBIX
MOBEPXHOCTEN W TEPUAPTUKYIAPHBIX  TKAHEW,  JECTPYKIUUA  XPAILICH,
1e(hOPMUPYIOLIETO OCTEOAPTPO3a U OCTEONMOPO3a.

B TeueHue maronoruyeckoro npoiecca npu reMopuiIndecKoil apTponaTuu
BBIJIEJISIFOT CJICTYIOIINE (DOPMBI:

OcTpblii reMapTpo3 (MEPBUYHBIN, PELIUAUBUPYIOLIUH ).

[TocTtremopparudeckoi CHHOBUMNT:

- OCTPBIii;

- IOAOCTPBIH;

- XPOHMYECKH (PKCCYTaTUBHAS U aAre3uBHas (hopma);
- PEBMATOUIHBIA CHHIIPOM.

Jlebopmupyronmii ocTeoapTpo3.

AHKu03 (PrOPO3HBIN, KOCTHBIN).

[TokazaHusMu  AJi1  MPOBEACHUS  CHHOBEKTOMHHM  (OTKPBITOM WM
apTPOCKOMUYECKOH) Y OOJbHBIX reMO(PUIIMel SBISETCS HaMUUME XPOHUYECKOIro
CMHOBUHUTA C YaCTOTOM remMaprpo3oB OT 4-5 B rox mo 2-3 B Mmecsu. B cnyyae
BO3HMKHOBEHUSI XPOHUUYECKOTO CHHOBUUTA OOJIA B CYCTAaBE MOTYT OTCYTCTBOBATh B
CBSI3M C pa3pyLICHUEM CYCTaBHOMW KarCyJjibl, OJHAKO CYCTaB MOCTOSTHHO YBEJINYCH B
pa3Mepax M TOCTEMEHHO TEPSET CBOK (PyHKUMIO. [lpu mporpeccupoBaHumn
MaTOJIOTHYECKOr0  mpouecca  MPOUCXOAUT  (PUOPO3HOE  MEPEPOKICHUE
CUHOBHAJILHOW O0O0JIOUKM M MOCTENECHHO (opmupyercs AehOpPMUPYHOITUIA
octeoapTtpo3. Yacrorta reMapTpo30B YMEHBINIACTCS, HACTYNAeT pa3pylICHUE
XPSIICBONA TKaHU, JECTPYKIMS CYCTABHBIX MOBEPXHOCTEH M oceBas nedopmarus
KOHeyHOCTH. Ha »ToM »5Tame OOJIbHBIM TOKa3aHO MPOBEACHHUE IJIAHOBBIX
PEKOHCTPYKTHBHO-BOCCTAHOBHUTEIbHBIX OMEPATUBHBIX BMEIIIATEILCTB
(apTpomiacTuka, KOPPEKTUpPYIOIas OCTEOTOMHS M Apyrue). B o0e3aBMKEHHBIX
CyCTaBaxX 3KCCyJaT OTCYTCTBYET, KPOBOU3IUSHUS B BUJIC OTACIBbHBIX (PMOPO3HBIX
KHUCT, TMPOUCXOJUT CY>KEHHUE CYCTABHOM WIENM W HAPYyUIEHWE KOHTPYIHTHOCTH
CYCTaBHBIX MOBEPXHOCTEH. ITO MPUBOAWT K YMEHBIICHUIO 00bEMa JBHXKCHHMA B
CYCTaB€ W Pa3BUTUS YCTOUYMBBIX M3ruOATEIbHO-PA3ruOaTe/IbHBIX KOHTPAKTYP U
oceBoii  aedopmanmu. Ha coBpeMEHHOM ypOBHE TpU JAAHHOM  CTaauH
reMo(pHIMYECKONU apTponaThy OOJIBHBIM MOKA3aHO SHAOMPOTE3UPOBAHUE CYCTABOB.
[Tpy no3HUX CTAaUSX TEMOPPArHYECKHU-IECTPYKTUBHOTO OCTE0APTPO3a CyCTaBHAs
1IeJIb PE3KO CYXKEHA, CyCTaB Ae(POpMUPOBaH, OMOpHAs (PYHKIUS Halle MOTepsHa,
MOCTENEHHO (POPMUPYETCI KOCTHBIN aHKU103. OpTOnEeauyecKas MoMoIlb CBOJIUTCS
K apTPOJAE3UPOBAHUIO MOPAXKEHHOIO CyCTaBa.
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9. KPOBOOCTAHABJINBAIOIHIUE ITPEITAPATDBI

9.1. Konuentparsl pakropa VIII

1. Konuentparel (akropa VIII gBisroTcss METOIOM BBIOOpa MPU JICUECHUHU
reMmounu A.

2. Bce mony4yeHHbIe U3 M1a3Mbl TPOAYKThI, UMEIOIIUECS B HACTOSILIEE BPEMS
Ha PbIHKE, ecTh B Peectpe BDI' kOHIEHTPATOB (PAKTOPOB CBEPTHIBAHUS KPOBH.
OTHOCHTENBHO NOAPOOHOCTEH, OHHM €CTh B MHCTPYKLMH, TPAJIOKEHHON K TPOAYKTY.

J103bI BBEICHHUS

1. ®nakoHbl KOHLEHTpATa (PaKTOpa AOCTYIHBI B 103aX OT NpuMepHO 250 110
3000 equHAL] KAKIBIHA.

2. Ilpm orcyrctBuM wHrHOWMTOpa, Kaxaas eaununa ¢akrtopa VI Ha
KWJIOTPAMM  MAacChl TeJla, BBEACHHAS BHYTPUBEHHO, IIOBBIIACT YPOBEHB
miasMenHoro (akropa VIII okono 2 ME/mit.

3. ITonyseiBenenue FVIII cocrapser okono 8-12 gacos.

4. YpoBeHb (akTopa MALKUEHTA JOJDKEH M3MEPATHCS Yepe3 15 MUHYT mocie
WH(Y3UH I TPOBEPKU PACUETHOMN J03BI.

5. J103a pacCUMTBIBACTCS yTEM YMHOKEHHUS BECA MALMEHTA B KMJIOIPAMMAX
HAa JKeJaeMoe NOBbILIEHHE YPOBHS (pakTopa B ME/Mn, ymMHOKEHHBIN Ha 0,5.

[Tpumep: 50 kr x 40 (ME/mn xxenaemoro pocta ypoBHs) x 0,5 = 1000 equnHAL
FVIII. Cm Tabn.8 ¢ mpemnaraeMoro ypoBHs (akTopa ¥ NPOJOJDKUTEIBHOCTH
3aMEHBI, HEOOXOIUMOM B 3aBUCUMOCTH OT TUIIA KPOBOTEUCHUSI.

6. FVIII cneayer BBOOUTH MEUICHHO, HE ObICTpee, YeM 3 MJI B MUHYTY Y
noApocTkoB U 100 equHUL B MUHYTY Y MQJICHBKUX JETEH, WM KAK YKa3aHO B
MHCTPYKLMHU HA NPOAYKT.

7. Iocnenyromuye 1036l B UAcaIE JOJKHBI OCHOBBIBATHCS HA IIOJTYBBIBE ICHUH
FVIII 1 Ha BOCCTAaHOBJIIEHUH V OTAEIBHBIX MALMEHTOB TOIO WJIA HHOT'O MPOLYKTA.

8. Jlyumie Bcero ucnons3oBarhk Bech ¢uiakoH FVIII mocne pasBeneHus, Xots
MHOTHME TMPOAYKTHI OCTAKOTCS CTA0OUIBHBIMH MOCIIE BOCCTAHOBIICHUSI.

9. HenpepbiBHass nH(py3us MO3BONSET M30€KATh NMUKOB M MAACHUH W, TO
MHEHUIO HEKOTOPBIX HCCIIEN0BATENCH, Tyulie U y1o0Hee. OTHAKO, NAlMEHThl YacTO
JOJDKHBI POBEPATHCSA OTHOCUTEIIBHO OTKA3a HACOCA.

10. HenpepbiBHas wH(QY3UsET MOKET MNPHUBECTH K CHIDKEHUIO OOIIETO
KOJIMYECTBA MCIOIB3YEMOI0 KOHIEHTpaTa (akTopa CBEPTHIBAHUS KPOBH U MOKET
ObITh OoJice SKOHOMHYECKH 3((PEKTHBHONW y MAUKMEHTOB C TsDKENOH (OpMOid
remoumn. OgHAKO, 3TO CpaBHEHUE YPPEKTUBHOCTH 3aTPAT MOXKET 3aBUCETH OT
JI03bl, KCTIOJIB3YEMOH /Il HEMPEPBIBHBIX U EPUOANYECKUX OOIFOCHUX BBEICHHUIA.

11. Jlo3a mnst HenpepblBHOH MH(Y3UU NOAOMPAETCS HA OCHOBAHWM YaCThIX
aHanu3oB (aktopa W pacyera knupeHca. [lockonbky koHueHTparbl FVIIL odeHb
BBICOKOH YHCTOTHI CTAOMJIbHBI BO BHYTPUBEHHBIX PACTBOPAX, MO KpaitHeh mepe 24-
48 yacoB Npy KOMHATHOM TEMIIEPATYPE C MOTEPEN aKTUBHOCTH MeHEE yeM Ha 10%,
HENPEPBIBHAS MH(PY3HS B TEYCHUE TAKOTO YK€ KOJIMYECTBA 4YaCOB BO3MOKHA.
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9.2. Konnentpars! FIX

1. Konuentparer  FIX ABIISIFOTCSL METOJIOM BbIOOpA TPH JICUEHUH
remounun B.

2. Bce mony4yeHHbIe U3 M1a3Mbl TPOIYKThI, UMEIOLIMECS B HACTOSILIEE BPEMS
Ha PbIHKE, ecTh B Peectpe BDI' kOHIEHTPAaTOB (PAKTOPOB CBEPTHIBAHHS KPOBH.
OTHOCUTENBHO NOAPOOHOCTEH, OHH €CTh B MHCTPYKIMU, TPAJIOKEHHON K TPOAYKTY.

3. Konuenrparel FIX nenstcs Ha aBa kiacca:

- uucThie KOHUEHTpaThl FIX, koTOpBIE MOryT OBITH W3 IUIA3MBI WM
PEKOMOVMHAHTHBIMH.

- koHueHtparel FIX, kotopeie Takxke coaepxkar dakropsl 1, VI, IX n X,
TAK)KE M3BECTHBIC KaK KOHIEHTparsl mporpomOuHoBOoro kommiekca (KIIK),
KOTOPBIE PEIKO UCIOIB3YOTCA.

4. Korzma 310 BO3MOKHO, HCTIOIB30BAHNUE YACTHIX KOHIIEHTPATOB FIX mmyuime
it edenust remoguuini B, B otinune ot KIIK, B 4acTHOCTH, B CIEAYIOMIUX
ciyvasx:

- XUPYprus,

- 3300JIcBaHUS TICUCHH,

- UTUTENBHAS TEPAINUs B BBICOKUX 033X,

- IPEABAPUTEINIbHBII TPOMOO03 WIIA N3BECTHAS TEHACHUUS K TPOMOO3Y,

- OJHOBPEMEHHOE NPUMEHEHHUE MPENaparoB, KOTOPBIE MMEKT W3BECTHBIN
TPOMOOTEHHBIHA MOTEHLIAAJ, B TOM YMCIIC AaHTU(PUOPUHOIUTAYECKUE TPEMAPATHI HE
JKETIATEIIBHO.

5. UYwmcteie mnpoayktel FIX He wumewT pucka TpomOo3a WM
JMCCEMUHUPOBAHHOTO BHYTPUCOCYIMCTOTO CBEPTHIBAHUS KPOBH, KOTOPBIA MOKET
BO3HUKHYTH Npu Oonbimx no3ax KIK.

J103bI BBEICHHUS

1. ®nakoHsl KOHIEHTpATa (PaKTOpa AOCTYIHBI B 103aX OT NpuMepHO 250 110
2000 eqnHUL KaKIBIN.

2. Ilpu otcyTcTBUM MHTHOMTOPA, Kakaas eaunnna FI1X Ha kunorpaMm maccel
TENa, BBEIECHHAsA BHYTPUBEHHO, MOBBIIACT YPOBEHD NIasMeHHOro FIX okomno
1 ME/min.

3. ITonyseiBenenus FVIII cocrasisier okono 18-24 gacos.

4. YpoBeHb (akTOpa MALKUEHTA JOJDKEH U3MEPATHCS Yepe3 15 MUHYT mocie
WH(Y3UH 17151 TPOBEPKU PACUETHOMN J03bI.

5. PexomOunanTHblil FIX (TFIX) mMeeT MEHBIIYIO BOCCTaHABIMBACMOCTD,
YeM NPOAYKTHI HA OCHOBE IJIa3MBbl, TaK 4TO Kakaasd eauHuna FIX Ha Kr Maccel Tena
noaHuMaeT aktTuBHOCTh FIX npumepno Ha 0,8 ME/mn y noapoctkos u 0,7 ME/Mn
y AeTeit B Bo3pacte a0 15 ner. [Ipuunna Hu3koi Bo3oOHOBIsiIeMocTH TFIX HE coBCceM
MOHSLIA.

6. UroObl paccuuTarh 103y, YMHOXKbTE BEC MAlMEHTa B KWJIOTPamMMax Ha
JKEJTAEMOE MOBBILICHUE YPOBHS (PaKTOpa.

Ipumep: 50 xr x 40 (ME/mu xemaemoro pocta ypoBHs) = 2000 equnnn FIX
Ha ocHOoBe ma3mbl kpoBu. st tFIX no3a Oymer 2000 + 0.8 (mnm 2000 x 1,25) =
2500 enuuuil st noapoctkoB U 2000 + 0,7 (uymm 2000 x 1,43) = 2860 enuuuil ams
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neteil. Cm. T1abn.8 ¢ ypoBHsMH (akTopa W JIMTEILHOCTHIO 3aMECTUTEIIbHOMN
TEpaAnuu B 3aBUCUMOCTH OT TUIA KPOBOTECUECHUSI.

7. Konnentpar FIX cnegyer BBOAWTH MEAJIEHHO, HE ObICTpEe, YeM 3 MII B
MUHYTY Yy NMOAPOCTKOB M 100 equHUI B MUHYTY y MAJICHBKHAX NETEH, WIM Kak
VKa3aHO B MHCTPYKLMHU HA TPOIYKT.

8. Eciim ucnosibdyeres KIIK, 1o ero cieayer BBOAUTD HA MOJIOBUHY MEHBLICH
CKOPOCTBIO. 3a AeTalnsiMi 00paTUTECh K MHCTPYKIMKM HA MPOIYKT.

9. OunmenHesle KOHUEHTparel FIX MOryr Tarkke BBOAMTBCS MYyTEM
HENPEPBIBHON MH(PY3UH (Kak KoHIeHTparsbl FVII).

10. IIpm BBemenmm koHuentpara FIX y mnanmentoB ¢ aHtu-FIX
WHTAOUTOPAMHU MOYKET BOSHUKHYTh AJUIEPTAYECKAst PEaKus. Y TAKAX MALlMEHTOB
BBEJCHUS JOKHBI OBITh C MNPUMEHEHHEM THAPOKOpTH30HA. CMeHa OpeHna
KOHLEHTpaTa (paKkTopa CBEPThIBAHUS KPOBH MHOTJA YMEHBIIAET CUMIITOMBI.

9.3. /lpyrue ¢apMakoJOrnyecKknue mnpenaparbi, HCHOOJAbL3yeMbIe B
JICYEHU U reMopuIuu
Kpome 00bpIuHBIX (PAaKTOPOB CBEPTHIBAHMSI, BO MHOTHX CITydasix MOTYT UMETh
O0NBIIOE 3HAUEHUE APYTUe npenaparbl. K HUM OTHOCATCS:
- IECMOITPECCHH,
- TPAHEKCaMOBasl KUCIIOTA,
- BICUJIOH-AMHHOKAIPOHOBAS. KACJIOTA.

Hecmonpeccun (DDAVP)

1.  Hecmompeccun  (1-aeaMuHO-8-D-apruHUH-Ba30MPECCHH,  TAKXKE
u3BeCTHBIM Kak DDAVP) — 3T0 CHHTETHUYECKHIA aHAIOT Ba3OMPECCUHA, KOTOPBIN
noBsImaeT miasMenubie ypoBHu FVIII u gakTopa Bunnebpana.

2. DDAVP moxeT ObITh METOJIOM BBIOOPA MPH JIEYEHUX NALIMEHTOB C JIETKOH
Ui yMmepeHHoi remoduimen, korma FVIII Moker OBITh MOBBIMIEH [0
COOTBETCTBYIOILLETO TEPANEBTUYECKOTO YPOBHS, MOCKOIBKY MO3BOJISIET M30€XkKaTh
3arpaT M TMOTEHLMAJIBHBIX OMACHOCTEH WCHOJB30BAaHWS KOHLEHTpara (akropa
CBEPTBHIBAHMS KPOBH.

3. JlecMONpecCHH HE BIUAET HA YPOBeHb FIX M HE MMeeT HUKAKO# LICHHOCTH
npu remodunum B.

4. OTBeT KaXOAOr0 MALKMEHTA HEOOXOAMMO  TPOBEPITH  MEPEN
TEPANIEBTUYECKAM TPUMEHEHHUEM, MOCKOIBKY CPEIX JHOJEH €CThb CYIIECTBEHHBIC
pazmuauns. OTBET HAa MHTPAHA3AIBHBIN JeCMONpecCHH Oosiee pa3HOOOpas3eH W,
CJIEI0BATEIILHO, MEHEE MPEACKAZYEM.

5. DDAVP o0co0eHHO TONie3¢H TpU JICYEHUM WM MPOQPHUIAKTHUKE
KPOBOTCUYEHHI Y HOCUTENICH TeMODUIIHH.

6. OueBupnpie npeumyiiectea DDAVP Hax npoaykrtamu 1iasmbl — 3TO
ropazgo 0Oornee HU3Kas CTOMMOCTh WM OTCYTCTBHE PHUCKA MEPEdauyd BUPYCHBIX
WH(EKIAH.
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7. DDAVP Ttarke MOXET ObITh TIOJIE3HBIM JUIsl OCTAHOBKM KPOBOTCUCHUS U
YMEHBIICHUS BPEMEHU KPOBOTEUYEHHUS, CBA3AHHOIO C HAPYLICHUSAMU I€MOCTa3a, B
TOM YHCJIE€ C HEKOTOPHIMHU BPOXKJIECHHBIMU HAPYIICHUSMH TPOMOOIIMTOB.

8. Pemienue 00 ucnonbzoBanuu DDA VP 101KHO OCHOBBIBATHCS HA 0A30BOM
ypoBHe FVIII, 1OCTUrHYyTOM YBEJIWYEHUU U HEOOXOAUMOU MPOJOJIKUTEIBHOCTH
JICYEHUS.

J103bI BBEICHHUS

1. X0Ts necMONpeccuH BBOAUTCS MOAKOKHO Y OOJBIIMHCTBA MAMEHTOB, OH
TAK)KE€ MOXKET BBOJWTHCS BHYTPHBEHHO MM B BUJAC HA3IBHOIO crpes. BakHO
BbIOpaTh MPABWJIBHBIA Mpenapar, Tak Kak HEKOTOPBIE MpenapaTbl HU3KOH H03bI
OPUMEHSIOTCS UTsl APYTHX MEAULIMHCKUX LEJICH.

2. [ogxoasuire nmpenaparsbl BKIKOYAKOT B ¢E0S:

- 4 MKI/MJT JUTsl BHYTPUBEHHOTO BBEICHUS
- 15 MKr/MJ 17151 BHYTPUBEHHOTO W OJKOYKHOTO MPUMEHCHHS
- 150 MKT MO3MPOBAHHBIX KAK HA3AJIBHBIN Cripeit

3. Opgna nmo3a 0,3 MKI/KT Beca Tella BHYTPUBEHHO WJIM MOAKOXKHO MOXKET
MOBLICUTH ypoBeHb I VIII B TpH-11eCTh pas.

4. Tlpm BHyTpuBeHHOM mnpuMeHEHMHM DDAVP 00b14HO pPa30aBisoOT Mo
kpaitHeil mepe B 50-100 Ma (pHU3MOAOTMUECKOrO pacTBOpa M BBOAST C MOMOLIBEO
MEUICHHOM BHYTPUBEHHON MH(Y3uH B TeucHue 20-30 MUHYT.

5. Tluk otBeta HaOMOMAETCS MPUOIMBUTENIBHO 4Yepe3 60 MUHYT mocie
BHYTPUBEHHOTO WJTH MOJKO>KHOTO BBEICHHSI.

6. BBICTPOE MOBTOPHOE UCTOJIb30BaHUEe DDAVP B TeueHUE HECKONMBKHUX AHEH
MOKET MPUBECTH K CHIKEHUIO O0TBeTa (Taxuduiakcus). KoHeHTparbl (pakTopoB
MOTYT MOHAA00UTHCA, Koraa Oy yT HEOOXOIUMBI O0JIEE BHICOKME YPOBHU (hakTOpa
B TEUCHHUE JUTUTEIIBHOTO EPUO/A.

7. beictpas HHQY3HsI MOKET MPUBECTH K TaXUKAPAUH, TPWINBY, TPEMOPY H
JUCKOMQOPTY B KUBOTE.

8. Onna n03a s MHTpaHa3aIbHOrO copes 1,5 MI/MJT B KaKIyr HO3IPHO
MOAXOAMT JUIs oApocTKa. [l yenoBeka ¢ maccoi tena Menbsiue 40 Kr, pa3oBoi
JI03bl B OJTHY HO3JPIO TOCTATOYHO.

9. HecMoTpst Ha TO, YTO MHTPAHA3AIBHBIA PEMapar IOCTYNEH, HEKOTOPHIM
NalUEHTaM TPYIHO €TI0 UCIOb30BATh, U OH MOKET OBITh MEHEE 3PPEKTUBHBIM, UEM
IPH MOJAKOYKHOM BBEJICHHUU.

10. B pe3ynpTaTe aHTHAMYPETHUECKOrO JCHCTBUS, 3aJE€p’KKa BOABI M
TMIIOHATPUEMHUST MOTYT OBITh MTPOOJSEMOiA. [Ipy MOBTOPHOM BBEICHWM B J103€
OCMOJISIPHOCTD IJ1a3Mbl U KOHLEHTPALMsl HATPUsL JOHKHBI KOHTPOJIMPOBATHCS.

11. ¥V GonpmiMHCTBA MOAPOCTKOB TMIIOHATPAEMUS OBIBAET PEIIKO.

12. H3-3a 3agepxkku xuakoctu DDVAP  crnemyer uCnonb3oBare ¢
OCTOPO>KHOCTBIO Y MAJIEHBKUX NETEH M MPOTHBOMOKA3aH IS ACTEH A0 ABYX JIET,
KOTOPBIE UMEIOT 0COOBII PUCK CYTOPOT, BTOPUYHBIX BCIEACTBHE OTEKA MO3ra M3-3a
3aIEP>KKH KU IKOCTH.
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13. Ectp coolmenus o cayyasx TpomOo3a (BKJIroUas MH(PAPKT MUOKapAa)
nociie BBeneHuss DDAVP. Ero cnenyer NpuMEHsTh ¢ OCTOPOKHOCTBIO Y TTALIMEHTOB
¢ CC3 B aHaMHe3€, WM KOTOPBIE UMEIOT PUCK CEPACUHO-COCYAUCTHIX 3a00I€BaHUH.

TpanekcamoBas KucioTa

1. TpaHekcamoBas KuCIOTa — 3TO AHTU(HUOPUHOJUTUYECKOE CPEICTBO,
KOTOPOE KOHKYPEHTHO MHTUOUPYET aKTUBALIMIO TUIA3MUHOTEHA B MJIa3MUH.

2. OnHa cnocoOCTBYET CTAaOMIBHOCTM CrYCTKa M SIBJIIETCS TOJIC3HOH B
KayeCTBE BCIIOMOTATENIbHOM Tepanmuu Mpu reMoPUanM U APYTUX HapPyLICHHUSX
CBEPTHIBAHUS KPOBH.

3. PerynsipHoe JIieYeHUE TPAHEKCAMOBOM KHCIIOTOM B KQUECTBE MOHOTEPANUU
HE MPEJCTABJISET [ICHHOCTU B MPO(PUIAKTUKE reMapTPO30B MPH reMopuiinu.

4. OnHaKko, OHA Ba’kHA B OOPBOE C KPOBOTCUCHUEM U3 TOBEPXHOCTEH KOKU U
CIIM3UCTBIX 000JI0YEK (HAMpUMEp, KPOBOTECYCHUS B POTOBOW MOJIOCTH, HOCOBBIE
KPOBOTEYCHHUSI, MCHOPPAruy ).

5. TpanekcamoBasi  KMCJIOTa  OCOOEHHO LEHHA B  YCIOBHSX
CTOMATOJIOTUYECKOH  XUPYPTMU M MOKET TPUMEHSTHCS  JUIsl  KOHTPOJIs
KPOBOTEUEHHIA B POTOBO# MOJIOCTH, CBA3AHHBIX C CHIMbIO WJTH BHIAJACHUEM 3YOOB.

J103bI BBEICHUS

1. TpanekcamoBasi KMCIOTa OOBIYHO HA3HA4YAcTCSd B BUJAE TaOJIETOK TpH-
YeThIPE pa3a Ha AcHb. OHA TAK)KE MOYKET BBOJAUTHCS ITyTEM BHYTPHBEHHON HH(Y3UH
JIBa-TPH pa3a HA JCHb, & TAKKE B BUJE KAJKOCTHU JUISl MIOJIOCKAHUS PTa.

2. Keny104HO-KHALIEYHbIE PACCTPONHCTBA (TOLIHOTA, PBOTA UM TOHOC) PEIKO
MOTYT BO3HMKATh Kak MOOOYHBIN 3P(EKT, HO 3TH CUMITOMBI OOBIYHO HMCYE3ALOT,
€CJIM YMEHBIIUTH 103Y. [IpM BHYTPUBEHHOM BBEICHHUM €€ BBOIAT MEIJIEHHO, TaK
KaK ObICTPOE BBEJICHUE MOKET MPUBECTH K TOJIOBOKPY>KEHUIO U TUITOTCH3MM.

3. Jlns npUMEHEHMS B NEAUATPUM TAKKE NOCTYNHA B cupone. Ecmm He
JOCTYMHA, MO>KHO M3MEIBYNATH TAOJETKy M PACTBOPUTH B YWUCTOH BOJE AJIs
MECTHOTO MPUMEHEHUS TPH KPOBOTCUEHUH U3 CIIM3UCTON 0OOIOUKH.

4. TpaHeKkcaMOBYIO KHCIIOTY 4acTO HA3HAYAKOT B TEYEHUE CEMHU JHEH IMOCIHE
yaajaeHus 3yOoB, 4T0ObI MPEAOTBPATHTD MOCICONIEPALMOHHBIE KPOBOTCUEHUSI.

5. TpaHekcamMoOBast KUCJIOTA BBIBOJUTCS YEPE3 MOYKK M 1034 JOJHKHA OBITh
YMEHBILIEHA, €CJIA €CTh OYEYHASI HEJAOCTATOYHOCTD, YTOOBI N30€KaTh HAKOIJICHUS
TOKCHYHOCTH.

6. Mcnonbs30BaHrEe TPAHEKCAMOBOM KMCIIOTHI TPOTUBOIIOKA3aHO JIJISl JICUCHHUS
reMaTypuu, MOCKOJBKY €€ NPUMEHEHUE MOKET NPENOTBPATUTh PACTBOPEHUE
CT'YCTKOB B MOYETOYHHMKAX, YTO MPUBOJUT K CEPbE3HON OOCTPYKTHBHOM ypomnaTuu
Y TIOTEHIMAJIBHOM MoTepe PyHKIMU TOYEK.

7. Kpome Toro, mpenapar npoTUBONOKA3aH B TOPAKAIIBHON XUPYPIUH, TAK KaK
MOTYT Pa3BUTHCS HEPACTBOPUMBIE TEMATOMBI.

8. TpaHekcaMOBYIO KHCIOTY MOYKHO HA3HA4YaTb OTACIBHO WM BMECTE CO
CTaHAPTHBIMH 103aMH1 KOHIICHTpaTa (aKkTopa CBEPThIBAHUS KPOBH.
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9. TpaHekCcaMOBYIO KUCJIOTY HE CJIEYET HA3HAYATh MAUCHTAM C TCPUIIMTOM
FIX, koTOpBIE MOJIy4ar0T KOHUEHTPATBI MPOTPOMOMHOBOTO KOMIUIEKCA, MTOCKOJIbKY
3TO YCUJIUT PUCK TPOMOOIMOOIIHH.

10. Ecnu nedeHuss 0OOMMH CPEACTBAMHU CUYHMTACTCS HEOOXOIMMBIM,
PEKOMEHyeTCs, 4TOoObI MPOUUIO, MO KpaitHeil mepe, 12 yacoB mocie mocieaHei
1036l AKITIK 1 TpaHEekcaMOBOMH KUCIIOTHI.

11. TpomOo3MOOIMST MEHEE BEPOSATHA, KOrja TPaHEKCaMOBas KHUCIIOTa
ucrnonesyered ¢ riVIla md ynydineHns remocrasa.

AMMHOKANpPOHOBask KMCIIOTA

1. AmunokanponoBas kuciiora (AKK) ananornyna TpaHekcaMoOBOM KHCITOTE,
HO MEHEE MHUPOKO MPUMEHSETCS, IIOCKOJIBKY MMEET KOPOTKHUI MEPUO MOTypacnaia
B IJIa3Me€, SBJIACTCS MEHEE MOIIHOMN 1 00JIe€ TOKCUUHOM.

J103bI BBEICHUS

1. EAKK, xak npaBuyio, BBOASAT MOAPOCTKAM MEPOPATILHO WM BHYTPUBEHHO
KQKIbIE YETHIPE-IIECTh YaCOB IO MAKCUMYM 24 T/1EHb.

2. Taxxke noctynHa B popme cupona 250 Mr/mir.

3. XKemy1OYHO-KHUIIEYHBIE PACCTPOICTBA SABIISIOTCS YACTBIM OCIIOXKHEHUEM,
CHW)KEHME J103bl YaCTO TTOMOTAET.

4. Muonatust — 3T0 peakue noOouYHbIe >PQPEKTHI, CBI3aHHBIC C TEpanueH
AMUHOKAINPOHOBON KUCIOTOM (HO HE TPAHEKCAMOBOM KHUCIIOTHI), KaK MPaBUIIO,
MTPOUCXOJUT ITOCJIE BBEACHUS BBICOKMX 103 B TCUEHUE HECKOIBKUAX HEACIID.

5. Muonarust yacto 00JIE3HEHHA U ACCOLMUPYETCS C TIOBBILICHHBIM YPOBHEM
KPEATUHKUHA3bI U JAKE€ MUOTIIOOMHYPHH.

6. Ee npekpaleHrs MO>KHO 0XKUAATh, KaK TOJIbKO MEIUKAMEHTO3HOE JICUCHHE
IIPEKPALICHO.

10. OCJTOKHEHUA 'EMODOWINN

10.1. Ocno:xkHEeHus1 CO CTOPOHBI ONOPHO-ABUTATEIBHOI0 ANNIAPATA

1. HanbGonee pacrnpoCTpaHEHHBIE MECTa KPOBOTECYEHHS — 3TO CYCTaBbl U
MBIl KOHEYHOCTEN.

2. B 3aBUCUMOCTH OT TsDKECTH 3a00JICBAHWS, KPOBOTCUEHUS MOTYT OBITh
4aCThIMH U O€3 BUIUMON TPUYMHBI (Ta0. 2).

3.V nmereit ¢ Tspkenoi Gopmoil reModunrKM NEPBBI reMapTpo3 0OBIYHO
BO3HHUKACT, KOTIa PEOCHOK HAYMHAET NOJI3aTh ¥ XOUTh. KaK MPaBUJIO, 10 JBYX JIET,
HO MHOT A MO3KE.

4. Ecni HEaJCKBAaTHO JICUUTh, MOBTOPHBIE KPOBOTCYCHHSI MPUBOIAT K
OPOrPECCUBHOMY YXYAIIEHUIO CYCTABOB M MBIIIL, CHJIBHON MOTEPH (PYHKLHMH B
CBSI3M C MOTEPEH ABMXKCHWS, arpoduu MbIml, Ooiv, nedopManuu CyCTaBOB W
KOHTPAKTYP B TEYECHHE MEPBBIX OJJHOTO-/IBYX ACCIATUIIETHH JKU3HH.
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CHuHOBUT

1.ITocne ocTporo remMapTpo3a CUHOBHAbHAS OOOJOYKA BOCHANIAETCA,
TUIEPEMU3UPYETCS U OYEHBb OTEKACT.

2. Heynaua B €4eHUM OCTPOr0 CMHOBUTA MOXKET MPUBECTU K MOBTOPHBIM
reMapTpo3am.

3. Ha aTom 3Tane cycraB HY)KAAeTCs B 3aIUTE C MOMOIUBIO ChEMHON IIVHBI
WJIA TYTOU NIEPEBI3ZKH.

4. AKTUBHOCTB JOJIKHA ObITh OTPAHUYEHA, TTOKA OTEK M TEMIIEpaTypa CycTaBa
HE BEPHYTCS 10 0A30BBIX YPOBHEIA.

5. B HEKOTOpBIX ciydassx HHrMOUTOPBI L1OI'-2 MOTYT OBITh MOJIE3HBI.

6. Jlnana3oH IBHKEHUS COXPAHSAETCS HA PaHHUX cTaausx. Jnddepenumans
MEXIY TeMapTpo30M M CHHOBHTOM IPOU3BOAMTCS IyTEM ACTAIBHOIO OCMOTPA
CyCTaBa.

7. Hamnune CMHOBHAIBHON TANEPTPOPUN MOKET ObITh MOATBEPKIEHA Y3
i MPT. Pentrenorpammsl 1 ocoO0eHHO MPT moMoryt omnpeneiauTh CTENEHb
KOCTHO-XPSILLEBBIX U3MEHEHUM.

8. Ilpy NMOBTOPHOM KPOBOTCUYEHHUM CHHOBHAJIbHAS O0OJIOYKA CTAHOBUTCS
XPOHMYECKH BOCHAJICHHOH W TUNEPTPOPUPOBAHHOM, a CyCTaBbl OMyXIIWE (3TH
OTEKH, KaK MPABWJIO, HE HAMPSKEHBI, K HE 0C000 OOJIE3HEHHBIE): 3TO XPOHUUYECKHMA
CUHOBMUT.

9. C yBEenMYECHHUEM OMYXOJIU, TOPAXKEHUE CYyCTaBa, aTPO(Hs MBILIL M MOTEPS
JBW>KCHHS TPOTPECCUPYIOT B XPOHUUECKYIO TEMO(HUIBbHY apTPONATHIO.

10. Llenpro JieueHus sBISIETCA A€3aKTUBHPOBATh CHHOBHAJIBHBIE O00JIOYKH
KaK MOXHO OBICTPEE U COXPAHUTh (PYHKIUIO CycTaBa. ONIMK BKJIFOYAOT:

- B WACAIC HA3HAYAKOT C YacTOTOM M B J03aX, JOCTATOYHBIX JJis
MPEAOTBPALLICHUS PELUINBA KPOBOTCUEHUS,

- €CJIM KOHLICHTPATHI €CTh B JOCTATOYHBIX J103aX, KOPOTKUE KYPCHI JICUECHUS
(6-8 HelENb ) BTOPUUHOMN MPO(PUIAKTUKHA C THTCHCUBHOHN (PU3UOTEpANUEH SBISIFOTCS
MOJIE3HBIMH,

- usmoTepanusi, B TOM YUCIIE:

YOPOKHEHUS JUISl  YIYYIIEHWS MBIIICYHOM CWIBl M MOAACP)KaHUS
MOJABWKHOCTHU CYCTaBa,

METO/IBI JICUECHHUS U1l YMEHBIICHHS] BTOPUYHOTO BOCIIAJICHHUS, ITPU HAIMYWU,

(PYyHKIMOHAIBHAS TPCHUPOBKA,

- KypC HECTEPOMIHBIX MPOTHBOBOCHAIUTEIBHBIX CPEACTB (MHTHMOUTOPHI
[{OI'-2), KOTOpBIE MOTYT YMEHBIINTH BOCHAJICHHUE,

- (yHKIMOHAIBHBIE KPETJIEHUS, KOTOPBIE MO3BOJISIOT CYCTaBY JABUIaThCs, HO
OTPAaHWYMBAIOT JIBWKEHUS B KOHIIC NMANa30Ha, B HUX CUHOBHAJbHAS 000JIOYKA
3QKUMACTCS, U KOTOPBIE MOTYT MPEAOTBPATUTE HOBBIE KPOBOTEUYECHMS,

- CHHOBOKTOMMS.

CHHOBAKTOMHUS
1. CMHOBEKTOMHIO CJICAYET paccMaTpuBarTh, €CIM XPOHUYECKUH CHHOBUT
COXPAHSIETCS MPU YaCThIX KPOBOTCUEHUSX M HE KOHTPOJUPYETCS C MOMOIIBIO
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APYrUX CpencTB. BapuWaHTbl CHHOB3KTOMHM BKJIKOYAKOT XUMHYECKHHA WU
PAIMOW30TONHBIA  CMHOBHOPTE3 W QpPTPOCKONMUYECKYIHD WM OTKPBITYIO
XUPYPru4eCKyr0 CHHOBIKTOMHIO.

2. Hexupyprudeckasi CHHOBEKTOMUS SBJISIETCS MPOLIEAY PO BbIOOPA.

3. Pagvon30TONnHas CHHOBEKTOMHMSI, KOTOpas MCMOJIb3YyeT YUCTBIA Oera-
uznyvarenb (pochop-32 wim urrpuii-90), seiserca oueHb dPPEKTUBHON, UMEET
MaJio TOOOYHBIX YPPEKTOB U MOKET MPOBOJUTHCS B aMOYJTATOPHBIX YCITOBUSIX.

- Pa3oBoii 103b1 (pakTopa cBEpTHIBaHKS KPOBH YaCTO OBIBACT AOCTATOYHO AJIsI
OJTHOKPATHOTO BBEAECHUS U30TOMA.

- Peabwnranust sSBIsieTCSI MEHEE MHTEHCUBHOM, YEM MOCIIE XUPYPIHUECKOM
CMHOBEKTOMHMH, HO HY)KHA, 4YTOOBI TNOMOYb MAIMEHTY BOCCTAHOBUTH CHIIBI,
OPONPUOLENLHS U HOPMATIbHOE (PYHKIIMOHATIBHOE UCIOJIB30BAHUE CYCTABA.

4. Ecny paAMOM30TOITHOE JICUEHUE HE TOCTYITHO, XUMUYECKUI CHHOBUOPTE3
¢ pudaMIIUIUHOM WA OKCUTETPALMKINHA THAPOXIIOPUAOM SBISETCS MOAXO0AAIIEH
AJITEPHATUBOMN.

XWMHAYECKUI CHHOBHOPTE3 BKIIFOUAET €KEHEEIIbHBIE MHBEKIIAM 10 MOJTHOTO
KOHTPOJISI CHHOBUTA.

- DT OONE3HEHHBIE WHBEKUMU TPEOYIOT BHYTPUCYCTABHOIO BBEICHUS
KCHUJIOKQMHA 32 HECKOJIBKO MHHYT 1O HMHBCKIHMH CKJICPO3UPYIOLIETO CPEICTBA,
NEPOPATIbHBIX AHAJIBICTUKOB (KOMOMHAIMS aueTamuHo(eHa/mapaneramona M
OMMOMJIOB) M J03bl KOHLEHTpaTa (paKTOpa CBEPTHIBAHMS KPOBU MEPEH KaKIOi
MHBEKIACH.

-  Hwuskas cTOMMOCTP  XMMHMYECKOTO  CPEACTBA  KOMIICHCHUPYETCS
HEOOXOMMOCTBIO MHOTOKPATHBIX MHBEKIIMNA KOHIEHTpaTa (akTopa.

- Pekomenayercs peaOwnnranus, Kak OMHCAHO JUIsl PaAMOAKTUBHOM
CUHOBEKTOMUH.

5.  Xupypruueckas CHHOBEKTOMMS, Oyab TO  OTKpbITas WM
apTpocKonuyeckas, TpeOyeT O0bIIOro 3amnaca (pakTopa CBEPTHIBAHUS KPOBH IS
omepalMi W JAJUTENIbHOTO nepuoda peabwimranuu. [lponeaypa moipkHA
BBITIOJIHATBCS OMBITHOH KOMAHAOH B CHCLHHATM3UPOBAHHOM ILIEHTPE JICUCHUS
remounnn. OHa paccMaTpuBAcTCs TOJBKO TOTJAA, KOrga JOPYrue, MEHEe
WHBA3MBHBIE U HE MEHEE 3PPEKTUBHBIC MPOLICAYPhI OKA3ATUCh HEYJAUHBIMH.

XpoHuueckas reMo(puibHas apTponaThs

1. Xponunueckas reMouiibHAs apTPONATUSI MOKET PA3BUTHCS B JIFOOOE BPEMS
CO BTOPOM JeKajbl >KM3HM (4 MHOTA W PaHbBIIC), B 3aBUCHMOCTH OT TSDKECTH
KPOBOTCUYCHHS U €TI0 JICUCHUSI.

2. DTOT mpouecc NPUBOAMTCS B JABM)KCHHUE HEMOCPENCTBEHHBIM BIIMSIHUEM
KPOBM Ha CYCTaBHOHM XpsAll BO BPEMsl reMapTpo3a M YCHIMBAETCS CTOMKUAM
XPOHMYECKMM CUHOBHTOM W PELMAMBHPYIOIIMM TE€MApTPO30M, YTO MPUBOAMT K
HEOOPATUMBIM MOBPEKICHUSIM.

3. Ilo Mepe mporpeccupoBaHus MOTEPU XPsIllla Pa3BUBAETCS MPOrPECCUBHOE
COCTOSIHME apTPUTA, KOTOPOE BKITFOYAET:

- BTOPHYHBIC KOHTPAKTYPBI MATKUX TKAHEH
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- arpo(ust MBILLIL

- YIJIOBBIE AeopMaliin

4. JlepopManms TaKKe MOXET YCHUIMBATBCS 32 CUET KOHTPAKTYPBI MOCIE
MBIIIEYHBIX KPOBOTCYECHUN WIN HEUPOIIATUH.

5. TloTeps ABW)KEHUS SBISIETCA OOLICH C KOHTPAKTypOH CruOaHus, 4To
BBI3bIBAET HAMOO0JIEE 3HAUUMYI0 (DYHKIIMOHATIBHYIO MTOTEPIO.

6. [loABWKHOCTH CYCTaBOB M TMEPEHOC Beca MOIYT ObITh OYEHb
O0NEC3HEHHBIMU.

7. C yXyAIIEHUEM CYCTaBOB OTEK BO3HUKACT B CBS3H C MPOrPECCUPYIOLINM
(huOPO30M CHHOBUATILHOM 000JIOUKH U KarCyJIbl.

8. Ecnu cycTaB CTAaHOBUTCS AaHKWJIM30BAHBIM, OOJTb MOKET YMEHBIIUTHCS UK
PEKPATUTHCS.

9. PentreHorpaduyeckue  TpPU3HAKM  XPOHUYECKOH  reMOQUIbHOMA
apTPONAaTUH 3aBUCAT OT CTAJAUHA MOPAKECHHUSI.

- PeHTreHorpaMMa nokaxeT TOJbKO MO3JHAE KOCTHO-XPSAIIEBBIC N3MECHEHUS.

- Y31 wmn MPT nokaxyT paHHHE M3MEHEHUS MATKAX TKAHEH U KOCTHO-

XPSILIEBBIE H3MEHEHMSI.

- CyxeHue XpsAWEBOr0 MNPOCTPAHCTBA OyAET BapbUpPOBATBCS — OT

MUHHAMAJIBHOT'O 10 TTOJTHOM MOTEPH.

- Dpo3ust KOCTell M CyOXOHAPAIBHBIE KHCTBI KOCTEH OyIyT pa3BMBATHCA,

BBI3bIBASI PA3pPbIB MOBEPXHOCTU CYCTaBa, YTO MOXKET MPHUBECTH K YIJIOBBIM

nedopMarusm.,

- Mosxet ObITh (PMOPO3HBII/KOCTHBIN AaHKUITO3.

10. Llenbro neueHus ABASETCS yaydlIeHUE QYHKIIMN CYCTaBOB, OOJIErYEHUE
00MM ¥ MOMOLIb MALUEHTY MPOAOCIKATE/BO300OHOBATh HOPMAJIBHYIO AKTUBHOCTH B
[TOBCEAHEBHOM JKA3HU.

11. BapuaHThl JIeYeHHS] XPOHHUYECKOTO TeMO(PHIIbHON apTPONaTuu 3aBUCST
OT:

- CTalM COCTOSIHUSA,

- CAMIITOMOB MMAIllMEHTA,

- BIIMSIHUS HA 00Pa3 )KU3HM MalMEHTa U PYHKIMOHAIbHYIO CIIOCOOHOCTB,

- AMEIOLLUXCS PECYPCOB.

12. Boib HY>XKHO KOHTPOJHMPOBATh COOTBETCTBYIOIIMMHU AHAIBICTUKAMH.
Hekotopeie uHrnOuTopst LIOI'-2 MOTyT OBITH HCTIONB30BaHbI 17151 00JIErYeHus 00N
B cycTaBax (cM. «boiiby).

13. KonTponupyemas puznoTepanus ¢ HeJIbI0 COXPAHCHUS MBIIIEYHOU CHJTBI
¥ (QYHKIMOHAJIBHOW CIMOCOOHOCTH SIBISETCS OYEHb BAKHOM YACTBIO JICUCHUS Ha
JaHHOM JTane. BropuuHas npoduiIakTMka MOXET TOHAJO0OWTBCS, €CIU B
pe3yabpTare pu3noTepanuu ObIBACT PELUIMB KPOBOTCUECHHSI.

14. Jlpyrue KOHCEPBATUBHBIE METOBI JICUEHHSI BKITFOYALOT:

- MOCEeN0BaTENbHOE (POPMUPOBAHKE [T OKA3aHKs IOMOIIM B UCTIPABIICHUH
nedopMaruid,

- KPEIICHWE W TNPOTE3UPOBAHUE JUIsl TOMACPKKHA OOJIC3HEHHBIX M
HECTAOMIIBHBIX CYCTaBOB,
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- KOCTBUIA WJIM CPEACTBA, OOJEryaromme MOOUIBHOCT, YTOObl YMEHBUIUTh
HArpy3Ky Ha HECYILME CYCTaBHI,

- auanTanuio K OKPYXKArowleH cpele B LIKOJE, I0Ma WM Ha paboTe uis
00ecrnedeHns: BO3MOYKHOCTH Y4YacTHsl B OOLIECTBEHHON ACATENBHOCTH U 3aHATOCTH
1 00JIETYCHHUE MOBCEIHECBHON AKTUBHOCTH.

15. Ecnm  3TM  KOHCEpBATMBHBIE  MEpPBl  HE  00ECHEUYMBAIOT
YIOBJIECTBOPUTEIBLHOTO OOJierYyeHrust OO0 W yaydlieHus (YHKIMOHWPOBAHWS,
MOKET OBITh PACCMOTPEHO XUPYPrUUYECKOE BMEMIATENBCTBO. XHUPYPrUUYCCKHE
OPOLEAYPBI, B 3aBUCUMOCTH OT KOHKPETHOTO COCTOSIHUS, TPEOYIOLIEr0 KOPPEKIINH,
MOTYT BKJIFOYATh:

- pa3pe3 BHECYCTABHBIX MATKUAX TKAHEH JUIsl IEYCHHsI KOHTPAKTY B,

- APTPOCKOMMIO, YTOOBI OCBOOOJANTH BHYTPUCYCTABHBIE CITAWKH,

- OCTEOTOMMIO JJIsl UCTIPABIIEHUS aHTYJIIPHOM AedopMari,

- MPOTE3UPOBAHUE CYCTABOB IMPH TSHKEIOM 3a00JEBAaHUM C YYACTHEM
00bIIOr0 cycTaBa (KOJCHHBIMA, Ta300€APECHHBIN, MJICUYEBOH, JIOKTECBOM ),

- CHHOBOKTOMHSI JIOKTS C PAAMATIBHBIM yIATICHUEM TOJIOBKH,

- apTpoie3 TOJEHOCTOMHOIO CYCTaBa, KOTOPbI 00eCcrneunBacT OOJICrYeHUE
00nMM 1 KOppeKUMIo AeopMaly ¢ 3aMETHBIM yiydineHueM QyHKkuun. HenaBHee
YCOBEPIICHCTBOBAHUE B 3aMEHE KOCTOUKH MOYKET MPEACTABIIATH AIbTEPHATHBY AJIsI
O0NBHBIX reMopuImeii B Oy ayLIeM.

16. AnexBaTHbIE PECYPCHI, B TOM YUCIIE JOCTATOYHBIN 3a11ac KOHUEHTPATOB U
NOCICONEPaMOHHAs PeaduIuTalus AOJDKHBI ObITh TOCTYIHBI, YTOOBI MPOJIOJIKUTh
THOOBIE XUPYPrHYECKUAE TPOLEAYPHI.

10.2. IlceBaoonyxosiun

1. TlceBmoOmyxoJib SBJSAETCS MOTCHIMAIBHO ONACHBIM JUIS  YKWU3HU
COCTOSIHUEM, YHUKAJIbHBIM JUIsi TeMO(WIMH, YTO MPOUCXOJUT B PE3YNbTATE
HEJIOCTATOYHO OYMILECHHBIX MATKUX TKAHEH MOCIE KPOBOTEUYEHHUS, KAK MPABUIIO, B
MBILLLAX, TPUJIETAIINX K KOCTH. Hale BCero OHU BCTPEYAOTCS B JINTMHHBIX KOCTIX
WJIA KOCTSX Ta3a.

2. Ecnu HE JIEUnTh, TICEBAOOMYXOIb MOYKET HTOCTUTATh OTPOMHBIX PAa3MEPOB,
B PE3yJbTATe YEro AABATh HA COCEHHUE COCYIAUCTO-HEPBHBIE CTPYKTYPhI H
MPUBOANUTL MATOJIOTUYECKUE TIEPEJIOMBbL.  MOXKET pa3BUTBCA CBULI HM3-3a
BBILIEIEKALIENA KOXKH.

3. JlmarHo3 CTaBUTCS MO JaHHBIM  (PU3UYECKOr0  OOCIICTOBaHUS
JIOKaTA30BaHHON MACCHL

4. PentreHorpauueckue JaHHBIE BKIIOYAIOT MAcCy TKaHU C JAECTPYKIMCH
MIpUJIE)KAIIEN KOCTH.

5. bosiee AeTanbHYO U TOYHYIO OLEHKY MCEBAOOMYXO0JIM MOKHO MTOJIYUUTH C
nomotsto KT u MPT.

6. JleueHHE 3aBUCUT OT MECTA, PA3MEPOB, TEMIIOB POCTA W BO3ACHCTBHS HA
MpWICKaIIUE CTPYKTYPhl. BapuaHThl BKIKOYAOT BBEACHUE (PaKTOPA U MOHUTOPHHT,
ACIUPALMIO U XUPYPrUUYECKOE YIAUICHUE.
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- Pexomenayercs mecTUHEACTbHBINA Kype JieueHus (PaKTOPOM C MOBTOPHOM
MPT. Ecnu onyxonb yMeHbIIAETCS, Mpoaopkaiite (akrop m nmosropute MPT B
TEYEHUE TPEX ITUKIIOB.

- [Ipuctynuth Kk onepanuu, €ciii HEOOX0AUMO, OYJET HAMHOIO JIETYE, €CIIU
OIMyXO0JIb YMEHBIINIIACH.

- Acnpaiusi MCeBAOOMYXO0JM CO CACAYIOMICH WHBEKIUEH (PUOPUHOBOTO
KJIEs, SMOOJIU3alMsl ApTEPUM WK JTy4YeBas TEpanusi MOTyT MOMOYb B 3KUBJICHUN
HEKOTOPBIX MOpakeHui. Onepaius MOKET ObITh HEOOX0IUMA B IPYTUX CITydasixX

- XAPypruvyeckoe yJaJICHUE, B TOM YUCIIE aMITyTalus KOHEUHOCTEH, MOKET
OBITh HEOOXOAMMOM MO MOBOAY OONBIIMX MCEBAOOMYXOJICH, OCOOCHHO, €CIIN OHH
MOPAXKAKT JUIMHHBIE KOCTH. BonbIire OPIOMIHBIC TCEBAOONYXOIN MPEACTABISIOT
0CO0YI0 MPOOJIEMY B XUPYPrUUYECKOM JICUCHUH OCJIOKHEHUN TeMO(PMIIHN;, OTIEpaLUs
JIOJI’KHA BBIMOJHATHCS TOJIBKO KOMAHJ0M ¢ OMBITOM JICUCHUS FeMODUTUN.

10.3. Ilepenombl

1. ITepenomel HE YacTO OBIBAKOT Yy JHOACH ¢ reModuiIneid, BO3MOXKHO H3-3a
Oonee HU3KOM CIOCOOHOCTH MEPEABUTATHCS U UHTEHCUBHOCTH AKTUBHOCTH. TeM He
MEHEE, YENIOBEK C TNeMO(HIIbHON apTpomartueil MOXET OBITh MOJABEPIKEH PUCKY
NEPETOMOB BOKPYT CYCTaBOB, KOTOPbIC 3HAUYMTENIBHO TOTEPSUTM MOJBUYKHOCTD U B
KOCTSIX C OCTEOIOPO30M.

2. Jledyenue mnepenoma TpPeOYET HEMEUICHHOTO BBEIACHMS KOHLEHTpara
3aMECTUTENIBHOIO (paKTopa.

3. YpoBeHb (akTopa CBEPTHIBAHUS KPOBH MOJHUMAETCS, MO KpaiHEH Mepe,
10 50% ¥ monEP>KMBACTCS B TEUEHUE TPEX-TISATH THEH.

4. HwxHue ypoBHM MOTIyT noaaepkuBarecs B TeueHue 10-14 mHed 1o
cTaOWIM3aluy MepenoMa v MpeAOTBPAICHUST KPOBOTEYCHUSI MATKAX TKAHEH.

5. Ilnan nedyeHus NOJDKEH OBITH COOTBETCTBYIOIIMM MNPH OMPEACICHHBIX
NEPETOMAX, B TOM YUCIIE ONIEPATHBHOE JICYEHUE MPU COOTBETCTBYIOLICH MOIICPIKKE
KOHIIEHTpaTOM (pakTopa.

6. ['urica cienyer n30erarh, LIMHBI TPEANOUYTHTEIIBHEE.

7. CloXHbIe/MHQUUMPOBAHHBIE MEPEIOMBI MOTYT NOTPEOOBATh BHELIHEM
(dukcanum.

8. Cnenyer wusberarb [UIMTENBHOM WMMOOWIM3ALAKA, KOTOpPas MOXKET
NPUBECTH K 3HAYMTEIBHOMY OrPAHWYECHHMIO aMILIUTYIbl JABM)KCHUH B CMEKHBIX
CyCTaBax.

9. ®uznorepanui HEOOXOAMMO HAYMHATh, KAK TOJBKO CTAa0WIA3UPYETCS
NEPENOM, YTOOBI BOCCTAHOBUTH AUAMA30H JIBMKEHUM, MBILICUHYIO CATY U (PYHKIIHH.

10.4. Ansiepruveckne peakuuu y NanueHToB ¢ remopuineii B

1. 1o 50% mnamuentoB ¢ remopunueid B ¢ MHrMOMTOpaMH MOTYT MUMETh
TSDKEITBIE AJUIEPrHUYECKUE PEAKIIMH, BKITFOYAsk aHAPUIIAKTHYECKUH IOK HA BBECHHE
FIX. Takue peakumm MOTyT OBITh IEPBBIM CUMITOMOM Pa3BUTHS HHTUOUTOPA.

2. IlanueHThl ¢ HETABHO TMarHOCTUPOBAHHOM remoduneit B, 0coOeHHO Te,
y KOro B CEMbE €CTh OTO 3a00JicBaHUE W/WIM C TEHETHYECKOU
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MPEAPACHIONIOKEHHOCTBI0 K PA3BUTHI0 HMHITUOMTOpA, AOKHBI oOpamarbcs B
KJIMHUKY WIA OOJIBHHULLY, TAE JIEYaT TSHKENbIE aNIEPTUYECKAE PEAKIIMU BO BPEMS
HavasbHbIX 10-20 mpouenyp ¢ koHueHtparamu FIX. Peakuus MOKET MPOU30MTH 1
NO03KE, HO MOXKET OBITh MEHEE CEPBE3HOM.

10.5. Cromaroioru4yeckasi nOMOIlb U JICYCHHE

1. V mroaeii ¢ remoduiineit Xopoias TrdrieHa MoJIOCTH PTa UMEET BaKHEHIee
3HAUCHHUE JUIS TPEIOTBpalllCHUs 3a00JICBaHMA MAapoJOHTAa M Kapueca 3yOOB,
KOTOPBIC TPHBOJAT K KPOBOTOUMBOCTH JIECEH.

2. CTOMaToJIOTUYECKOE OOCIIEAOBAHAE JOJDKHO MPOBOIUTHCS PETYJSPHO,
HAYMHAs ¢ MOMEHTA TPOPE3bIBAHNS MOJIOYHBIX 3yOOB.

3. 3yObl HY’»KHO YUCTUTh JBAKIbI B JICHb LICTKOW CPEAHEH >KECTKOCTH AJIs
yIaJICHHS HAJIETA.

4. CToMaTonoruueckas HUTh WIH MIETKU JOJKHBI KCIOJIb30BATHCS BE3/E, TIE
3TO BO3MOXKHO.

5. 3yOHas macra ¢ (TOPOM JOJBKHBI MCHOJIb30BAThCS B pailoHax, rae
NPUPOAHOrO PTopa B BOJOCHAOKEHUH HET. B ciiyyae HEOOXOIMMOCTH TaKKE MOTYT
OBITh HA3HAYECHBI 100aBKK (TOpA.

6. OpTOJOHTHYECKAS OLICHKA J0JKHA PACCMATPUBATBCS Y BCEX MALMEHTOB B
Bo3pacte oT 10-14 ner my1s Toro, 4To0Bl ONPENEHUTH, €CTh JIU TPOOJIEMBI, CBI3aHHBIC
CO CMEIIECHUEM, KOTOPBIE MOTYT MPUBECTH K NEPUOJOHTANBHON OOJIE3HU, €CIIA HE
JICUUTb.

7. BaxkHa TecHas CBA3b MEXKIY XUPYProM-CTOMAaTOJIOrOM W MEAWLIUHCKON
KOMaHJ0M mo remMoQuiuu il OOeCreUYeHus Hajuie)Kaueld KOMIUIEKCHOM
CTOMATOJIOTHYECKOM ITOMOIIIH.

8. Jleuenne mokeT 0€30MacHO MPOBOAMTHCS MOJ MECTHOM aHECTE3WeH ¢
UCIOJB30BAHUEM TOJHOTO CHEKTpAa METOAMK JJIs XHPYProB-CTOMATOJIOIrOB.
HNH}punbpTpanmoHHbIE, MHTPANANWISPHBIC, BHYTPUHHEIUTAMEHTAPHBIE HHBEKIIAN
4acTo JAenaroT ¢ npuMeHeHueM ¢akropa (20-40%), X0Ts 3T0 BO3MOXKHO U O€3 HETO,
KOI'Zla CIECHHMATMCT UMEET aJICKBATHBINA OMBIT BO BBEJACHUN 3THX MHBEKIIHIA.

9. Jleuenne B OTACTEHUH TeMO(UINN MOKET MMOHAAOOUTHCS B CyUasx, KOTaa
HEOOXO0MMO OJIOKMPOBAHUE HUKHETO AIBBEOJISPHOIO HEPBA WM MH(UIBTPALUS
A3bIKA.

10. CroMaronoruyeckoe yaajJCHUE WM XUPYPIHYECKHE NPOLEAYPHI,
BBITIOJTHSEMBIE B MOJIOCTH PTa, TOJDKHBI TPOBOAUTHCS N0 TJIAHY BEACHUS TE€MOCTa3a
B KOHCYJIbTAL[MK C TEMATOIOTOM.

11. TpanekcamoBass KHCIOTa WM 3ICHJIOH-aMUHOKANPOHOBAs KUCIIOTA
(DAKK) 4acTto NpuUMEHSIOTCA TMOCHE CTOMATOJIOTMYECKHX MPOLEAYp, UYTOOBI
YMEHBIINUTH TOTPEOHOCTh B 3AMECTUTEILHON TEPAITHH.

12. TlepopaibHble AHTUOMOTMKH JOJDKHBI HA3HAYATHCS TOJIBKO MPHU
HEOOXOIUMOCTH.

13. MecTHbIE TEMOCTATUYECKUE MEPONPUATHSL TAKXKE MOTYT BBINOJHATHCS
nocne ynaineHus 3y0oB. TUNOBBIE CPEICTBA BKIIFOUAOT OKHCIEHHYIO LEITION03Y U
(uOPUHOBBIH KIIEH.
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14. Tlocne ynaneHus 3yOa, MAIMEHTY CIEAYEeT PEKOMEHJ0BaTh M30erarb
ropsurx OJIF0J ¥ HANIMTKOB 10 BBI3JOPOBICHUS. PerysisipHO MoJIOCKaTh POT TEMIIOM
COJIEHOW BOJOM (YaifHasi JIO’)KKA COJNMM Ha CTakaH TEIUIOH BOJbI), HAYMHAs CO
CJICAYIOIIETO JHS TOCHE JICYCHUsT M MPOJOJDKATh B TEUCHWE 5-7 AHEH WM JI0
3QKUBJICHHUSI.

15. O npoao/DKUTETEHOM KPOBOTEYEHHH W/WITM TPYAHOCTSX P Pa3roBoOpe,
[JIOTAHWWA WM JBIXaHUM TMOCJIE CTOMATOJIOTMYECKOH MaHMMYJSLUH HEOOXOIUMO
HEMEAJIEHHO OBECTH A0 CBEACHMS T€MATOJIOTa/XHPypra-cToMaTosora.

16. Hecreponanbeie npotuBoBocnanurensHeie cpeacrsa (HIIBC) u ACK
CJIeIyeT U30erarhb.

17. CoOTBETCTBYIOIIAS 03a MapaneTraMosia/aneTaMuHO(EH KaKIbIE MIECTh
4acoB B TCUCHHUE 2-3 JHEH TOMOXKET MPEAOTBPATUTH OO MOCTIE YIATICHUS.

18. Hamnune wH(pEKUMiA, NEPEHOCUMBIX C KPOBBIO, HE JOKHO BIMSTH Ha
BO3MOKHOCTb CTOMATOJIOTUYECKOTO JIEYCHUSI.

19. IlpounakTuka KPOBOTEUEHUH BO BPEMSI CTOMATOJIOTHYECKHAX TPOLEAYP
y mnammeHToB ¢ uHruOutopamu Kk FVII wmm FIX TpeGyer TmarenbHOro
TUTAHUPOBAHMSI.

10.6. Jleuenue Gosu

1. TTaiMeHThl ¢ TeMO(PUINEH YaCTO UCTILITHIBAIOT OCTPYIO UM XPOHUUECKYIO
Oonb. AnekBaTHash OLIEHKA TPUYMHBL OO HEOOXOaMMa JUis aJCKBATHOTO
yIpaBieHus OOJIBIO.

Tabmuna 10. Crpareruun BeacHus 00JM Y NAMEHTOB € TeMOQUIHEH

1 [Tapaneramost/aneraMuHOQeH
Ecnu He 3QdeKkTUBHBI

2 HWurundurop LHOI'-2 (Hanmpumep, NENEKOKCHO, MEJIOKCUKAM, HUMECYJTU 1
ap.) wim [lapaneramon / aneraMuHO(EeH WIOC KoaeuH (3-4 pasza / cyT)
Win
I[Tapaneramosr/aneraMuHO(EH MIH0C TpaManoa (3-4 pa3a/CyTkm)

3 HapkoTuueckue aHalbreTUKW: NPUMEHEHHE TMPOJIYKTa MEIJICHHOTO
BbICBOOOKIEHUS TPETNOTYTUTENBHO.

11. TPOOUJIAKTUYECKOE JIEYEHUE

11.1. IIpopuaakruyeckasi 3aMeCTUTE/bLHAsE Tepanus (PaKTopom
CBEPTHIBAHUS

1. Tlpopunaktka — 3TO JIEUYECHUE MYTEM BHYTPUBEHHON WHBEKIUU
KOHUEHTpaTa (pakTopa B LENSIX MPEAOTBPALIEHUS 05KHIAEMOTO KPOBOTEYECHHUS (CM.
Tabn. 11).

2. IlpounakTika HAUMHAETCS TOTNA, KOTAA 3aMEUYaeTCs, YTO MALUEHTHI C
YMEPEHHOM TeMo(unneil ¢ ypoBHeM (akTtopa cBepThiBaHHMs KpoH > 1 ME/mi
PEIKO MMEKT CIOHTAHHBIE KPOBOTEYCHUS W €IIE HMMEKT TOpa3io JIydlle
COXPAHUBINYIOCS (PYHKIIMIO CYCTaBA.

3. IlpomnakTrka npeaynpexaacT KpOBOTEUCHUS U Pa3PyLICHUS! CYCTaBOB U
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JOJbKHA OBITh LENBIO TEPANUU ISl COXPAHCHUST HOPMAJIbHOM KOCTHO-MBIIIEYHON
(YHKLIHH.

4. BpUIO TNOKa3aHO, 4TO NPOPHUIAKTHYECKOE 3aAMECTUTEIIBHOE BBEACHUE
(akTOpa CBEPTHIBAHWS KPOBM TOJE3HO, J@KE €CIM YpPOBHHM (akTopa He
noaaepkuBaroTes Boiie 1 ME/Mi MOCTOSHHO.

Tabmuna 11. OnpeneneHrie MPOTOKOJIOB 3aMECTUTENBHOM Tepanuu PaKkToOpoM
CBEPTHIBAHUSI KPOBH

IIpoToxo. OnpeneneHue
Omm3oanueckoe («no | JleueHue, MpoBOAMMOE MTPU HATTMUMH KITMHUYECKUX
TpeOOBaHUIOY ) IIPU3HAKOB KPOBOTECUEHUS
JICYCHUE
HenpepoiBHasi NpopHIaKTHKA
IlepBuynas PerynsipHoe HEMPEPBIBHOE JICYCHUE™ HAYATO MPH
npodunakTuka OTCYTCTBUH 3aPETUCTPUPOBAHHOTO TOPAKEHUS KOCTHO-

XPsA-111€BOM TKaHU CYCTaBOB, OMPEACICHHOIO MO JAHHBIM
(hu-3uKaBHOrO 00CIICIOBAaHM S, METOI0B BU3yaJTU3alliHy,
¥ HA4aTo JI0 MOSBJICHUS BTOPOTO KJIMHUYECKH
OYEBUAHOTO OOJIBIIOTO KPOBOTEUYEHUS B CyCTaBaX U
BO3pacT 3 roga**

Bropuunas PerynsipHoe HENMPEPBIBHOE JIEYEHUE™ HAYATO MOCIIE 2
npodunakTuka win 00Jiee KPOBOTEUECHUH B KPYITHBIE CYCTaBBI™* 1 10
HaYaja 3aperuCTPUPOBAHHOTO BPAuoOM M
HNOJTBEPXKACHHOTO METOJAMH BU3yalTU3alluK
NOPAXKEHMSI CYCTABOB

Tpernunas PerynsipHoe HEMPEPBIBHOE JICYEHHE, * HAYATO NOCTIE

npodunakTka HaYaja 3aperuCTPUPOBAHHOTO BPAauoOM M OOBIYHOM
PEHTTEHOTPAMMO MOPAKEHUS CYyCTaBa

[TpepbiBUCTast Jledyenune ans npo(pUIAKTUKKA KPOBOTECYCHHN B TEUCHUE

(«meproguUecKasy ) nepuoaoB He Oosee 45 HEAenb B oA

npoduaakTka

* OmpenensieTcst Kak HENPEPbIBHOE JICUEHHE B TEYeHHE 52 HEOeNnb/To W IOJNyYeHHe
MUHUMAJILHOH alpHOPHO OMpeeIeHHON YacTOThl HH(Y3Uil B TeueHne He MeHee 45 Henenb (85%)
Ha rofl.

** BospIme CyCTaBbl: JIOABKKY, KOJIEHHU, Oeapa, JIOKTU U TUIeYH

5. HesicHO, Bce M MAIMEHTHI JIOJDKHBI OCTABAThCS HA MPO(PUIAKTUUECKOM
JICUYEHUH TIOCTOSIHHO, TIOKA OHU HE MEPEHIYT BO B3POCIYIO KU3Hb. XOTS HEKOTOPHIC
JAHHBbIE CBUJETEILCTBYIOT O TOM, YTO HEKOTOPbIC MOJIOJBIC JIHOAU MOTYT OBITh
3M0pOBBIMU 0€3 MPOPUIAKTUKHA, HEOOXOAMMBI JOMOTHUTEIBHBIE UCCIEAOBAHMS,
OPEXKIE YeM MOTYT ObITh JJaHbl YETKHE PEKOMEHAALIMH.

6. Y NaiueHTOB C MOBTOPHBIM KPOBOTCUEHHEM, OCOOEHHO B CyCTaBax-
MUILEHSX, KPATKOCPOYHAs MPO(UIAKTUKA OT YETHIPEX J0 BOCbMHU HEAETb MOYKET
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OBITH MPOBEIEHA, YTOOBI MpPEPBaTh LUK KPOBOTEUECHWH. OTO MOXKET OBITh B
COUYETAaHWH C UHTCHCUBHOM (PM3MOTEpANUEN WM CUHOBHOPTE30M.

7. IlpodmnakTrika HE BOCCTAHABIMBACT NOBPEXKACHHBIE CYCTABbI, OJIHAKO OHA
CHIDKAECT YaCTOTY KPOBOTCUEHUH M MOXKET 3aMEIJIUTh NPOTPECCUPOBAHUE
3a00JICBaHUS CYCTABOB U YJYUIIATHh KQUECTBO JKA3HH.

8. Ilpodunaktuka, KOTOpas MPAKTUKYETCS B HACTOSIIECE BPEMS B CTPAHAX, TE
HET OrPaHUYEHUI PECypCOB HA JOPOTrOCTOSIICE JICYEHUE W BO3MOKHA TOJIBKO MTPH
3HAUUTENIBHBIX PECYPCaX, KOTOPBIC BBIACIAIOTCS Ha JieueHre remoduimn. OQHaKo,
OHAa S3KOHOMMYECKH 3(QQEKTMBHA B JOJATOCPOYHOH MEPCIEKTHBE, MOCKOJIBKY
YCTPAHSET BBICOKUE 3aTPAThI, CBSI3aHHBIC C MOCJIEAYIOMIMM JIEYEHUEM OPAKEHHBIX
CYCTABOB M YJIYUILACT KAYECTBO YKU3HU.

9. B crpaHax €O 3HAQUYWTEIIBHOM HEXBATKOM PECYPCOB  HHU3KHE
npOo(UIAKTHYECKUE O3bl, KOTOPBIE AAFOTCS dYamie, MOTyT ObITh 3()()EKTUBHBIM
BapUAHTOM.

10. HccnemoBaHusi 3KOHOMHUYECKOH >PQPEKTUBHOCTH, HAIPABJICHHBIE Ha
BBISIBJICHUE MUHUMAIBHOW J03bl, HEOOXOAMMOH At oOecnedyeHusl JocTyna K
npo(UIaKTUKE BO MHOTHX CTPaHAX MHAPA.

Cxembl, 103bI

1. B HacTodmee BpeMs MCHOJB3YIOTCS JABa MPOTOKOJIA TPO(PUIAKTUKA, U3
KOTOPBIX €CTh TOJITOCPOYHBIE JAHHBIE:

- mpotokos Malmd: 25-40 ME/Kr Ha 103y BBOJAT TP pas3a B HEAEIIO JTHOISAM
¢ reMo(uiuel A v iBa paza B HEACIIO JIIOAIM ¢ remodunuei B.

- mpotokoa Utrecht: 15-30 ME/kr Ha 103y BBOAST TPH Pa3a B HEACIIO JIFOASIM
¢ reMo(uiued A v iBa paza B HEACIIO JIIOAIM ¢ remoduiueii B.

2. OmHAKO, €CTh MHOXECTBO PA3IMUYHBIX MPOTOKOJIOB MO MPO(UIAKTHKE,
JaXe B Mpeaenax OJHOW CTpaHbBl, W ONTHUMAJIBHBIN PEXUM €II€ IMPEACTOUT
OTPEACTUTb.

3. IIpoTokon nomkeH OBITh KaK MOYKHO 00Jiee MHAWBHY ATM3UPOBAHHBIM, B
3aBUCUMOCTH OT BO3pacTta, BEHO3HOIO JOCTyMNa, (PEHOTHNA KPOBOTCUECHMIA,
AKTUBHOCTH W HAIMYMS KOHIICHTpaTa (PAKTOpa CBEPTHIBAHMSI.

4. OnvH U3 BapUaHTOB JICYCHUS MAJICHBKHUX JIETEH 3aKITFOUAETCS B TOM, YTOOBI
HAYAHATH MPOPUIIAKTHKY Pa3 B HEJIEIO M YBEJIMUUBATh KOJIMYECTBO B 3aBUCUMOCTH
OT KPOBOTEUYECHHS X BEHO3HOT'O IOCTYTIA.

5. TlpoduiakTruueckoe JeYEeHUE Jydlle NPOBOAMTH YTPOM B IEPUOJBI
AKTUBHOCTH.

6. llpodunakTuyeckoe BBENCHME KOHICHTpaTa (HaKTopa CBEPTHIBAHUS
PEKOMEHIYETCA TMEpPe] YYaCTHEM B JEATEIBHOCTH C MOBBIMICHHBIM PUCKOM
NIOJTyYEHUS TPABMBI.

11.2. MOHUTOPHHT NPOPUIAKTHKH

Hcnonb30BaHus ~ OAHOTO  PEKMMA  MOHUTOPUHra  IPO(PUIAKTUKA
HEAOCTATOYHO, KOMOWHALMS KIMHWUYECKHAX, Ja0OPATOPHBIX M PAAMOIOTHUECKUAX
METOI0B oOecneunBacT 0osee YPPEKTUBHBINA MOAXO.
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11.3. Pexomenaanumn

1. Coveranne KIMHUYECKOTO U JTAOOPATOPHOIO MOHUTOPHUHTA HEOOXOIUMO Y
JETEH Ha MPO(UITAKTHKE.

2. CTaHAapTU3UPOBAHHBIE OLICHKM KIMHUYECKOTO OOCIIECIOBAHMS JOJIKHBI
OBITb BKJIFOYEHBI B MEPCHEKTUBHBIE OLICHKH COCTOSHUS —MalUeHTa Ha
npopunaktuke, Hanpumep, Haemophilia Joint Health Score score (Onenka
COCTOSIHMSI CYCTaBOB IPU FreMOQUIIHN ).

3. CobOnroacHue MPOPMIAKTAKA W SMHA30/bl KPOBOTECYEHUH HEOOXOIUMO
PETUCTPUPOBATS.

4. Camble HU3KHE YpOBHM (hakTopa AOKHBI ObITh M3MEPEHBI BO BpEMS
PYTHHHBIX BH3UTOB B KJIMHHUKY. [IpH OTCYyTCTBHMM KpPOBOTCUEHMIA MOIIAECPYKAHUE
camoro Hu3koro ypoeHs >1 ME/mn He Bcerma HeoOxomumo. MccnemoBaHus
NeproJia nojypacnana MoryT ObITh MOJIE3HBI, €CIM caMblii HU3KHU ypoBeHb FVIII
ocractcss <1 ME/Mn mpu OTCYTCTBUM HMHTUOMTOpPA A TOTO, YTOOBI MOMOYb
ONpPEACTUTh HAMOOJICE MOAXOMAIIMNA NPOPUIAKTUYECKUI  PEKUM,  €CIH
KPOBOTECUYEHHE HE KOHTPOJIUPYETCSL.

5. CnennanbHbIX TPEOOBAHUI PAAMOIOTMYECKOTO KOHTPOJIS CyCTaBOB HET,
€CJIA HET KOHKPETHBIX KJIMHUYECKAX MOKa3aHMil.

11.4. Benenue KpOBOTeYEHHil B MepHOA MexAy HHQy3ussMu (paxropa
CBEPTHIBAHUSI NMPH TreMOQWINH Yy MANMEHTOB, MOJYYaKLIHX PeEryJasipHyIo
NPOPHIAKTUKY

1. KpoBoreueHuss B mepuoj Mexay MHQY3UssMU (aKkTopa CBEPTHIBAHUS
JOJDKHBI JIEYUTHCS COTTIACHO JIOKAIM3ALUHU U TSHKECTH 0 MOJHOTO MPEKPALLICHUS.

2. [Tpodunaktuueckue CXEMBI JOJKHBI NEPECMATPUBATHCS
COOTBETCTBYIOIIUM 00Pa3OM.

11.5. /lomaminee JieueHune

1. Tam, rae 3TO 1€I€CO00Pa3HO U BO3MOKHO, MAIMEHTOB ¢ TeMO(uimei
HY>KHO JIEYUTb B JOMAIIIHUX YCIOBUSX.

2. JlomalllHee JICUCHUE NPEAOCTABISET HEMEIJICHHBINM MOCTyNm K (hakTopy
CBEPTHIBAHHUS KPOBHU U, CJIEJOBATENILHO, ONTUMAIIBHOE JICUCHUE HA PAHHEH CTaauu,
YTO MPUBOJMUT K CHUKCHUIO OOJH, TUCHYHKIMUU U JJIUTEbHOW UHBAJIMAN3ALUN U
3HAYUTEIBLHOMY CHU)KEHUIO JAHEH rOCUTAIM3all|iH 110 MIOBOLY OCIOKHEHUHA.

3. JlanpHeiiiee yaydnieHre KauecTBa >KA3HU BKJIKOYACT OONBIIYH) CBOOOIY
NEPEABIKEHUST M y4acTHe B (U3MYECKOH aAKTMBHOCTH, MEHbBIIEC MPOMYCKOB
y4eObl/paboThl, 1 OONBIIYO CTAOMIBHOCTD 3aHATOCTH.

4. JlomaliHee JN€YCHUE WICAIBHO NOCTHUTAETCS KOHILICHTpaTamH (akTopa
CBEPTHIBAHUS WJIM JPYTUMHU JIUOQWIM3UPOBAHHBIMU CPEICTBAMHU, KOTOPBIE
SIBJISIFOTCS O€30MACHBIMU M MOTYT XPAHUTBCS B JOMAIIIHEM XOJIOIUIbHUKE.

5. JlomaliHee Ie4eHne J0JKHO HAXOAUTHCS MO KOHTPOJIEM M HAOIOIEHUEM
reMarojiora W JO/DKHO HAUMHATBCA TOJBKO TOCHE 00pa3oBaTenbHOM W
npo(heCCHOHATIBHONM MOATOTOBKY MANMEHTA TMO0 €r0 POJAUTENCH.
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6. OOy4eHME JOKHO COCPEIOTOUUTHCS HA OOLIMX 3HAHUAX O TeMO(UINN,
PACIO3HAHUU KPOBOTECUYECHHMsS] M OOMIMX OCIOKHEHWH, MEPONPUATUSAX TNEPBOMH
NOMOIIM;, pacyera A03bl, MPUTOTOBIICHUW, XPAaHEHWH W BBEICHUM KOHLIEHTpATa
(akTOpa CBEPTHIBAHUS, ACCNTUKE, BBINOJHEHUM BEHEMYHKUMW (MU AOCTyNa K
LHEHTPAIbHOMY BEHO3HOMY KATE€TEpy), YUETe, HAMICKAEM XPAHCHUU U
YTHJIU3ALWN UTT/OCTPBIX MPEAMETOB U 00pabOTKE pa3iiiBa KPOBH.

7. TlauvieHTBl WMAM POOUTENM JNOJDKHBI XPAaHWUTH 3aNUCH OTHOCUTEIIBHO
KPOBOTCUCHHI (OyMaXHBIE MM SJEKTPOHHBIC), KOTOPBIE BKJIKOYAKOT JaTy H
JOKATM3ALAI0 KPOBOTEUYEHHsSI, 03y W HOMEP NapTUU MPOAYKTa, KOTOPBINA
OPUMEHSIICS U MOOOYHBIE FP(DEKTHI.

8. TexHuka WH(]Y3UM W 3aMUCH OTHOCUTEIBHO KPOBOTCUEHWH JOJIKHBI
NEPECMATPUBATHCS U KOHTPOIMPOBATHCS BO BPEMS CIIEAYIOIINX BU3UTOB.

9. lomalliHee ne4eHnE MOKET HAUMHATBCS Y MAIICHBKUX IETEH € aIEKBATHBIM
BEHO3HBIM JOCTYNIOM M C MOMOIIBK) MOTMBHPOBAHHBIX YJICHOB CEMBH, KOTOPBIE
OPOLLIM COOTBETCTBYIOIIYIO MOATOTOBKY. J€TH cTapiiero Bo3pacta U NOAPOCTKA
MOTYT HAyYUThCS CAMOCTOSITENIbHO MPOBOANTE UH(PY3UIO MPU NOIIAEPIKKE CEMBH.

10. WmnnantupoBaHHbli mpuOop Anst BeHO3HOro aocryma Port-A-Cath
MOKET OOJIEMYUTh UHBEKIIUU U MOKET ObITh HEOOXOMMBIM ISl MPOMUIAKTUKH Y
JeTel MITAAIIEro BO3pacra.

11. OgHako, pucKH Ornepanuu, MECTHAsE THPEKIUS U TPOMOO3, CBA3aHHBIC C
TAKUMH YCTPONCTBAMHU HEOOXOAMMO COTOCTABIATH C MPEUMYILIECTBAMH, HAYMHAS
WHTEHCUBHYIO MPO(PHUIAKTUKY HA PaHHEN CTaauu.

12. YCTpoHCTBO BEHO3HOTO AOCTYIMA JOJDKHO TINATEIBHO OYMINATHCS M
aJCKBAaTHO TMPOMBIBATBCA TMOCHE KOKAOTO BBOAA, 4YTOOBI MPEAOTBPATHUTH
00pa3oBaHKE CTYCTKOB.

11.6. /lomaminee JiedyeHue U NPOPHIAKTHKA

Bo3Mo)kHO mpoBeACHUE MPOPUIAKTHUUECKOTO JICUEHHS B JIOMAIIHUX
YCJIOBUSIX OOYYCHHBIMH JIUIAMU (POJUTETN MO0 caMUM PEOCHKOM-TIOAPOCTKOM ).
YcneurHas npopuiakTHKa B JOMAIIHUX YCIOBUSAX BKIFOYAET HECKOJIBKO KITFOUEBBIX
KOMITIOHEHTOB:

- METO/Ibl BEHO3HOT'O JIOCTYTIA,

- obecrevyeHue JOCTYMHON MOCTAaBKM KOHILIEHTpaTa (akTopa CBEPThIBAHUS
KPOBHU U OJJHOPA30BBIX MHCTPYMEHTOB,;

- OCBEIOMJICHHOCTh O HAQIJIC)KAIIEM XPAaHCHWM M O€30MacHOW yTHIM3ALWU
UCTMOJIb30BAHHBIX MPEAMETOB;

- cOOp AeTaIbHBIX JaHHBIX,

- YYTKOCTb K PEOEHKY € MCUXOJOTMUYECKUM 1 SMOLIMOHATIbHBIM TUCTPECCAM;

- OCBEJOMJICHHOCTb O CHMITOMAX CHEHU(PUUECKUX CIOHTAHHBIX U
TPABMATUUYECKUX KPOBOTECUCHUI 1 HEOOXOAUMOCTD UX JICUCHHUS,

- 3HAHUE TOT0, KaK U KOTa 00paTUThCS 32 KOHCYJIbTallel K CIEIUAICTY 0
reMouamnm.



46

Pexomenmaumnun

1. Pannee oOpa3oBaHue u 00y4YeHHE MO MPOPUIAKTHKE SIBISIETCS BAKHBIM
KOMIIOHEHTOM BEACHHS TeMO(UINHA Y MAJICHBKOTO PEOEHKA U €r0 CEMBH, H JIy4llIe
BCEro 00€CMECUMBACTCS B paMKax MYJIbTHAMCHMIUIMHAPHOM KOMAHIBI IO
reMoummnm.

2. Yyactue 000MX pOAUTENCH B 3TOM MPOLECCE TOJHKHO MOOIIPATHCS, TAE 3TO
BO3MOKHO.

3. JIIATENBHBIE W PETYISPHBIE KOHTAKTBI C CEMBEH C PETYJSIPHBIM
NEPECMOTPOM  NPODUIAKTUKA HMMEIOT BAXHOE 3HAUEHWE JUII  PAHHETO
pacro3HaBaHus TPoOJiEM ¢ MporpaMMamMu JOMAaIIHEH TPOQUIaKTUKA.

4. HeoOX0aMMo CcOoriacoBaHue ¢ PU3NYECKUMU JIMIIAMH U C UX CEMbSIMU 10
(¢u3nyeckoil KyapType U cnopTy. COPEeBHOBAHUS MO KOHTAKTHBIM BHJAM CIOpPTA,
0COOCHHO Y ManueHToB cTapue 10 JIeT, yBeMUYUT PUCK TEMApPTPO3a U apTPONATHH,
CHOPT C BBICOKMM PUCKOM TPaBMBbI T'OJIOBBI CIEAYET M30erarh B JIFOOOM BO3pPACTE.
AJIBTEPHATUBHYKO) AKTMBHOCTb, TAKYK) KaK BHIbl CIIOPTA C PAKETKOM, JETKYIO
aTJICTUKY WK TJIaBAHUE CIIEAYET MOOLIPATh, 3TO OOJIErYacT MOJIHOE YYacTHE B
HIKOJIbHBIX MEPOTNPHUATHSAX C POBECHUKAMH M CIIOCOOCTBYET PA3ZBUTHIO OMOPHO-
JBUraTENIHOTO anmnapara u Xopomemy oO0eMy 310pPOBBIO.

HHI'MBUTOPHASA ®OPMA TEMOPUJINN

Narndéuropsl

1. «HMuaruburop» npu remopwnum kacaetcs anturen [gG, KoTOpbIE
HEUTPaIM3YIOT (PAKTOPBI CBEPTHIBAHUS KPOBH.

2. B Hacrosuiee BpeMs, KOTJa KOHUEHTpaThl (pakTopa ObUIA MOJBEPTHYTHI
COOTBETCTBYIOLIEH HHAKTHBALMKY BUPYCOB, MHTMOUTOPBI F VIII wim FIX cunrarorcs
Han0o0Jiee CUIIBHBIMU OCJIO’KHEHUSIMU, CBSI3AHHBIMH C JICUEHUEM TEMOPUITHH.

3. Hanuume HOBOrO MHTHOMTOpA CIIEMYET 3aN0I03PUTh Y JH0O0r0 MAUEHTA,
KOTOPBIN KJIMHAYECKU HE OTBEYACT HA (DAKTOP CBEPTHIBAHHS KPOBH, OCOOCHHO, €CIT
paHbLIE OH OTBeHal. B 3TOl cuTyaumm nenecoo0pa3Ho UCCIIEA0BATh STUMUHALIMIO
Ae(UIUTHOTO (PaKTOpa CBEPTHIBAHKWS KPOBH Yy MALMEHTA U CPABHUTH OXKHAAEMOE
BBI3JJOPOBJICHUE U TIEPHUOJ IOJypacnaaa BBEAEHHOTO (PakTopa CBEPTHIBAHUS KPOBH.
Kak mpaBuiio, BBISBISIETCS 3HAYMTEILHOEC YMEHBLIEHWE NEPUOAA MOdypacmnana
BBEJICHHOTO (pakTopa.

4. VHruOWUTOpHl 4Yamie BCTPEYAKOTCS y MALMECHTOB C TDKENOW (Qopmoi
reMoOQWINKA MO CPABHEHWIO € MAIMEHTAMU C YMEPEHHOW WM JIErKOW (opmoit
reMmounmnm.

5. CoBOKyNHBI YpOBEHb (TO €CTh PHUCK B TEUCHUE >KM3HU) Pa3BUTHI
WHTAOUTOpa NpH TsHKENoH (popme remodunnu A Haxoautes B npeaenax 20-30% u
npuMepHO 5-10% npu yMepeHHON Win Jerkoi (GopMme 3a00EBaHUS.

6. Ilpu Tspkenoit ¢opme remopuimm A CpeaHW NEPUOJ  Pa3BUTHS
WHTAOUTOpA COCTABISCT TPU TOJa WM MEHBUIE B pa3BUThIX crTpaHax. [lpm
cpenneii/nerkoit  popme remoduaum, 310 Omwke k 30 rogaM, M 4YacTo
paccMarpuBacTCs B CBA3M ¢ HHTEHCUBHBIM BBeAeHueEM F VIII npu onepanuy.

7. Ilpu Tsxenoi popme reMopuany HHTruOUTOPBI HE MEHSIFOT JIOKATH3ALMIO,
YAaCTOTY M TSHKECTh KpOBOTeUeHUsL. [Ipn yMepeHHoi uim nerkoi gopme remopumu
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WHTAOUTOP MOXET HEHTPATM30BaTh SHAOTEHHO CuHTe3upoBaHHbId FVIIL, Tem
cambIM 3((PEKTUBHO NpeBpamias PEHOTHUI MAIMEHTA B TSHKEIBIH.

8. IIposiBneHuns: KPOBOTEUYECHHUS NMPU YMEPEHHOM/NErKoi (popme remodunum,
OCJIO’)KHEHHOW MHTHOMTOPOM, BCE Yalle HATOMHHAKOT MPOSBIICHUS Y MALMEHTOB C
npuoOpeTeHHoN remoduimeii (B ¢Ba3u ¢ ayro-anturenamu Kk FVIID), ¢ 6onbmmm
npeodIaJaHueM KPOBOTCUEHUI KOXKU U CIM3UCTBIX 000J0UYEK, YPOTCHUTAIBHOTO U
JKEITY AOYHO-KAIIEYHOTO TpakTa. ClneaoBaTeNbHO, PUCK TSDKEIBIX OCIOKHEHWHA W
JaKe CMEPTH OT KPOBOTCUEHHI MOTYT ObITh 3HAUUTENBHBIMU Y 3TUX NAL[UCHTOB.

9. UHruOuTopel ropa3fao peke BCTpevaroTcs npu remoduimu B, TO ecTh
MeHee ueM y 5% e ¢ reMoQuIInei.

10. Bo Bcex cnyyasx MHTMOMTOPBI 3aTPYAHSIOT JICYCHHUE C 3aMEIICHUEM
KOHUEeHTparta (akropa. [TauneHTel HA JIeYeHHHA (PAKTOPOM CBEPTHIBAHUS JOJIKHBI
OPOHTH 00CIIEIOBAaHUE HA PA3BUTHE HHTUOUTOPA.

11. IloaTBepKACHUE HANWYXS HHTUOUTOPOB U KOJIMYECTBEHHOE ONPEACIICHUAE
TUTPA TPOBOAAT B JTAOOPATOPHM, KEJATEIBHO C WCHOJB30BaHMEM Nijmegen
MOAU(PUIMPOBAHHBIX TECTOB bete3au.

12. V pereli ”HrUOMTOPHI AOIKHBI HCCIIEA0BATHCS OJUH pa3 B MATh THEH B
teueHue 20 nHel BBeJcHUs, Kakaplii 10 nenb ot 21 no 50 aHsA BBeACHUS W, 1O
KpaitHeil Mepe, aBa pasza B roa 10 150 BBeneHuil BO BpeMs Tepanuy MpoPUIakTUKH.

13. ¥V noapocTkoB, y KOTOpeiX Ooniee yem 150 BBeaeHuil, kpome 6 - 12
MECSYHBIX OCMOTPOB, Jt00asi HEyJaya OTHOCUTENIBHO OTBETA HA AJCKBATHYIO
3aMECTUTEIBHYI0 TEPAMUI0 KOHLIEHTPATOM (paKkTopa y TMAUWEHTa, KOTOPHBIH
OPEIBAPUTEIILHO OTBEYAI Ha JICUEHHWE, SBISIETCS MOKa3arelieM JJisl OLICHKH
UHTUOUTOPA.

14. V3mMepenne MHTrHOMTOpAa HEOOXOAMMO MPOBOJWTH Y BCEX MALIMECHTOB,
NOJTyYArOIUX MHTCHCHBHOE JICYCHUE B TECYCHHWE CBBILIEC IMSITH JHEH, B TCUCHUE
YETBIPEX HENENb MOCIIE MOCICAHEH HHPY3HN.

15. HruOuTOpsl TakKe JOJDKHBI OBITH OLEHEHBI A0 OMEpalH WM, €CIH
aHaJIM3bl BOCCTAHOBJICHUS HE OBUIA TAKAMU, KaK 0KHAI0Ch.

16. Huzkuii HHTUOUTOP OMpPEAEsETCs KaKk YPOBEHb MHTMOMTOPA, KOTOPHIA
CTall ompeneniaThes Ha ypoBHe <5 BE/mMi, B TO BpeMs Kak BBICOKME YPOBHHU
WHTAOUTOpA ONpeacysitoTes Kak > 5 BE/m

17. Bbicokne ypOBHM WHTHOMTOPOB, KAaK MPABWIIO, YCTOWUYMBBEL. Ecim He
JIEYNTh B TECUEHUE IJIUTEILHOTO MEPUOJA, YPOBHHA TUTPA MOTYT YIACTh WIH JAXe
CTaTh TAKUMH, YTO HEBO3MO>KHO MX BBISIBUTh, HO Oy IET MEPUOINYECCKUI BTOPAYHBIN
UMMYHHBI OTBET B TEUCHUE TPEX-MATH THEH MOCIE BBEACHHS ACPULMTHOIO
(hakTopa CBEPThIBAHUSI KPOBH.

18. HexkoTopble MHTHOMTOPBI C HU3KAM TUTPOM MOTYT ObITh BPEMECHHBIMM,
ucye3arb B TEUYEHUE IIECTH MECALUEB C MOMEHTA NEPBOHAYAIBHOTO
3aI0KyMCHTHPOBAHMs, HECMOTPS Ha HEJaBHUE MNPOOJEMBI C AHTUICHAMH
KOHIIEHTpaTa (akropa.

19. MHruOuTOophl ¢ OYEHb HU3KAM THTPOM HE MOTYT OBITH OOHAPYKEHBI C
NOMOLIBIO aHAM3a HHTMOUTOPA beTe3u, a TONBKO MO MJIOXUM BOCCTAHOBJIEHUSIM
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W/WIM COKpallleHHbIM nieproam nonyBbiBeneHus (T 1/2) nocne BeeaeHus paktopa
CBEPTHIBAHMSI.

Jleyenune kpoBoTeYeHHS

1. JleueHne KpPOBOTCYCHHMI Yy MALMEHTOB C WHIUOMTOPAMH JOJKHO
NPOBOANTHCS B KOHCYJIBTALMU C LIEHTPOM, TJI€ €CTh OMBIT JICHEHUS] HHTUOMTOPOB.

2. Beibop npoaykTa JiedeHrsl JOIKEH OCHOBBIBATHCS HA TUTPE MHIMOUTOPA,
3aMACAX KIMHUYECKOTO OTBETA HA MPOAYKT, a TAKKE HA JIOKATA3ALUN U XapaKTepe
KPOBOTCUEHHSI.

3. ITaiiMeHTOB ¢ MHTUOUTOPOM C HU3KAM OTBETOM MO>KHO JICUUTH C TOMOILBIO
cnenu@puuecKkoi 3aMeHbl (akTopa mpHu ropasfgo 0oJiee BBICOKMX J03aX, €CIIHA 3TO
BO3MO>KHO, YTOOBI HEHTPAIM30BATh MHTUOUTOP (PAKTOPOM YPE3MEPHON AKTUBHOCTH
¥ OCTAHOBHUTH KPOBOTCUEHHUE.

4. ITanmeHTOB ¢ MHTMOUTOPOM BBICOKOTO OTBETA B AHAMHE3E, HO C HU3KUM
TUTPOM MOYXKHO JICUMTh AQHAJIOTUYHO B YPE3BBIYAWHBIX CHUTyalMsX, MOKA HE
BO3HUKHET BTOPUYHBI MMMYHHBII OTBET, KaK MPABUIIO, B TCUEHUE TPEX-MSATH JHEH,
YTO UCKJIKOYACT JAIBHEHINEE JICHCHHE KOHLICHTPATAMU, KOTOPBIE COAEPKAT TOJIBKO
OTCYTCTBYIOIIMUI (akTop.

5. Cunoii FVIII, nony4eHHbIH U3 TU1a3Mbl CBUHEH, 3P(PEKTUBEH B OCTAHOBKE
KPOBOTEUYEHHSI Y HEKOTOPBIX MALMEHTOB. [Ipenapar Ha OCHOBE MIa3Mbl B HACTOSIILIEE
BpEMSI 3aMEHEH PEKOMOMHAHTHBIM KOHIIEHTpaToM cBUHOTO FVIII B knmmHuueckux
UCTIBITAHUSIX.

6. Y mauueHToB ¢ ypoBHeM uHrubOutopa >5 BE s¢dexrtuBHa Tepanus
CBEPXBBICOKHMH J03aMHU KOHLICHTPATOB CBEPTHIBAHUS KPOBH.

7. ANbBTEpHAaTUBHBIE CPEACTBA  BKJIIOYAKOT TaKHE CPEACTBA  Kak
pexkoMmOuHanTHbIA (akrop VIla (rFVIIa) m koHUEHTpaTel TPOTPOMOMHOBOIO
kommiekca (KIIK), B Tom umcie axktuBupoBanHble (Gopmbl (AKIIK) sBasitoTcs
3((PEKTHBHBIMU Y TALMEHTOB C BBICOKUMH THUTPaMU WHTAOMTOpPA, OCOOEHHO B
Tepanui 10 TpeOoBaHMKO (MO  (aKTy KPOBOTECUEHUS), T.K. SBJISIOTCSA
HIYHTUPYIOLIMMH.

8. DddextuBHocTh AByX 103 rFVIla u omnnoi no3el AKIIK mist neueHus
KPOBOTCUYEHHI CyCTABOB SKBUBAJICHTHHI.

9. OnHaKOo, HEKOTOPKIE MANMEHTHI JYUIIE OTBEYAKOT HA OJTHO CPEACTBO, YEM
APYTUE, YTO CBUACTENBCTBYET O HEOOXOMMOCTH WUHAWBH Y ATM3UPOBATH TEPATIHIO.

10. AHAaMHECTMYECKMH HMMMYHHBIA OTBET HA LIYHTHPYIOLIYK) TEPAIUIO
ClIEAyeT OKHMIaTh y NanuueHToB ¢ remodpuimed B u uarnoutopom FIX, kotopbie
NOJTYyYar0T KOHLIEHTPATHI TPOTPOMOMHOBOTO KOMITIIEKCA, OYIb TO aKTUBUPOBAHHOTO
WM HET, TOCKOJIBKY BCE 3TH KOHLEHTpATHI coaepskar FIX.

11. DddekTHBHOCTE HMMMYHOCYNPECCUBHON Tepanuu y MAalMEHTOB C
WHTHOUTOpaMU Ha CETOJHSAINHWI JEHb HE NOKA3aHA B CBSI3W C PA3HOPEUMBBIMHU
JaHHBIMU O €€ 3PPEKTUBHOCTH.
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Nuaykuusi MMMYHHOI TOJIEPAHTHOCTH

1. V GonbHBIX ¢ Tsoxenoi (popmoii reMmodunnu A yCcTpaHEHUE HHTMOUTOPOB
4acTO BO3MOKHO MyTEM MHAYKIIMK UMMYHHOU TonepantHoct (MUT).

2. Ilepen tepanueinr UMT mauueHTHl HE AOMDKHBI MONTYYaTh KOHLICHTPATHI
FVIII, B Tom uucne npenaparel AKIIK, KOTOpBIE MOTYT COAEpPKATh HEAKTUBHBIE
mosiekysibl FVIII, uroObl TUTPEI HHTHOMTOPA yHaau | 4TOObI H30€KaTh CTOWKOIO
AHAMHECTUYECKOIO IO IbEMA.

3. OrBer Ha UHUT moxer ObITh MEHEEe ONaronpusiTHBIM y TALMEHTOB C
YMEPEHHOM/1Ierkoit popmoii reMmopunmu.

4. OnsiT padotel ¢ naumeHTamu ¢ UM T no moBoxy mHruOuTopa reMmopuinu
B orpanunuen.

5. Y naumeHToB ¢ reMmodunueii B ¢ ”HrMOUTOpaMu B aHAMHE3E, C TSKEITBIMU
AIIEPrUYCCKUMH peakuusiMu Ha FIX MoxeT pa3BUThCS HEPPOTUUECKHIA CUHAPOM
B0 Bpemst UUT, KoTophlil HE Bceraa siBisieTcsi OOpaTHBIM MOCIE MPEKPAILCHUs
tepanun  MMAT.  AnpTepHaTUBHBIE  CXEMbl  JIEYEHUS, B TOM  YHUCIIE
UMMYHOCYTIPECCUBHAS TEPANusl, KAK COOOIIACTCS, SIBJSIOTCS YCIIEITHBIMU.

Pexomenmauuu:

- WHAYKIHAST UMMYHHOH TOJICPAHTHOCTH PEKOMEHAYETCS y MALUEHTOB C
Tsokesnol  (opmoit remopunum A W yCTOHYMBBIM HMHTUOMTOPOM, KOTOPBIN
NPENATCTBYET MPOPUIAKTAKE WIIH JICUEHUIO KPOBOTEUEHHWH CTAaHAAPTHBIMA J03AMHA
FVIII,

- BeposATHOCTH xopouiero pesynasrara MHUT wmoxer ObITh OLEHEHA C
UCIOJb30BAHUEM MMUKOBOIO THTPa MHIMOMTOpPA B AHAMHE3€ W HAYAIBHOIO TUTPA
(Hm3kmi puck: <200 n <10/M7, COOTBETCTBEHHO ),

- MUT nomxHa ObITh HA4YaTa Kak MOKHO OBICTPEE IMOCIE MOATBEPKICHUS
uHruouTopa u koraa Tutp <10 BE / mu;

- €CJIM TUTP HHrMOUTOPa > 10/MJ1 HA MOMEHT YCTAHOBJICHHSI IMArHO3a, HAYAJIO
JIOJHKHO OBITh OTIOXEHO, Moka OH He ynan Hmwke 10 BE/mMn. Ecnm storo He
IPOM30LLIO yepe3 1 yac, BHUMaHUE TOJKHO OBbITh yaeneHo Hayany MAT;

- €CJIi TUTP MHruouTOpa B anamuese <5 BE/mn, UUT HeoOxoamMo Havath B
no3e 50 ME/kr uepe3 eHb,

- €CJIM UCXOAHBIN TUTP mHruOuTopa <10/mi u nuk B aHamHe3e <200 BE/mn
HUUT nyxHo HaunHath ¢ 100 ME/kr/cyTkn, ecnn muk He <5 BE/mMn (cM. BeIe),

- €CIM HavyaJlbHbI TUTp mHruOuTopa > 10 BE / M1 unu uctopuyeckuii ik
>200 BE / mn, UUT nomkna HaunHathes ¢ 200 ME/kr / cyTku;

- ecim pexum HUUT 50 ME/kr wepe3 aenp wim 100 ME/kr/cyTku
OCIIO>KHSIETCS KPOBOTEUECHHUEM, [03y HYXKHO YBEIMUYMBATH Mo3TanHo a0 200
ME/KI/CyTKM 10 TOCTHKEHUSI KOHTPOJIMPOBAHUS KPOBOTCUEHMUS,

- UHAYKLHSI UMMYHHOH TOJIEPAHTHOCTH JOJKHA MPOAOIDKATHCS 10 TEX TOP,
MOKa HEe OyJEeT yOeAUTENbHON TEHACHIIMK K CHIKCHHIO TUTpa MHruouropa (20% 3a
6-MECSAYHBIN MEPUOJ MOCIE JOCTHXKEHUS NTUKA TUTPAa MHIHOMTOPA) U HEOOXOAMMO
u30erarb nepepeiBa B UUT;
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- CHWDKEHME JTO3bl MOXKET PACCMATPUBATBCS Y MALMEHTOB C HU3KUM PUCKOM,
KAaK TOJIKO TUTP bere3ny ¢ BBIMBIBAHMEM OTPHULIATENIbHBIA [Ba paza MOAPSAI U
camblii HU3KUI cyTouHBIHA ypoBeHb FVIIL > 1 ME/mnn. loza FVIII nomxHa ObITH
YMCEHBILIEHA C COXPAHEHWEM HAWMEHBLIETO CYTOYHOro ypoBHs >1 ME/an m
MUHUMHU3AUMENR KPOBOTEUEHUI B MepuoA  Mexay uHpy3usmu  ¢akropa
CBEPTHIBAHMS,

- kak tonbko gno3a FVIII chmxkaercs mo <50 ME/kr 4depe3 neHb npu
coxpaHeHun HanHu3mero yposus FVII >1 ME/an wnum nonypacnan FVIII nmocne
BBIMBIBAHUS COCTABJISIET >7 4, MAMEHT MOKET CUUTATHCS TOJCPAHTHBIM,

- €CITM HEJOCTATOYHOE CHIKEHUE TUTPa MHruOuTopa (CHmkeHue Ha 20% B
TEYCHHE O-MECAYHOTO TMEPUOMA), MOKET OBbITh PACCMOTPEHA AJbTEPHATUBHAS
cTparerus. Bapuantel BkatouyaroT yBenmueHue n03bl FVII, BBemenme pdF VI,
UMMYHOCYIIPECCUIO  puTykcumMaOom winm  npekpamienus HWMUWT. Ecou  Her
AZICKBAaTHOI'O OTBETA B TEYEHHE O MECSLEB IMOCJIE BBOJAA BTOPOM JIMHUM TEPAIvU,
HNUT HeoOX0AMMO MPEKPATHUTE;

- 0c000€ BHHMAHUE JOJDKHO OBITh YJEICHO MOMNBITKE HHIYLHPOBATH
UMMYHHYIO TOJICPAHTHOCTh Y TMAaUMEHTOB ¢ remopunueit B, yuurtbBas
OTHOCHTEJIbHO HU3KHE MOKA3aTENN OTBETA M PUCK aHA(WIIAKCUU U HEPPOTHUECKOTO
CUHIpPOMA,;

- y OOJBHBIX C JIETKOH/yMEPEHHOM reMopuiineii A 1 MHTHOUTOPOM MOIBITKA
00XO0HOr0 Ipenapara A0KHO MPeAIECTBOBaTh paccMoTpennto MUT, mokaszarenu
ycrexa KOTOPO#l ABJISIFOTCS HU3KAMH B OTOU TPYIIIIE,

- y OOJIBHBIX C JIETKOH/yMEPEHHOM remopuimeii A 1 THTUOUTOPOM, KOTOPBIE
ACCOLMUPYIOTCA C (PEHOTUNOM KPOBOTEUCHHUS, AHAJIOTUYHBIM MPUOOPETCHHOMN
remounn A, He0OXOUMO PaCCMOTPETH MOMBITKY HMMYHOCYITPECCHH,

- HWHAYKOWS WMMYHHOW TOJIEPAHTHOCTH [JOJDKHA MPOBOAUTHCA TOA
HaOmoaeHreM LleHTpa reMoQuiIim ¢ OMBITOM B JICHEHUM HHTUOUTOPA.

IlepeBoa manMeHTOB HA HOBbIC KOHLIEHTPATHI

1. ¥ nopaenstomero OOIbIIMHCTBA NALMEHTOB MEPEBOJI HA APYTUE CPEACTBA
HE MPUBOANT K PA3BUTHIO MHITUOUTOPA.

2. OnHaKo, B OTACIBHBIX CIyYasX, IPH BBEICHUN HOBBIX KOHLIEHTpaTOB F VIII
y PaHEe JICUEHBIX MALUEHTOB PA3BUIUCh HHTUOUTOPBI.

3. Y 3THUX MALKMECHTOB MHTMOWTOP, KAK MPABUIIO, UCUE3ACT MOCIE OTMEHBI
HOBOTO Ipenapara.

4. ITanmeHThI, KOTOPBIE IEPEXOIAT HA HOBBIM KOHLIEHTPAT (PAKTOPA, JOTKHBI
KOHTPOJIMPOBATHCS HA PA3BUTUE UHTUOUTOPA.

12. AUCHAHCEPU3AIIUA U PEABWJIUTALIMA BOJIBHBIX C
TEMO®UJIMEN

Bce GonbHbIE TeMO(pUINEH TOKHBI OBITh HA TMCIAHCEPHOM YYETE Y Bpaya-
reMaroJiora, HOCTOSSHHO UMETh NP ce0€ TOKYMEHTHI, T€ YKa3aH TOYHbIH qUardos,
HAIAYME WHIMOMTOpa, TpyINa KpPOBH, PE3YyC-NPHHAIC)KHOCTh, KOHKDPETHBIC
PEKOMEHJAMK HA CIyYail KpOBOTCUEHUSI.
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Peabunmuranms 1 CaHaTOPHO-KYPOPTHOE JICUEHUE OCIOKHEHUH reMO(uInu
NO3BOJIIFOT 3HAYMTEIBHO MPUOCTAHOBUTH, 4, MHOTZA, W MPEAYNPEIUTh MPOLECC
VHBAMIM3ALANA TMAUUEHTOB. KOHKPETHbIE €ro BHIBl JOJDKHBI HA3HAYATHCS
reMarojioroM  BMeCTe ¢ (Qu3noTepaneBTOM. B OTHOENBHBIX — Cllydasx
(U3NOTEpaneBTUYECCKUE  TPOUEAYPHl  MPOBOJMATCA  MOA ~ HPHKPBITHEM
reMOCTaTUYECKUX NpenaparoB. i YKPEIUICHUs MBIMICYHOW CHUCTEMBI, OMOPHO-
JBUraTeNIbHOIO anmapara nokasansl jedeOHas (PU3KyIbTypa, MacCax, IIaBaHUE.

[IpennaraeM NOpPUMEPHBIA TPOTOKON (PU3HOTEPANEBTHYECKOTO JICUCHHS
OCTPOT0 M XPOHMYECKOIO PELUUAMBHPYIOLIETO TreMaprpo3a y OOJNBHOIO C
reMopuInei.

JIHu nedenust (OT HaYaIa K30/ TEMapTPo3a)

Tepanusd 1 2 4 5 6 7 | 810 | 11-21

3
VBU 1 O [
Onextpodopes ] L1 OO0

JIOK (maccax) | g

bacceiin | |

Puc.2. TIpoTokoa JiedeHHsT NEPBUYHOrO, OCTPOro TeMaprpo3a y OOJbHOIO
reMmop e

JIHu nedeHus (OT HaYaIa AMU30/1a TEMapPTPO3a)

Tepanus 1 2 3 4 5 6 7 8 9 10 1211_
VBU 1 O
Anmimkanun

JUMEKCHIA Y/1, | Bcero

- wm 1 0O O Ne8-10

dboHodopes
JIOK (maccax) | |

Hecreponnnsie
ITPOTHBOBOCIL. CP- |
Ba*

* - oproden, BonpTapeH, uOynpodeH u ap. — 1,5 Mr/kr

Puc.3. TIpoTokon nedyeHuss OONBHOrO TeMO(UIMEH ¢ PElUANBHPYIOIIMMHA
reMapTpoO3aMu, TMIEPTPOPUIECKUM CHHOBUTOM
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13. TIPOPMJIIAKTUKA
ATpaBMaTH4HbII 00pa3 >KU3HU C PAHHETO JIETCTBA. 0OecrneueHrue OObHOMY
YCJOBUM, KOTOPBIE Obl CBOAMIN K MUHUMYMY BO3MO>KHOCTb TpaBMbl. [IpaBusibHast
npodopueHTanus: BbIOOP NpoeCcCur, HE CBA3AHHONW ¢ (PU3MYECKOM HArpy3Koh u
BBICOKOH yrpo3oi TpaBmaru3auuu. He Ha3Hawarte mnpemaparsl, 00Jagaronime
J€3arpeEralliOHHBIMA CBOMCTBAMM (AUETWICATULIMIOBAS KUCIOTA U JP.), 4 TAKKE
BHYTPUMBIIICYHBIE HHBEKIIUH.

14. TEHETUYECKHUE TECTbBI U IIPEHATAJIBHASA INAT'HOCTUKA.

1. I'me BO3MOKHO, MPEMIAracTcsi MPOBEJACHUE TECHETUYECKMX TECTOB Ha
CTaTyC HOCUTEIIS PUCKA Y YJICHOB CEMBH JIFOACH C reMOPUINEH KEHCKOTO T0JIa IS
0OJIErYeHHsl TEHETUYECKOr0 KOHCYJBTUPOBAHUS, a TAKXKE, MO SKEJIAHUIO CEMBH,
OPOBEJACHHUE MPEHATATLHOM TUArHOCTHKH.

2. JJHK-anamm3 w™yTrammii s ONPEACIICHUST KOHKPETHOW MyTallWH,
OTBETCTBEHHOU 3a TeMO(WIMIO B KOHKPETHOH CEMBE, CTAHOBUTCS TEXHHUYECKU
OpolIe W 3HAYUTENBHO 0OJee PacHpOCTPAHCHHBIM. OTO OOJETYAET BBISBICHUE
HOCHTEJIEH W MPEHATATIBHYIO TUArHOCTHKY IJ10/1a MY>KCKOTO TOJIa.

3. T'eHeTHYECKOE KOHCYJIETUPOBAHUE SIBISIETCS KIFOUEBBIM, 4TOOBI TOMOYb
JHOASAM € TeMO(DUINEH, HOCUTENSIM B KX CEMBSM CIENATh 00JIEE OCO3HAHHBIN BBIOOD.

4. TlpenaranpHasi AMArHOCTHKA OOBIYHO MPEUIATacTCsl MPU PACCMOTPEHUU
BOMpPOCAa O NPEPHIBAHUKA OCPEMEHHOCTH, €CJIM BBISBICHBI TOPAKCHUS IUIOMA.
OnHaKo, €€ MOYKHO MPOBECTH € TEM, YTOOBI TOMOYb CEMbE TOTOBUTH U MJIAHUPOBATH
poabl. [Tomorik mpu pojax cnocoOCTBYET U30CIKAHUIO TOPAKEHUS TIJI01A.

5. Tlon njmoma MOXET OBITH OMNpPENEiIeH C ucnojb3oBanuem [P Y-
XPOMOCOMBI B MAaTEPUHCKOH IMJ1a3ME/CBIBOPOTKE MOCIHE 7-9 Henenb OEPEeMEHHOCTH
unu ¢ nomotibio Y3U ¢ 11 Henenu OepeMEHHOCTH.

6. buoncus xopuona (CVS) sBisieTcs OCHOBHBIM METOJOM TMPEHATATLHOM
JVUArHOCTHKM W JIydlle BCEro €€ naenarb Ha 9-14 Henmene OEpEMEHHOCTH.
[TpoBeneHue OUONCHM MOXKET aCCOLMUPOBATHCA C YBEITMUYCHHUEM OCJIOKHEHMIA,
BKJTFOUYAsl aHOMAJIMK PA3BUTHS KOHEYHOCTEH 1012,

7. AMHHMOLIEHTE3 MOXKHO cienaTh Ha 15-17 Henene OepeMEHHOCTH.

8. BaxHO 3HaTh W NPUACPKHUBATBCS COOTBETCTBYIOLIMX  3aKOHOB,
PEryJMPYOLIMX TAKHE TPOLUEAYPHI B CTPAHE, TAE MPEAOCTABISAETCS 3Ta YCIyra.

9. VY Hocutened ¢ HU3KUMH ypoBHsIMH (aktopoB (<50 ME/mi)
reMOCTaTUYECKAs MOJICPKKA MOXKET MOHAAOOUTBCS Al MPEAOTBPALLCHUS
KPOBOTCUYECHHSI Yy MaTepy BO BPEMsl MPOLEAY Pbl MPEHATAIBHON JUATHOCTUKH.

10. Bce wHBa3MBHBICE METOMABI, WCHOJB3YEMbIE MJII MPECHATAIBHON
JMArHOCTUKH, MOTYT MPUBOJUTH K KPOBOM3IIMSHHUIM Y MATepu U mioga. AHTH-D
UMMYHOTTIOOYJIMH CJIEyEeT Ha3HAYaTh, €CJIU MaTh PE3yC OTPHULIATENIBHAS.

11. IlpemMmuIaHTaMOHHAS. TEHETUYECKAs AMATHOCTUKA MTO3BOJISIET BEIOPATh
SMOPHOH ISl HMMITJIAHTALMKA B MaTKy 0€3 crienu(pruyueckoil MyTarum.
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15. IPUBUBKU

1. JInuna ¢ HapylIeHHEM CBEPTHIBAHUS KPOBH JOJKHBI ObITh BAKIIMHUPOBAHBI,
HO S>KENATEJIbHO BBOJWTH BAaKIMHY NOJKOXXHO, a HE BHYTPUMBILICYHO WJIU
BHYTPUKOXKHO, €CJIM MPOLEAYpa HE MOAACPKUBACTCS HH(PY3HEH KOHLEHTPATOB
(hakTopa CBEpPTHIBACMOCTH KPOBH.

2. Ecnii Heo0X0IMMO ¢aeNnaTh BHY TPUMBIIIEYHY O WHBEKIHUIO:

- 3TO JIy4lIe AeNaTh BCKOPE MOCIE J03bI 3aMECTUTENBHOM Tepanun (pakTopa
CBEPTHIBAHMUS,

- IEPEA MHBEKIMENR HA MECTE MHBEKIIMU B TEUCHUE NISITH MUHYT MOKET OBITh
OPUMEHEH NAKET CO JIbJIOM;

- JIOJDKHBI MCTIOJIB30BATHCS HAMMEHBIIETO pa3Mepa UIJIbl (KaKk mpaBuiio, 25-
27;

- Ha MECT€ MHBEKIMHA HEOOXOOMMO 00ECIECUUTh YMEPEHHOE NABJICHUE B

TEYCHHUE HE MEHEE MATH MUHYT.

3. Jrogam ¢ remo¢unuei, koropele uMeroT BHY, cnemyer BBeCTH
MTHEBMOKOKKOBYIO BAKIIMHY W €KETOJHYIO BAKIIMHBI TPOTUB TPUMIIA.

4. UMmyHHM3anus MPOTHUB Trenaruta A U B MMeeT BaKHOE 3HAYEHUE Y BCEX
TroAcH ¢ reMo(uIHel. DTH NPUBUBKU MOTYT HE OBITh CTONb K€ 3PPEKTUBHBIMH Y

nanueHToB ¢ BUU-uH(pekmei.

16. XAPAKTEPUCTUKA IHPEITAPATOB, UCIHOJIB3YEMBbIX B
JIEHEHUU '’EMO®NINN
Konuentparel pakxropa VIII, momyuennslie nytem ocaxacuus (PPT),
(uIIbTpalMK resist Uik KOHHOro 0OMEHa Xpoma

HazBanue Kommnanus MecTo npou3BOACTBA
Factor8 Y BioProducts Lab. Elstree, England
Haemosolvate Factor VIII | National Bioproducts Durban, South Africa
HEMORAAS SD plus H | Shanghai RAAS Shanghai, China
Haemate P CSL Behring Marburg, Germany
Humate P CSL Behring Marburg, Germany
Conco-eight-HT Benesis Osaka, Japan
Koate DVI Talecris Clayton, NC, USA
BIOSTATE CSL Biotherapies Melbourne, Australia
TBSF FVIII CSL Biotherapies Melbourne, Australia
Aleviate CSL Biotherapies Melbourne, Australia
Human Coagulation : : .
Factor VIII CSL Biotherapies Melbourne, Australia
gﬁﬁfms' IP.SD | Shanghai RAAS Shanghai, China
EEFI?RAAS'HR 5D | Shanghai RAAS Shanghai, China
GreenEight GreenCross Seoul, Korea
Confact F Kaketsuken Kumamoto, Japan
Immunate Baxter BioScience Vienna, Austria
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HazBanue Kommnanus MecTo npou3BOACTBA
Emoclot D.1. Kedrion Barga, Italy
Haemoctin SDH Biotest Dreieich, Germany
Faktor VIII SDH Biotest, Dreieich,

Intersero

Intersero Germany

Vienna, Austria,
Octanate Octapharma Stockhom, Sweden &

Lingolsheim, France
Wilate Octapharma Vienna, Austria
FACTANE LFB France
Beriate P CSL Behring Marburg, Germany
Optivate Bio Products Laboratory | Elstree, England

KonuenTparsl pakropa VIII s neyennst 6osie3nn BumieOpanna

Ha3Banue IIpousBoauTeb
Alphanate Grifols (US)
Biostate CSL Biotherapies
Factor 8Y Bio Products Laboratory
Fanhdi Grifols (Sp)
Haemate-P/Humate-P CSL Behring
Immunate Baxter BioScience
Wilate Octapharma
Wilfactin LFB (Lille)
KonnenTparsl gaktopa VIII

Ha3Baunue Komnaunus MecTo NpoOU3BOJCTBA
Alphanate Grifols Los Angeles, CA, USA
Fanhdi Grifols Barcelona, Spain
Monoclate P CSL Behring Kankakee, IL, USA
Hemofil M AHF Baxter BioScience Los Angeles, CA, USA
Replenate Bio Products Laboratory | Elstree, England, UK
Amofil Sanquin OY Sanquin, Amsterdam
Octanativ-M Octapharma Stockholm, Sweden
Aafact Sanquin Amsterdam, Netherlands
GreenMono Greencross Corp Seoul, Korea
Cross Eight M Japanese Red Cross Chitose City, Japan

PexkoMOnHaHTHBIE KOHIIEHTpaTH (haktopa VIII

Ha3Baunue Komnanus MecTo NpoOU3BOJCTBA
Kogenate FS =
KOGENATE Bayer (in | Bayer Berkeley, CA, USA
EU)
Helixate NexGen = CSL Behring Made by Bayer,
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Ha3zBanue Komnanusi MecTo Npou3BOACTBA
Helixate FS Berkeley, CA
Recombinate rAHF Baxter BioScience ;thé(j&lsand Oaks, CA,

Neuchatel, Switzerland
Advate rAHF PFM Baxter BioScience and Thousand Oaks, CA,
USA
Xyntha/ReFacto AF Pfizer (previously Stockholm, Sweden

Wyeth)

KoHIieHTpaT npoTpoMOMHOBOT0 KOMILIEKCA

HasBanmue Komnanus MecTo Npou3BOACTBA
Prothroraas Shanghai RAAS Shanghai, China
Beriplex P/N CSL Behring Marburg, Germany

Haemosolvex Factor [X

National Bioproducts

Pinetown, South Africa

Profilnine SD

Grifols

Los Angeles, CA, USA

Prothrombinex-VF CSL Biotherapies Melbourne, Australia

Prothrombinex-HT CSL Biotherapies Melbourne, Australia

Prothromplex-T Baxter BioScience Vienna, Austria

Bebulin VH Baxter BioScience Vienna, Austria

HT DEFIX SNBTS Edinburgh, Scotland
Vienna, Austria &

Octaplex Octapharma Lingolsheim, France

Facnyne Greencross Corp Seoul, Korea

Cofact Sanquin (in Germany and Amsterdam, Netherlands

Austria: Biotest)

PPSB-human SD/Nano

German Red Cross

Springe, Germany

300/600 NSTOB
UMAN Complex D.1. Kedrion Barga,ltaly
KASKADIL LFB France
KoHIleHTpaThl, NpeIHA3HAYEHHBIE JIJI1 UCMIOJb30BAHUS Y MALIUECHTOB C
WHTHOUTOpaMu
Ha3Baunue Komnaunus MecTo nNpou3BOACTBA
FEIBA NF Baxter BioScience Vienna, Austria
NovoSeven — Niastase Novo Nordisk Copenhagen, Denmark
(in Canada)

BricokooumineHHbIE KOHIIEHTPATHI (hakTopa [X

Ha3Banue Komnanus MecTo Npou3BOACTBA
Berinin-P CSL Behring Marburg, Germany
Immunine Baxter BioScience Vienna, Austria
Hemo-B- RAAS Shanghai RAAS Shanghai, China
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Ha3zBanue Komnanusi MecTo Npou3BOACTBA

Octanine F Octapharma V.l chna, A.u stria &

Lingolsheim, France
Nanotiv Octapharma Stockholm, Sweden
MonoFIX-VF CSL Biotherapies Melbourne, Australia
TBSF FIX CSL Biotherapies Melbourne, Australia
Christmassin-M Benesis Osaka, Japan
Aimafix Kedrion Italy
BETAFACT LFB France
Haemonine Biotest Dreieich, Germany
Factor IX Grifols Grifols Barcelona, Spain
Berinin-P CSL Behring Marburg, Germany
Haemonine Biotest Dreieich, Germany
AlphaNine SD Grifols Los Angeles, CA, USA
Mononine CSL Behring Kankakee, IL, USA

: AmsterdamThe

Nonafact Sanquin Netherlands
Novact M Kaketsuken Kumamoto, Japan
Replenine — VF BioProducts Lab. Elstree, England, UK

PekoMOMHaHTHBIE KOHIICHTpaThl (akTopa [X

Ha3Banue Komnanus MecTo Npou3BOACTBA
BeneFIX Pfizer (previously Wyeth )| Andover, MA; USA
Jlpyrue GakTopbl CBEPTHIBAHKS KPOBH
Ha3zBanue Komnanus MecTo Npou3BOACTBA

Clottagen (fibrinogen) LFB France
Fibrinogen HT Benesis Osaka, Japan
FIBRORAAS(fibrinogen) | Shanghai RAAS Shanghai, China
Haemocomplettan P =
Haemocomplettan CSL Behring Marburg, Germany
HS(fibrinogen)
Factor VII Baxter BioScience Vienna, Austria
Factor VII Bio Products Elstree, England
FACTEUR VII LFB France
NovoSeven (“Niastase) NovoNordisk Copenhagen, Denmark
(activated factor VII) ’
Factor X P Behring CSL Berhing Marburg, Germany
Factor XI Bio Products Elstree, England, UK
HEMOLEVEN (Factor LFB France
XI)
Fibrogammin P :

CSL Behring Marburg, Germany

(=Fibrogammin HS)
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Ha3zBanue Komnanus MecTo Npou3BOACTBA
(Factor XIII)
ACLOTINE LFB France
Anbinex Grifols Barcelona, Spain
Anti-thrombin GreenCross Seoul, Korea
ATIII BPL Elstree, England
Kybernin P CSL Behring Marburg, Germany
Neuart Benesis Osaka, Japan
Thrombate-II1 Talecris Clayton, NC, USA
Thrombotrol-VF CSL Biotherapies Melbourne, Australia
Anac“[ C (activated Kaketsuken Kumamoto, Japan
protein C)
Ceprotin Baxter Vienna, Austria
PROTEXEL LFB France

17. THauKaTOPBI KAYECTBA OKA3aHUS MEAULUHCKO NOMOIIH JETSAM C

remoguaueii
Ne IenmeBou Merozxa ®dakrop
Nupukatop HU3MEPEHUS
T\IT YPOBEHb BIUSTHUA
BBIYMCIICHUSA
1 | Penrrenorpadus 100% CooTtBeTcTBHE KomnerenTHo
MOPaKEHHBIX CYCTaBOB BBITIOJIHEH | YHH(PUIIMPOBAHHOM | CTh Bpava-
us Y KIIMHUYECKOMY HCCleI0Ba-
MPOTOKOIY TENA,
BO3MOXKHOCTb
KOHCYJIbTalll
Y Bpaya-
opronena
2 | YibpTpa3ByKOBOE 100% CooTBeTCTBHE KomnierenTHO
HCCJIEIOBAHUE CYCTABOB BBITIOJIHEH | YHH(PUIIMPOBAHHOM | CTh Bpava-
us Y KIIMHUYECKOMY HCCleI0Ba-
MPOTOKOIY TENA,
BO3MOXKHOCTb
KOHCYJIbTalll
U Bpaya-
opronena
3 | AktuBupoBaHHoe yacTuuHoe | 100% CootBeTcTBHE Hamuune
TPOMOOTUTACTHHOBOE BPEMS BBITIOJTHEH | YHH(DHIIMPOBAHHOM | PEAKTHBOB U
(AUTB) us Y KIIMHUYECKOMY OCBOEHHUE
OnpeneneHue akTUBHOCTH MPOTOKOIY METOJAUKH
¢daxropos VIII, IX, i
AKTUBHOCTH U CBOMCTB HCCIIEI0OBAHU
dakropa Bunnedbpanna, s
WHTHOUTOPOB K (hakTOpam BBILICYKa3aHH
VIII u IX BIX
MOoKa3aTeaen
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4 | Pentrenorpadus Bcero 100% CooTBeTCTBHE Hanvuwe B
yepena B OJHOH U OoJiee BBITIOJIHEH | YHU(PUIIMPOBAHHOM | JIEUeOHBIX
MTPOEKIUAX U 10 V KIMHAYECKOMY VIPEKIECHUIX
OO030pHBIN CHUMOK OPIOITHOW | KIIMHUYECK | IIPOTOKOITY COOTBETCTBY
MOJIOCTH ¥ OPTAHOB MAJIOTO UM FOIIETO
Tasa MTOKA3aHUA 000pyIOBaHH
Y IbpTpa3ByKoOBOE M U
WCCIIEIOBAHUE TIOYEK, CTIEIIHATTUCTO
MOYEBOTO ITY3bIPS, B
3a0PIONITUHHOTO
MPOCTPAHCTBA, MATKUX TKAHEW
330(aroracTpomyoaeHO-

CKOTIHA
KommeroTepras Tomorpadust
TOJIOBBI

MarnuTHO-pe30HaHCHAA
ToMOTrpadus IEHTPATHHOM
HEPBHOU CHCTEMBI U
TOJIOBHOTO MO3Ta

5 | OOmuit aHamM3 KPOBH 100% CooTBeTCcTBHE AHanu3bel
OOmmuii aHau3 MOYH BBITIOJTHEH | YHU(DUITUPOBAHHOM | MOJKHO
us Y KITMHUYECKOMY BBITIOJTHATH
MTPOTOKOTY amMOyIIaTOpHO
0o B
CTaLIMOHAPE
6 | UccnepoBanue nepuoaa 100% CooTBeTCTBHE Hanvuwne
TIOJTYBBIBEICHUSI KOHIICHTPATA | BBITIOJNHEH | YHU(DUITUPOBAHHOM | ammapaTypel,
neduutHOTO (hakTopa y us Yy KIIMHHUYECKOMY PEAKTUBOB U
OO0MBHOTO (ITMMHHALH ) MTPOTOKOTY OCBOCHHE
METOIUKH
JAHHOTO
WCCIIEIOBAHU
s

CnHcoK UCNO0/Ib30BAHHBIX HCTOYHHKOB:

1. Tlpukaz M3 JHP or 04.06.2015 Ne 012.1/57 «OO0 yTBEep:KICHUU
JOJDKHOCTEH M CHENUAIBHOCTEH MEAMIMHCKAX W (apMaleBTUYECKUX PaOOTHUKOB
Jlonenkoi Hapoanoit PecyGimukmy

2. Ilpukaz M3 JIHP ot 08.12.2015 Ne 012.1/628 «O pa3paboTke MEAMKO-
TEXHOJIOTMYECKHAX JOKYMEHTOB IO CTAHIAPTH3AlMKM MEIULIMHCKON TOMOLIH B CUCTEME
MunuctepceTsa 3apaBooxpanenus JJonenxoi Hapoauoi PecnyOnmkny,

3. Ilpukaz M3 JIHP ot 25.01.2016 No 81 «OO0 yTBEp:KIEHMH COCTaBa
AKCIEPTHOIO COBETAa M paboumMx TPymn Mo Pa3paboOTKE MEIUKO-TEXHOJIOTHYECKUAX
JOKYMEHTOB MO CTaHAAPTU3AUMU MEAULMHCKONH MOMOIIM B ccTeMe MUHUCTEPCTBA
3apaBooxpaneHus Jlonenkoit Haponnoii PecryOnmukmy;

4.  MexayHapoaHas cTaTucTudeckas kinaccuukanms 0one3Hel u npoodiem,
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TPI" — TupOpean3uHr TOPMOH

I'TI — runokcus miaona

Hara pazpadotku npotokoja: 2019 ron

PaGouas rpynna no pazpadoTke MeauKo-
TeXHOJIOTHYeCKHX JOKYMEHTOB N0 CTAHAAPTU3ALNH MeJIHLUHHCKON
nomouu B cucreme M3 JIHP no npodumo «Ileguarpusi»

Ne damuinsg, nMms,
MecTto paGoThI
n/n 0T4eCTBO
I'maBHBIN crenuanucT OTAeNa OXpaHbl MAaTEPUHCTBA U J€TCTBA
JIsnnuk Bukropus .
1. JlenaprameHTa OpraHu3aliy OKa3aHUs MEJULMHCKON oMoy M3
AJeKCaHIPpOBHA .
JIHP, npencenatens Paboueii rpymmbl
I'maBHBIN crneuManuCcT OTAENa OXpaHbl MaTEPUHCTBA U AETCTBA
Mumyk CsernaHa . A p PUHCT A
2. OleroBa JlenaprameHTa OpraHu3aliy OKa3aHUsl MEJULMHCKON oMoty M3
JIHP, 3amecturens npencenaresns Padoueit rpynmsl
Bpau-meronnct  PecnyOiMKaHCKOrO — I[EHTpa  OpPTraHU3ALNH
3/1paBOOXPAaHEHUs, MEIULIMHCKON CTATUCTUKN U UH(OPMAaLIMOHHBIX
Jluxosun Enena AP pa , e N $opua .
3. texHojoruii M3  JIHP, BHEINTATHBIN  pecrmyONIMKaHCKUN
AJeKCaHIPpOBHA N
crnenuanuct M3 JIHP mo BompocaM neTCKOW WHBAIUAHOCTH H
aMOyJIaTOPHO-TIOJIMKJIMHIYECKON TTOMOIIH JETSIM
4 Kyuepenko Huna 3asenyromuii kadenpoii neTckux nHPEKIMOHHbIX Oonesneit 1'O0
" | IlerpoBHa BI1O losHMY um. M. I'opbkoro
5 Bobposunkast IIpodeccop kadenprr nerckux uHpeknHOHHBIX Oone3neit I'OO
" | AnToHuHa MBaHOBHa BIIO JosHMY um. M. I'oppKoro, 1OKTOp MEAULIMHCKUX HAayK
HoueHt kadenpsl nerckux uHpekmonHbx 6onesneit 'OO BIIO
Mensenesa Bukropus o .
6. JoHHMY wum. M. I'opbkoro,  BHEIUTATHBIH pPeCHyOJMKaHCKUH
Banepbesna

cnempaiuct M3 JIHP  no  uHpexknmoHHBIM  OONE3HSAM
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NEAUATPUICCKOTO HpO(I)I/IJ'Iﬂ, KaHAUAaT MEOAUIIUHCKUX HAYK

JInnuescknii I'eopruii

HoueHt kadenpsl neguarpuu, HeoHarojorun ®UITIO I'OO BIIO

7 JleoHnnoBHNY JonHMY um. M. I'opbkoro, kaHauaaT MeIUIIMHCKUX HayK
3 I'onosko Onpra Houent kadenper nequarpun, HeoHaronornn ®UIIO I'OO BIIO
" | Ky3pmunuuna JouHMY um. M. I'opbkoro, kaHauaaT METULMHCKUX HAYK
Houent xadeapsr mneguatpuu Ne 1 T'OO BIIO JorHMY
9 Octposckuii Uropp uM. M. I'opbkoro, BHEIITaTHBIN pecyOIMKaHCKHi crieruantiuct M3
" | MakcumoBU4 JIHP 1o racTpOSHTEpOJIOTHH  MEAUATPUYECKOrOo  MpOoQuIIs,
KaHIUAAT MEAUIIMHCKUX HayK
Houent kadenper mnemuatpum  Nel T'OO BIIO [JonHMY
10 Yennan Jlronmuna uM. M. 'OpbKOTO, BHEINTATHBIA PECNyONMKAHCKUN  CIEIUATHCT
| JleonnnosHa M3 JIHP mo kapauopeBMaTOJOrHU MEeIUATPUUECKOrO MPOQuIIs,
KaHIUAAT MEAUIIMHCKUX HAYK
Beccoros JIvurpHii 3amecTUTENb TeHepajbHOIO AMPEKTOPA O HEOHATONOTHHU
11. JPLIOMu/I M3 JIHP, BHeIITATHBIN pecnyONHMKaHCKUN CITELIUATIICT
AHaTOBEBUY
M3 JIHP no HeoHaTonorum
12 Mockanenko MapuHa | Bpau-HeBposor HEBPOJOrHUECKOro OTAeNeHHus PecryOmukaHCKoN
‘| AHaToNbeBHA JNETCKON KInHu4Yeckoh 6onbauibl M3 JIHP
JoueHT kadenpsl AeTckol xupypruu u anecresuojoruu I'OO BITO
13 Mockanenko Cepreii JoHHMY um. M. T'oppkoro, BHEIITATHBIA pPeCHyOJUKaHCKUH
‘| BaneHTHHOBUY cnenuanuct M3 JIHP no aHecTe3wojoruu mneguaTpudeCcKoro
npoduis, KAHIUAAT METUIIMHCKUX HAYK
14 ITmennynas Enena 3asenyromuii kadenpoit nequarpun @UIIO I'OO BIIO lostHMVY
‘| BragumMupoBHa uM. M. I'oppkoro
3aBenyrouui OTJeNIeHHEM JeTCKOU KapAHOJIOTHH u
Kapauoxupypruu MHCTUTYyTa HEOTJIO)KHOM M BOCCTAHOBUTEJIBHOM
Konos Bnanucnas o
15. TeHHANbEBHY xupyprun  umenu B.K. T'ycaka M3 JIHP, BHemTaTHbIHA
pecriyOnmkanckuii  crienpanuct M3 JIHP mo kxapamoxupypruu
MEANATPUIECKOro MpoduJIst
3aBenyrouuii oTneaeHneM HeBPOJIOTHH PecyOmnKaHCKOH eTCKOM
16 IIpoxoposa JIronMuna | KIMHUYECKOU OOJILHULTLL M3 JIHP, BHEIIITATHBIN
| MuxaiinosHa pecriyOnmukanckuii  cneumnamuet M3 JTHP mo  HeBposoruu
MEANATPUIECKOro MpouJIst
17 Canexos Urops 3aBenyloUIMi  HEBpPOJOTHYECKUM  oTneneHueM  Jlerckoro
| AHapeeBUY KJIMHUYECKOro LieHTpa I. MakeeBku
13 Annpees I[laBen Houent xadenpsr oromapunroiormu ['OO BIIO JlostHMVY
| Bragumuposuy uM. M. I'opbKkOro, kaHauAAaT MEAULMHCKUX HAYK
3aBenyroUIuil OTAENEHUEM OTOJIAPUHIOJIOTUN PecmyOnuKaHCKOMl
19 ®enopeHko AHapeit OETCKOW KIuHUYeckoi OompHHIBI M3 JIHP, BHemTaTHbIH
‘| EBrenbesuu pecniyOnmkanckuii criequanuct M3 JIHP mo ortonmapunronoruu
MeANATPUIECKOro MpoduJIst
Jlerxas Hatanps Bpau-nedponor  PecnyOGnukanckoli — OeTCKOH — KIMHHYECKOH
20. o
MuxaitnoBHa oonpHuLbl M3 JIHP
3aBenyrouuii HeppomornyeckuM otaeneHueM PecnyOnukaHCKOM
1 ITanoBa Hanmexxna OETCKOW KIuHUYeckoi OompHHIBI M3 JIHP, BHemTaTHbIH
‘| MBaHOBHA pecriyOnukanckuii  cnenmanuct M3 JIHP no  nedpomoruu
MeANATPUIECKOro Mo uJIst
3aBenyrouuil  OTHAEJICHHEM MYJIbMOHOJOTHH PectyONuKaHCKOM
29 Jlenapt TaTbsiHa OETCKOW  KiuHuYeckoii OompHHIbI M3 JIHP, BHemTaTHbIH
‘| Butaneesna pecniyOnmkanckuii cneunanmuct M3 JIHP mo  mynmeMoHONoruu

MeANATPUIECKOro MpoduIst




23 Mapxkos Cepreii I'maBuelii  Bpau PecnyOnmkaHCKOH — ETCKOM — KIMHHYECKON
‘| EBrenpeBuu OompHUIEI M3 JIHP
24 ByxTusipos Dayapn 3aseayromuii nerckum otaeneHueMm KV «II'Kb Ne 3 r. Jlonerka»
| Banbreposuy
Bpau-amnepronor PecnyOnukaHCKOH  AETCKOW  KJIMHUYECKOU
3uboposa HOmus . .
25. BIaaHMHDOBHA 6onbHuel M3 JIHP, BHeITaTHBIN peciyOInKaHCKHA CIELUATUCT
P M3 JIHP mo aymieproioruu neguaTpudeckoro npodus
26 XunmuHckas MHHa Bpau-undexnuonucr PecniyOnmkaHCKONW AETCKOM KIMHHYECKON
‘| BukroposHa OompHUIEI M3 JIHP
Kormv6eii Famsa 3aBenyrouuii ornenennem nerckoi opransmonoruu KY « [ {I'Kb Ne
27. y 20 r. JloHenkay, BHEIITATHBIA pecryOIuKaHCKui crienuanuct M3
BnagumupoBHa
JIHP 1o odrampmonorun nequaTpuaeckoro npoduist
3aBenyrouui JIETCKUM OTJEJIeHUEM PecnyGnukanckoit
3 Bnacosa Hatanbs KIIMHUYECKOH neuxuarpudeckoii Oonpannbl M3 JIHP, BHeIITaTHBIM
‘| AHaTOJIBEBHA pecniybnukanckuii  cnenmamuct M3 JIHP  mo MICUXUATPUHU
MEANATPUIECKOro MpOoduJIst
Bpau-meronnct  PecnyOiMKaHCKOrO — I[EHTpa  OpPTaHU3ALNH
3paBOOXPAaHEHHUs, MEIULIMHCKON CTATUCTUKN U UH(OPMAaLIMOHHBIX
Uypununa Anna P pa , MeRm . $opmar .
29. texHojoruii M3  JIHP, BHEINTATHBIN  pecnyOnMKaHCKUN
KoncrantunosHa .
cnequanuctr M3 JIHP  no  BompocaM  mepBUYHONH U
peabUINTalIMOHHONM MOMOIIH ETIM
Bpau-cratuctuk  PecnyOnmkaHCKOro  LIeHTpa  OpraHHU3aluu
3/paBOOXPAaHEHUs], MEIULIMHCKON CTATUCTUKN U HUH(OPMAaLIMOHHBIX
MyxnbinnHa Hatanes P pa , MOAHH N ¢ pratt
30. EBreHbeBHA texnonoruii M3 JIHP, BHeITaTHBIN pecyONMKaHCKHA CIIEIIHATICT
M3 JTHP no xoopaunHaimu paboThl C I€TbMU-CUPOTAMH U IETHMH,
OCTaBJICHHBIMHU 0€3 POIANTEIHCKOTO TOMEUEHUS
H.o. 3aBemyromero OTHOENEHHEM [ETCKOM OHKOIeMaTOJOruu
IOnpamesa Csernana | MHcTUTyTa  HEOTJIOXKHOW M BOCCTAHOBUTEJIbHON XUPYPIUU HM.
31. N Py
AJeKCaHIpOBHA B K. I'ycaka M3 JIHP, BHemTaTHbIH pecyOIMKaHCKUH CIICTIHATUCT
M3 JIHP 1o rematosioruu neguaTpruaeckoro npodus
Mycradpuna Tumyp
32. 3aBenyrouiuii otaeneHneM HopopoxkieHHbIXx JJoKTMO M3 JTHP
AxaTueBnd YoM g pOA A
33 Crprokosckast Enena 3aBenyrouIuii OTAEeIEHUEM HEOHATAILHOTO HAOMIOICHUS U JIEYCHHUST
‘| AHaTOIBEBHA HoBOpoxaAeHHBIX JAPLIOMu/l M3 JIHP
34 Jytosa Enena 3aBeayromuii orneneHueM HoBopokneHHbIX KY «UUKI'B Ne 6
‘| BanepuesHa r. Jloneuka»
Bpau Heonaronorumdeckoro otaenenus KY «IIKb Ne 6
Haspouxas Onbra 9 o
35. EBreHbeBHA r. Jlonenka», TJaBHbIA BHEIITATHBI HEOHATOJOT YIPABJICHUS
3paBOOXPaHeHUs aAMUHUCTpaluu . JloHenka
36 Bomukosa JIronmuna 3amecTuTens TIABHOrO Bpada mo JedeOHoN pabore J[lerckoro
| Hukonaesna KJIMHUYECKOrO LIeHTpa I'. MakeeBku
37 Eroposa TatpsiHa BremratHeiii  pecnybnukanckuii  cremanuct M3 JIHP  mo
| AnexceeBHa SHAOKPHHOJIOTUH NEANATPHUECKOro Mpoduis
38 Kpusymes bopuc 3asenyromuii kadenpoit nmponenesTuku neamatpun OO BIIO
‘| UcaeBuu HJoaHMY um. M. I'opskoro M3 JIHP
3aBenymoUMi  1€TCKOTo eHTpa pealdwiMTanuu JeTel ¢
Hanumox Tamapa Y tertpa - p St A N
39. HApyLIEHHEeM CJyXa W pPE4YH, BHEIUTATHBIA pecryOIMKaHCKUN
AJeKCaHIPOBHA
CHEIUAJIUCT MO CYPAOJIOTHH neauarpudeckoro npoduns M3 JIHP
40 Haneros Aupapeii 3aenyromuii  kadenpoit mnemuarpun  Ne 2 OIEHT, IOKTOP

Bacunnesuu

MCIUIHUHCKUX HAYK




I'mmoTtupeos — cuHAPOM, OOYCIIOBJIEHHBIH YACTUYHBIM WIJIM TIOJHBIM Ie(pUIIUITOM THPOKCHHA H
TPUHOATHPOHNHA WIIH CHIDKEHHEM MX OMOJNIOrn4eckoro 3¢ ¢ exkra Ha TKAHEBOM YPOBHE.

1. KIMHNYECKASA KIACCUPUKAIIUA THITOTUPEO3A

1.1. TIEPBUYHBIA THUIIOTUPEO3 - nedekT OHOCHHTE3a THPEOHIHBIX T'OPMOHOB,
BCJIE/ICTBHE HApYyIIEHUI B IIUTOBUIHOMN XKenese.

1.1.1. ITo Ts:xecTu 3a00NI€BAHUST PA3IMYAIOT:

a) cyOKJIMHUYECKUH (JIATEHTHBINH, KJIMHUYECKHE MPOSBIEHHUS OTCYTCTBYIOT, ypoBHH T4 u T3

HopMaibHble, TTT noBbImeH);

0) marugecTHbIl (MMEIOTCS KJIMHHYECKHE MPHU3HAKH THIIOTHPE03a, OOYCIIOBJIEHHBIE HU3KUM
conep:kanueM T4 u T3 B KpOBU M TKaHSX);

B) OCJIO)KHEHHBIH — IMOMHMO XapaKTePHBIX IJIsI MAaHU(PECTHOH (POpMBI KIMHHUKO-IA0OPaTOPHBIX
U3MEHEHUH, IMEIOTCS OCIIOKHEHUS (BBITOT B ITOJIOCTh IIEPUKAPIA, MUKCEAEMA, KPETHHHU3M).

1.1.2. Ilo cpokaM BO3ZHUKHOBEHUS PA3INYAIOT:

1.1.2.1. Bpo:ka€HHBIN rHIOTHPEO3.

BpokneHHbI THIIOTUPEO3 YaCTO COUYETAETCS C BPOXKIEHHBIMHM NIOPOKAMHU CEpJLia, BPOXKIEHHBIM
BBIBUXOM Oenpa, pacmienuHoii HEOa, curmpomom JlayHa, Tpucommeir mo 18 xpomocome u Aap.
IUCMOP(HBIMUA CHHIPOMAMH.

1.1.2.1.1. lucreHe3ust LIUTOBUIHOM KeJe3bl (aria3usi, Toriasusi, sxronus) 70% Bcex ciydaen
BPOXKAEHHOI O THIIOTUPEO3A.

1.1.2.1.2 IucropmoHorenes (HapylLIeHne CHHTe3a THPEOUTHBIX TOPMOHOB).

- nepexT HaTpUH-HOAHOTO CUMIIOPTEPA;

- neeKThl MepOKCHUaAasH;

- nepeKT cuHTEe3a MepeKrcH BOIOPOa,

- nepexT cuHTE3a TUPEOTIO0YINHA.

1.1.2.1.3. Pesucrentnocte k TTT:

- nedekt rena peuenropa TTT;

- MyTanus G-poTenHa: IceBorunonapaTupeos tumna la.

1.1.2.1.4. TpaH3UTOPHBIH T'HIIOTUPEO3 HOBOPOXKIAEHHBIX (MPUOIMZUTEIBHO 4 % BCEX CITy4aeB):

- Y HEIOHOIICHHBIX U MAJIOBECHBIX HOBOPOXKIEHHBIX C BHYTPUYTPOOHOM BUPYCHO-0aKTEpHAIBbHOM
UH(pEKIHel B pe3yJIbTaTe HE3PENOCTH CUCTEMBI OpraHudukanuu oxna;

- TIpH TIPUEME MATEphIO BO BpeMsl OEPEMEHHOCTH OONBLINX A03 AHTHUTUPEOHIHBIX CPENCTB Y
AeTel, Kak MPaBIIIo, TIPH POXKACHUU UMEETCs 300, KOTOPBIH YMEHBINAETCS MO MEPE BBIBEACHUS M3 KPOBU
pebeHka THOHAMUIOB,

- IpU NpuéMe MaTepbl0 aMHUOIaPOHA, IPOTUBOACTMATUYECKUX CPEICTB;

- pu ayTouMMyHHOM 3aboneBanuu 11K y mMatepu BO3MOXKHa TpaHCIUIAIIEHTapHas mepenava
antuTen, onokupyroumx peuenrop k TTT

- mpu nedunmre Homa y Marepu (€CIM B TOCTHATAJIBHOM IMepuone pedEHOK MpOmoIDKaeT
HEIomoiIy4aTb  HOJ C TNHIIEeH, TUIOTHUPEO3 COXPAHSETCS M MOXKET NPUBECTH K HEOOpPaTUMbIM
HApYLIEHUSIM (PU3NIECKOTO U IICUXUIECKOTO PA3BUTHSA),

- mpu u30bITKe Homa (mepeno3upoBKa Homa mpU JICYEHMH OepeMeHHOH, amHuorpadus c
IpUMEHEHHeM  HojcoiepKalluX  KOHTPAaCTHBIX  BELIEeCTB, HCIIOJb30BaHME  HMOACOAEpIKaIIUX
AHTHCENTHKOB),

- BpOXKJIE€HHAsi FTeMaHTMoMa WJIM F€MaHTMO3IIUTENNOMA TIEUEHH.

1.1.2.2 IlpunoGpeTeHHbIH THNOTHPEO3.

Crnenyer uMeTh BBHAY BO3MOXHOCTh MaHH(]ecTanuu BpOXKIEHHOTO THIIOTHPEO3a B TO3IHHE
CPOKH.

1.1.2.2.1 AyToUMMyHHBIH THPEOUANUT B CTAAUU FMIIOTUPEO3A.

Tupeobnokupyomue aHTUTENA MPHUBOASIT K HAPYLICHHUIO CHHTE3a TOPMOHOB IIUTOBHIHON
xkenesbl u e€ pudbposy. [Ipu nepsom odciaenosanuu y 3-13 % BbISBISIOT MaHU(ECTHBIN THITIOTHPEO3 U Y



30-35% - nmateHTHBIH, runotupeos 6e3 300a y 5-10% OonpHbIX ¢ AUT; y 10-25% nerteii B TeueHue S net
pPa3BUBAETCS CTOMKHI THIIOTUPEO3.

1.1.2.2.2 Tupeounmskromusi, CyOTOTaTIbHAS PE3EKLIHS], TEMUTHPEOUIIKTOMUSI.

1.1.2.2.3 VpaneHue aHOMajabHO PACIONIOKEHHOM JKeJIe3bl B COCTABE IIUTOBUIHO-A3bIYHON KHUCTHI
(depe3 6 mecsieB nocie onepanuu onpenesiem TTT u T4).

1.1.2.2.4 Tlopaxenue LK mpu reHeparn3oBaHHbIX WH(MIBTPATHBHBIX U I'PaHYJIEMaTO3HBIX
nporeccax (IIMCTUHO3, THCTHOLUTO3 X H Ip.).

1.1.2.2.5 Hedwuuur itoxa.

1.1.2.2.6 U30bITOK ioga (amuamapoH).

1.1.22.7 H30pITOK JUTHSL, OpomMunos, MIPOU3BOJHBIX Cyb(haHUIMOYEBHHEI,
MIPOTUBOCYAOPOKHBIX CPEICTB.

1.1.2.2.8 PamnauunonHoe nopaxenue 12K, B TOM yncne usoronamu roaa.

12. BTOPUYHBLIUA T'UIIOTUPEO3 - ofycnosnen cHuxeHueM OuocunTesa T4 u T3 B
pesynbrate nedunura TTI (runoduzapHsrii).

1.2.1 BpoxnéHHBI:

- CJIEACTBUE THIIOKCHH Tutona (CodeTaeTcst C BPOXKIEHHBIMH IMOPOKAMU PAa3BUTHS TOJOBHOTO
MO3ra, TUIOTINKEMHUEH, KPUIITOPXU3MOM U Apyrumu npusHakamu [ TI);

- nzonupoBanHbli nepurmt TTIT (myTanus rena, kogupyromero 6era-cyovenunuiy TTI);

- nepunmt TTI, coueranHslii ¢ nepUIUTOM rOPMOHA POCTA U IPYTHX TOPMOHOB aJIeHOTHIOpH3a
(reHeTHYECKHIA);

- pesucteHTHOCTH K TPI” (MyTaums rena peuenropa TPI).

1.2.2 IlpuoOpeTéHHblii:

- onyxouu (kpaHuo(papuHrHoOMa | Ap.);

- FPaHyJIEMaTO3HbIE TIPOLIECCHI;

- YepEHOMO3TOBBIE TPABMBI,

- Iy4eBasi, XUMHOTEPAITHS,

- MEHUHTUT U APYTHe UHPEKIIH.

1.3. TPETUYHbBIN T'MIIOTUPEO3 — neuur T4 u T3, Bcaencreue Hepocratounoctu TTL,
BBI3BAaHHOI HapYyIIEHHEM BBIPAOOTKU THPOIUOEpHHA (THIIOTAIAMHIYECKUIT).

1.3.1 BpoxnéHnuslii:

Jlucrenesust rUNOTAIAMUYECKUX CTPYKTYp BeaeacTaue I'T1

1.3.2 TIpnobpeTéHHbIii:

- IOBPEXKIIEHHSI TUIIOTaIaMyca (TPaBMBbI, OIyXOJIH, HATPUMEpP ramMapToMa, HHPEKIUH);

- CHH/IPOM TIOBPEKACHUS TUMO(PHU3apHONH HOKKH.

1.4. IEPUGEPUYECKUU TUITIOTUPEOS3.

1.4.1 Pe3ucTeHTHOCTh TKAaHEH-MHIIEHEH K THPEOUTHBIM TOPMOHAM (MyTalliy THPEOUTHOTO OeTa-
perientopa).

1.4.2 Hapymenne TpaHCTIOpTa THPEOUIHBIX TOPMOHOB (reHeTndeckuit cuaapom Allan-Herdon-
Dudley).

1.5. CHHJIPOMAJILHBIE ®OPMBbI BPOXXJIEHHOI O TUTIOTUPEO3A.

1.5.1 Curnpowm Ilenapena (runotupeos, rayxora, 300) - nedeKT meHapuHa.

1.5.2 Cunnpom bamdpopna-Jlazapyca (runorupeos, paciiennia MIrkoro Heda, BOJIOCH ¢ OCTPhIMU
npsAasIMH) - mytanus reda TTF2.

1.5.3 Curgpom Koxepa-/lebepa-Cemunanska (BI', Mbimmeunast icesgoruneptpodusi).

1.5.4 BI', sxtonepmanbHas AUCIIA3Usl, TUIIOTUAPO3, LUIUAPHAS TUCKUHE3USL.

1.5.5 T'unotupeos u xopest 10OPOKauECTBEHHAS.

1.5.6 Xopeoarerozuc (BI'- pecnmpaTtopHbIii AHCTpecc-CUHAPOM) - MyTanuu reHoB NKX
2.1/TTFI.
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1.5.7 BI', o:xxupeHnue, 3aepikka ICHXUISCKOTO Pa3BUTHUS, THIIEPTPOQ U MUOKapAa, KOJIHT.

2. TATOI'EHE3 T'NIHOTHPEO3A

2.1. HemocTtaTo4yHOCTh THPEOUAHBIX TOPMOHOB (THIIOTHPOKCHHEMUs) MPUBOAHUT K Pa3BUTHIO
MeTa0OJIMUECKUX HAPYIIeHWH, CHIKEHUIO TEPMOTeHe3a, CHI)KEHUIO CKOPOCTH OKHCIUTEJIbHBIX
NPOIIECCOB M AaKTUBHOCTU (DEPMEHTHBIX CHUCTEM, IMOBBIEHUIO TPAHCMEMOPAHHONW KIJIETOYHOM
NPOHHULIAEMOCTH, HAKOIUIEHHIO B TKAHSIX HEIOOKUCICHHBIX MPOAYKTOB OOMeHa. MYLIMHOBBIA OTEK —
KOMITEHCATOPHBIM MEXAaHU3M JI1 YMEHBIIEHUS TEMJIO0TAAYN OPTaHU3MOM.

2.2. lepuuuT THPEOUIHBIX TOPMOHOB IpyO0 HapyIIAeT MPOLECCH PocTa, MU HEepeHIUPOBKU BCEX
TKAaHEHW U CUCTEM OpraHu3Ma.

2.3. bBonblie apyrux OT HEAOCTaTKa THPEOHWIHBIX TOPMOHOB y peOeHKa CTpagaer LEHTpabHas
HepBHas cuctema. HU3kui ypOBEHb THUPEOHIHBIX TOPMOHOB, OCOOEHHO B TEPBBIE MECSLbI JKH3HH,
MPUBOAMT K 3a7€p>KKe MPOLECCOB MUEINHU3ALUN HEPBHBIX BOJIOKOH, CHUXKAET HAKOIUIEHUE JINMTUIOB U
TJIUKOTIPOTENIOB B HEPBHOH TKAHHM, YTO B KOHEYHOM HTOre BbI3bIBaeT MOPGO(YHKLINOHAIbHbIE
HapyLIeHus B MeMOpaHax HEHPOHOB B POBOSIINX MyTSAX MO3Ta.

2.4. HeoOpaTuMOCTb MOBPEXKIEHUS LICHTPAJIbHON HEPBHOH ccTeMbl TpH Bl O3 niedeHus B nepebie
MecCsAIbl JKU3HU CBsi3aHa ¢ OCOOEHHOCTSIMH Pa3BUTHs TOJIOBHOTO MO3ra HOBOpOxIeHHoro. HauGonee
OBICTPO MO3I pacTeT B IepBble 6 Mec XM3HH. MIMEHHO B mepuon OBICTPOro pocTta W aKTUBHOTO
HEeHpOoreHe3a MO3T OKa3bIBAETCS OCOOCHHO YYBCTBHTENIECH K HEONArONMpUSATHBIM BO3IAEHCTBUSAM, B TOM
4yuCje U K HeNOCTaTKy TupokcuHa. IlosToMy TupeompHas HENOCTATOYHOCTh B KPUTHYECKUM MEPHUOL
Hanbosee ObICTPOro pocTa MO3Ta 3a7ePKUBAET €r0 CO3PEBAHNE, IPUBOS K HEOOPATUMON NCHXUYECKOM
OTCTAJIOCTH.

3. KIMHUYECKHUE ITPOABJIEHUA T'NITOTUPEO3A

Knunnueckue mnposiBIeHHUs THIIOTHPEO3a Y [JeTell 3aBUCAT OT Bo3pacta MaHupecTaruu
3a0oneBaHMs U Havasa TeParuu.

3.1. KnuHu4eckue nposiBJIeHUs] THIIOTHPE03a Y HOBOPOKAEHHBIX.

3.1.1 Ilpu3HaKy HE3PEIOCTH MPU POSKASHUH B CPOK, YACTO TIEPEHOIIEHHAsT OepEMEHHOCTb.

3.1.2 Bec cpenHuii WM BbIIE CPEOHErO. YMEPEHHOE YBEJIWYEHUE MACChl Tesla BCIEACTBUE
YMEHBIIEHUs JINTIOIN3a U 3a€PKKU BOJBL.

3.1.3 Ilpu BI' pasBuBaercss OOMEHHO-TUIIOTEPMHUYECKHIA CHHAPOM, XapaKTEPHO CHIDKEHHE
TEeMIIepaTyphl TENA.

3.1.4 Otmeuarorcst cumntomsl yraeteHnst LHITHC u 6e3ycnoBHBIX peduiekcoB: peOEHOK COHIIMBBIM,
HE MpOosBIsieT OECIMOKONHCTBA MPHU MOKPBIX MEJEHKAX M TOJIOAE, COCET BSUJIO, UCIBITHIBACT 3aTPYAHEHUS
IIPU [JIOTAHWM, TU1AY PEAKUI HU3KUM FOJIOCOM, MBIIIEYHBIA TOHYC CHUKEH.

3.1.5 TlokpoBel OienHBIE C MPAaMOPHOCTBIO, CYXOBAaTHI, JIETKO BO3HHMKAET LIMAHO3, JIUTEIbHAS
JKENTyXa HOBOPOXKIEHHOTO, OTEYHOE JIMIO, I'yObI, BEKH, HAIKIIOUUYIHbBIE IMKU, ThUIbHBIE TIOBEPXHOCTH
KUCTEH M CTOIM, MOJYOTKPBITHIH POT C IIWPOKUM «pacIUlaCTaHHBIM» sA3BIKOM. OKpPY>KHOCTb T'OJIOBbI
yYBEJIMYE€HA, CAruTTajlbHbIl 1IOB OTKpHIT. Ilo3nHee oTnageHHe mNynoyHOro KaHATHKA, IJI0Xas
SMUTENN3ALUS MYTOYHON PAHKH, PACXOXKAECHUE MPSIMBIX MBILIL] )KUBOTA.

3.1.6 CepmeuHast  OesITENBPHOCTb  XapakTEpPU3yeTCs  TEHACHLUUHEH K  Opaaukapauu.
HopMmouuraphasi, HOpPMOXpOMHasi aHeMus. B KpPOBM TMOBBILIEHHBIM YPOBEHb XOJECTEpPHHA U
TPUTIIHLIEPUIOB.

3.1.7 XKuBOT B31yT, MO3/IHEE OTXOXKACHNE MEKOHHS, 3a€PKKa CTyJIa.

3.1.8 OtcyrcTBHE KIMHUYECKHUX TPU3HAKOB BPOXKIAEHHOIO THIIOTHPEO3a MOXKET OBITh
00yCJIOBJIEHO AEHCTBHEM MAaTEPHUHCKIX TOPMOHOB, HOpMaJIbHbIM ypoBHeM T3, mpu camkenHoM T4. Eciu
SIBHbIE CUMIITOMBI THIIOTHPE03a MOSIBIISIIOTCS. HA MIEPBON HEAENE KU3HU, MOXKHO 3aMOIO3PUTh aIlIa3uIo,
peskyro runomnasuto DK, I'mnotupeos3 BcaeacTBue yMepeHHOW rumnoriasuu, skronuun DK wnm
HapylLIeHUe TOPMOHOI€HE3a MOKET HE UMETh KIIMHUYECKUX CUMIITOMOB B IEPUOAE HOBOPOKAEHHOCTH U
NPOSIBUTBCSA MO3XKe, JaXke B Bo3pacte 2-6 jer. BpoxnéHHbiii 300 yaine yka3blBaeT Ha TUCTOPMOHOTEHE3
Y TPAH3UTOPHBIN XapaKTep TMIOTUPEO3A.
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3.2. KiimHuyeckue nposiBjieHHsl THIIOTHPe03a y JeTell TPYAHOro BO3pacTa M NmepBbIX JeT
KH3HH.

3.2.1 IlopaxeHne HEPBHONU CUCTEMBI U OPraHOB YyBCTB.

XapakTepHbl 3aTOPMOKEHHOCTb, COHJIMBOCTb, TrunomMumus. K cumnromam nopaxkeHus
nepudepuIeckoil HEPBHOW CHUCTEMbI OTHOCSITCS MapeCTe3NH, 3aMEUICHHE CYXOXKUJIbHBIX PEeQIIEKCOB,
aTakcHs, HapylIeHHEe KOOPIMHALMM JIBWKEHUH, MUPAMUIHbIE CHUMIITOMBI (CracTHYeCKasl JAHIUIETHS).
BeisBisiercst Takke TUCPYHKLNS OPraHOB YyBCTB: HapyLIEHHE CIyXa (OTEK CIYXOBBIX TPYO M CpenHero
yxa), oOoHsHMs (M3-3a HaOyXaHHMsA CIM3UCTON 000s0ukH Hoca). OTMmeuaercs 3aTpyAHEHHE HOCOBOTO
apIxaHus. 1'onoc OONbHBIX CTAHOBUTCS HU3KUM U IPyObIM (BCIENCTBUE OTEKA U YTONILICHUS TOJIOCOBBIX
CBSI30K).

3.2.2 Tpodudeckue HapyLIeHUsI KOXKH U €€ IPUIATKOB.

B ycnoBusix nedunmra THPEOUAHBIX TOPMOHOB HApyIIA€TCs OOMEH TIJIMKO3aMHUHOTJIMKAHOB,
CJIEZICTBUEM HETO SIBJISIETCS MOBBILIEHNE THAPO(QHIBHOCTH TKaHEeH. XapaKkTepHbl MUKCEAEMATO3HBIN OTEK
JHIa U KoHeuHocTel Oonbuiue ryOnl U s3bIk. Koska Toscras, cyxas, XonoaHast, OJeHast C )KeITOBATHIM
OTTEHKOM, TUIOXO COOMpPAETCs B CKIIAIKH, HA JIOKTSX IIENYLUTUTCA. BOIOCHI TyCKIIbIE, IOMKHE, BbINAIa0T
Ha TOJIoBe, OpOBSIX, MEAJIEHHO pacTyT. MokeT HaOmoaTbes ToTanbHas ajoneuus. Hortu Ttonkme, ¢
MPOZIOJILHOM MITH TIOTIEPEeYHON ncuepueHHOCThI0. CeOopest BOJIOCUCTO 4acTH roJIoBel, OpoBei, 10a.

3.2.3 3MeHeHns KOCTHONU CUCTEMBI.

I'onosa rugpouedansHol Gopmbl, OONBIIOH POAHUIOK OTKPHIT, MEPEHOCHIIA IIUPOKAs, TUIOCKAsT
WIM BHajiasi, TUIIEPTEJNOpU3M. 3ajep>KKa MOSBIEHUS f7ep OKOCTEHEHMsl, OCTEOXOHAPONaTHsl TOJIOBKU
OenpeHHONW KOCTH, NUCTeHEe3usl (3ePHUCTOCTh) 3MU(U30B H3-32 HEPABHOMEPHOH HMX OCCH(HKALNU.
ITo3nHee mpopesriBaHmEe 3yOOB.

3.2.4 TlopaxkeHue cepAeYHO-COCYAUCTON CUCTEMBI.

HsmeHeHnst cepAaedHO-COCYAUCTON cucTeMbl Npu Bl CBsi3aHBI C YMEHBIIEHHEM BJIMSIHUS Ha
cepALe THPEOUTHBIX TOPMOHOB U KAaTEXOJAMHHOB, & TAK)KE C PA3BUTHEM AUCTPOPUIECKUX U3MEHEHHI B
MHOKapze. XapakTepHbl Opanukapans, CHUXKEHHE CepIeYHOro BbIOPOCa, TIyXOCTh TOHOB cepaua. s
TUINOTHPE03a TUITHYHO MOHUKEHHOE apTepUaIbHOE NABJIEHUE CO CHIXKEHUEM YJILCOBOTO.

XapakrepHbiMu n3MeHeHnsIMU Ha DK sBnsrOTCSI CHHYCOBasi OpafuKapaus, a TakXKe CHIDKEHHE
BOJIbTaka 3yOLOB. BO3MOXKHBI M3MEHEHUSI KOHEUHOW YacTH JKENYJOYKOBOIO KOMIUIEKCA: JETPECcCUst
cermenTta ST, cHUkeHue, 1Byx($asHOCTh min uHBepcus 3yona T. Apurmun nipu BI' BcTpewarotes: oueHb
PEIKO, OHAKO MOTYT MOSIBJIATHCS HA (POHE 3aMECTUTENIbHON TePaNH THPEOUIHBIMU TOPMOHAMHL.

OnHUM 13 XapaKTepHbIX CUMIITOMOB JJIMTEJILHOTO AeKoMIieHcupoBaHHoro BI saBisiercst Hanuuue
KUOKOCTH B mepukapae (BousiBisiercst y 30-80% GonpHbIX). O0BEM NMepUKapIUalbHOTO BBITOTa MOXKET
OBITH Pa3JIMYHBIM: OT MUHUMAJILHOTO, BBISIBJIIEMOTO JIUIIb TpU Y3, 10 BBIpa)k€HHOTO, IPUBOIAIIETO K
KapAUOMETAJINH U CEPAECYHON HEAOCTaTOYHOCTH.

3.2.5 3sMeHeHHUs1 CO CTOPOHBI JKETYJOYHO-KUIIEYHOIO TPAKTA.

CHmxeHue anmeruTa 0€3 CHIJKEHHS MacChl Tena. J[MCKMHE3Ws! KEeNYeBBIBOASINNX NyTeH U
KULIEYHHKA 110 THIIOMOTOPHOMY TMIIOTOHUYECKOMY THILY, 3aIIOPBI.

3.2.6 HapymeHust KpoBEeTBOPEHUs (AHEMHUECKUH CUHAPOM).

XapakTepHbIM TposiBiieHueM Bl sBIIsII0TCS HapyLIeHUs1 KpoBeTBOpeHus. JlepuunuT THPEOUaHbIX
TOPMOHOB MpPHUBOAUT K KAaueCTBEHHbIM M KOJMYECTBEHHBIM HApYyIIEHUSM OSPUTPOIO33a, KOTOpPbIE
BbI3BaHbl KaK COOCTBEHHO Ae(PUUUTOM THUPEOHOHBIX TOPMOHOB, TaK M CHH)KEHHEM OOpa3OBaHMUS
spurponosTuHoB. Kpome toro, npu BI' Hepenko HaOmonarorcst B12-nedunurhast u xxenesonedpuuTHast
anemus1. [Tomumo HapymeHuit sputponoasa, A Bl xapakrepHsl HapymeHus: GyHKIH TPOMOOIUTOB:
UX aAre3UBHO-arperanoHHast (DYHKIUS CHHXKAETCS, XOTS KOJHYECTBO OCTAeTCs B HOPMAaJbHBIX
npeaenax.

3.3. Kaiunuka runorupeosa y aereii ¥ noApocTKOB.

B orcyrcTBHe nedeHus pa3BHBaETCsS 3ahepiKKa ICHUXOMOTOPHOTrO, (PHU3UYECKOrO0 M IMOJIOBOTO
pa3BUTHSL.

3.3.1 IlopaxeHne HEPBHONU CUCTEMBI U OPraHOB YyBCTB.



CHuwkeHne WHTEUIEKTa (CHHOKEHHE YCIEeBAEMOCTH B IOKOJIE, YXYALICHHE IaMSITH).
YTOMIISIEMOCTD, 3510KOCTb, COHJIMBOCTD, HEJIOBKOCTD ABIDKEHHH, peUb 3aMeNJICHHAs!, CKAHAMPOBAHHAS,
B3I O€3pa3IuIHBbIH.

3.3.2 Tpodudeckne HapyLIeHUsT KOXKH U €€ IPUAATKOB, BHELTHUIA BUA OOJIBHOTO.

Koxa cyxas, xononHast, Onennas wim cyoukrepuuHas. Criia)k€HHOCTh HOCOTYOHBIX CKJIAJIOK,
OemHast MUMHKA, BOJIOCHI TYCKJIbIE, CYXH€, IOMKHE, BBIIAAI0T, ce00pest BOJIOCHCTOM YacTH roJioBbl, J10a,
BEK, SI3bIK C OTIIEYaTKaMH 3yOOB MO JaTepaibHOMy Kparo. [1o3mHss cmena 3y0oB.

3.3.3 KocTHO-CyCTaBHasl CUCTEMA.

ApTpanruu, BBIIOT B MOJOCTU cycTaBoB. Ha peHTreHorpamme 3ajepskka siiep OKOCTEHEHU,
OCaHKa C MOACHUYHBIM JIOPAO30M, BBICTYNAKIIMMH SIFOAMLAMU M IOJYCOTHYTBIMH KOJICHSIMH,
XOHAPOIUCTPOPHUECKHE MPOITOPLIFH TENA.

3.3.4 CepneuHo-cOCyANCTast CUCTEMA U KPOBb.

I'panuimel cepana paclIMpeHbl, TOHBI MPHUINYLIEHBI, (DYHKIMOHAJIBHBIA IOyM, Opagukapaus,
MOXeT OBIThb NEePUKAPAUAIBHBIA BBINOT, THIOTOHMSA, MYJIbCOBOE nAaBieHMe ymeHbineHo. Ha OKI
CHIDKEHHE BOJbTaXa 3yOIOB. AHEMHs HOPMOXPOMHAs, HOPMOLMTApHAs, TUIMEPXOJIECTEPUHEMIISL.
CBolicTBeHHas] THIIOTHPEO3y THIIEPIUNHIEMHISI MOXKET CIIOCOOCTBOBATh YCKOPEHHIO aTeporeHesa U
Pa3BUTHIO UIIEMUYECKOH OOJIE3HU cepaLa.

3.3.5 Cucrema nuieBapeHusl.

Yacro paszsusaercst ayTouMMyHHBIN ractput. Mortopuka JKKT 3amennenHas, 3anopel.

3.3.6 Hapymenue QyHKIUHN MOveK.

IIpu BI' yacTto HaOmromaercss CHIKEHHE TOYEYHOTO KPOBOTOKA M CKOPOCTH KITyOOYKOBOM
¢bunbTpaLny, BO3MOXKHO MOSIBIIEHHE HEOONBIIONH MPOTENHY PHH.

3.3.7 JlpixatenbHas CUCTEMA.

3aTpyAHEHHOE HOCOBOE MBIXaHHE, CTPUIOP, LIMAHO3 HOCOIYOHOTO TpPEYroJbHUKAa W YacTble
pecrinpaTopHble 3a00IeBaHUs.

3.3.8 IlonoBoe pa3BuTHE.

Y neBodeKk BO3MOXKHBI HAPYLICHUs] MEHCTPYAJIbHOTO LUKJA IO THUIY OJHMIOONCOMEHOPEH WU
aMEHOpEH, AaHOBYJIITOPHBIE LIUKJIBI. B OONBITMHCTBE CIy4aeB 3TH HAPYIIEHUS COYETAIOTCS C rajlakTopeei
U OOYCJIOBJEHbl TIOBBIIIEHHBIM YPOBHEM NPOJIAKTUHA (CHHIPOM  THIIEPIPOJAKTHHEMHUYECKOTO
THITOTOHAM3MA, WIIH CHHAPOM MEPCUCTHPYIOIIEH raiakropen-amMmeHopen). Hannamne sToro cunpoma y
OonbHbIX ¢ nepeuuHbIM Bl u3BecTHO Kak cuHnpom Ban-Buka-Xenneca-Pocca.

I'mnepnponaktuemust npu nepsudHoM BI' cBsizana ¢ peicteueM runoranamudeckoro TPI
CHHTE3 KOTOpOro B ycioBusx aepuumra ropmoHoB II[DK MHOrokpaTtHo BO3pacTaeT Mo MeXaHU3MY
oTpunarensHoil obpaTHoi cBsizu. TPIT cocobGen crumynupoBath cekpeuuto He Tonbko TTI, HO u
nponaktuHa. Kpome Toro, passururo runepnposnaktuHemud npu BI™ ciocobctByer nepunur nopamuHa -
OCHOBHOT'O TUIIOTAJIAMHYECKOTO HHIHOUTOpa CEKPEIMY NPONIaKTHHA. [ HnepnponakTHHEMHUsI TPUBOIUT K
HApYLUIEHUsIM LHKJIAYHOCTH BbIOpoca JIIT W peuenuuu TOHAJOTPONMMHOB B TOHanmax. JlnurenbHO
CYIIECTBYIOINAS TUIIEPIIPOTAKTUHEMHUS CIIOCOOCTBYET PA3BUTHIO BTOPHYHOTO MOJUKUCTO32 SIMUHUKOB.

Cunpnpom Ban-Buka-I'pombaxa - BapuaHT npexneBpeMeHHoro nonosoro cospesanus (I1P) y
JeTel ¢ MepBUYHBIM JeKOoMIeHcupoBaHHbIM BI'. ¥V nesouex nepseimMu npusHakamu I[P sBiasrorcs
yBEJIIMYEHHNE MOJIOUHBIX JKeJie3, MHOITA C JIAKTOpeeH, mosiBieHne MeHapxe. JIoOOkoBoe M akCHIUIAPHOE
OBOJIOCEHHE HEXapaKTePHBL Y BCEX OOJBHBIX BBIIBISIFOTCA BBICOKHE YpoBHU 1T 1 mponakTHHA, ypOBHH
JII' u ®CT" yBenuuens! ymepenHo. Ilpu Y3U manoro Tasza odeHb 4acTO BU3YaJIU3UPYIOTCS KHUCTO3HO-
U3MEHEHHbIE SUYHUKU.

MyKCKOH BapuHaHT »3TOr0 CHMITOMOKOMIUIEKCA XapaKTepU3YeTCs MAaKpPOOPXH3MOM IpHU
OTCYTCTBHUH WJIN cl1a00i BBIPAKEHHOCTH CHMIITOMOB aHAPOTeHH3auU. Y OOJBHBIX C MAKPOOPXHU3MOM Ha
¢one BI' 3HaunTenbHO moBbieHs! ypoBHU TTI, mpomakTHHAa M rOHAAOTPOMHBIX ropMoHOB. OmHAKO
YPOBEHb TECTOCTEPOHA, KaK MPABWJIO, HE MPEBBIIACT NOMyOepPTATHBIX 3HAYCHHH.



4. IMATHOCTUYECKHUE KPUTEPUH

Knuanyeckue cuMnTombl B OOJBIIMHCTBE CIy4aeB HE MOMOTAIOT B paHHeH nuarHoctuke BI.
Tonbko B 15% ciydaes BI' MmokeT OBITH Cpa3y 3armofo3peH y HOBOPOXKIEHHOTO HA OCHOBAHUH JTaHHBIX
KJIIMHUYECKON KapTUHBI.

4.1. llIkana knuHUYecKoro ckpununra BI' y HOBoposkneHHBIX (B Oasiax):

IIyIIO4YHAs! TPbIKa 2

OTEYHOE JINIIO

3a1opsl

JKEHCKUU MOJ

ONIEHOCTh U TUIIOTEPMHUST KOKHU

MaKpPOTIIOCCHS

MBIIIEYHAS THTIOTOHUS

xKenTyxa bonee 3 Henenb

IIEJTYIIEHUE U CYXOCTh KOXKH

OepemeHHoOCTh O0s1ee 40 Henenb

Macca Tejia npu poxxkaeHuu 6osee 3,5 kv 1

[Ipu3Haky CyMMUPYIOTCSI M TIpU cyMMe OoJiee 5 OaisioB ciy4ail moAo3puTeNeH Ha BPOXKICHHBIHN
THITOTHPO3.

— e = e = = NN DN

4.2. OCHOBHBIE MPUHIUIBI JAOOPATOPHOIO HEOHATAIBHOTO CKpUHUHTA Ha BI'.

4.2.1 IlepBelii 5Tam - pOAWIBHBINA CTALIUOHAD.

VY BCeX MOHOIIEHHBIX HOBOPOXKIEHHBIX Ha 4-5-1 NeHb kU3HU (Y HEOHOLICHHBIX AeTel Ha 7-14-
Il meHb KM3HM) OepeTcss KpoBb (Halle M3 IMATKU) U B BHAE Karenb (6-8) HAHOCUTCS Ha CIIELHANBHYIO
NOpHUCTYI0 (QHUIBTpOBaNBHYIO Oymary. Bce oOpasmbl KpOBH OTCBUIAIOTCS B CIELUAIN3UPOBAHHYIO
MeIUKO-TeHeTHYeCKyr0 Jlaboparopuro. IIpu cCKkpuHHMHTE Ha THIOTHPEOo3 3a00JIeBaeMOCTb COCTABIISIET
onuH ciaydai Ha 3500-4000 ponos.

Ha srane nepBU4HOro CKpUHUHIA IPAKTUYECKH HEBO3MOXKHO pa3nuunuTh BI' u TpansuropHsiii BI,
XOTsl HeOOXOAMMO MMETh B BHAY, YTO TPaH3UTOPHBIA Bl compoBoOXmaeTcs OTHOCHUTENBHO MEHee
BbicokuMH ypoBHsMU TTI (9,0-40,0 MxEn/mi), uem BI' (yposens TTI B GonbpiunHCTBE citydaeB Ooblie
40,0 MxEn/mn).

PasrpanndeHne 3TUX COCTOSIHMI HEOOXOIWMO MPOBOAMTH Ha BTOPOM 3Talle CKPUHHUHTA, T.€. B
NOJUKJIMHUYECKHUX YCIIOBHSIX, NMPU TNOBTOpHOM ompeneneHun yposHei TTIT m cBobonnoro T4 B
CBIBOPOTKE.

4.2.2 Bropot#i 3Tam - MeqUKO-TeHeTH4ecKas JabopaTopusi.

Bce obpasusl ¢ yposaem TTI™ 6onee 9 MkEx/mn nomkHbI OBITH TPOBEPEHBI TOBTOPHO, YPOBEHb
TTIT 6onee 40 mxEn/mn mossomnsier 3amono3puth BIT, a yposenp Bbime 100 MkEn/mn ¢ BbICOKOH
CTETIEHBIO BEPOSITHOCTH YKa3bIBAET HA HATMUHE 3a00I€BaHMS.

ITosropHOE onpenenenue yposust TTI

Ecim yposennr TTI cocrapnsier ot 9 mo 40 mxEn/mn, B abopaTopuu mMpOBOIUTCSI MIOBTOPHOE
ompeAesieHue U3 TOro ke 00pasia KpoBU B NyOuKaTe ¢ 6 CTaHIAPTAMH.

1) mpu MOBTOPHOM BBISIBJICHUH aHAJOTHYHO BBICOKOTO ypoBHS TTI MONMKIMHHKY MO MeECTy
JKUTENIbCTBA PeOCHKA CPOYHO YBEIOMILIFOT O HEOOXOIUMOCTH B3SITh KPOBb M3 BEHBI JJISI ONPEIEIICHUS
yposHeii TTI™ u cBoGogHoro T4 B CHIBOPOTKE.

2) ecnmn ypoenb TTI' B ceBopotke Bbime 20,0 MkEn/mi, a ypoBeHb cobomnoro T4 Huxe
MOPOTOBOT0 3HAUEHUS [T TAHHOH J1abOpaTopuy, MOKa3aHO HEMEJICHHOE HAa3HAYeHNE 3aMECTUTEIbHON
Tepanuy THPEOUHBIMU IIpenapaTaMH.

3) ecmu yposenp TTIT B  ceBoporke or 20,0 MkEx/mn  mo 40,0 MxEn/mn, HO
ypoBeHb cBoOOHOTO T4 B HOpME, JIeYeHHE HE Ha3HadaeTcs, 3a peOeHKoM Benercs: HaOmoneHue (pu
OTCYTCTBHUE KJIMHUYECKUX MPOSIBICHUI).
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ITosTrOpHBIE OCMOTPEI ¢ onpeneneHueM yposHer TTI', T4 nposonstcs uepes 1 Hen, nanee yepes
3-4 Hen; ecnu yposeHb TTI' HapacTaer, ClieyeT Ha3HAYUTH 3aMECTUTEJBHYIO TEPANUI0 THPEOUAHBIMU
npenapaTamy ¢ JaJbHEHIINM NPUCTATBHBIM HAOMIOIEHHEM 32 PEOCHKOM.

4) ecm yposenb TTT cocrasinsier 6osee 40 MkEn/mi, To ¢ OOBIIOH H0IEH BEPOSITHOCTH MOXKHO
3anmono3pute Bl B oTux caydasx npoBoauTcs MNOBTOpHOe ompeneneHue yposHern TTID u
cBoOogHOrO T4 B mepBOHAYANBHBIX 00pa3ax KPOBU U B CBIBOPOTKE (B3TOH y peOeHKa B MOJUKIMHUKE
1o MecTy JKuTenbcTBa). Cpasy e mociie B3ATHS KPOBH M3 BEHBI, HE OKUAASACh Pe3ysbTara, peOeHKy
HA3HAYaIOT 3aMECTUTEJIbHYIO TEPANMI0 JIEBOTUPOKCUHOM C TOBTOPHBIM OCMOTPOM Bpada MOCIe
MOJIy4E€HUs Pe3yJIbTaTOB FOPMOHAJBHBIX HUccaenoBanuil. Ecinu npu nosropHoM aHanuse yposHU TTI n
cBoOoHOTrO T4 OKaXXyTCs B Mpeneax HOPMBI, JISYEHUE CIeNyeT MPeKpaTuTh; eciau yposerb TTI Oyner
NPEBLIIATh HOPMY - JICUEHHE CIEeNyeT NPONOJDKATh TMOJ PerysIpHbIM HaOMOEeHHEeM Ienuarpa-
SHIOKPUHOJIOrA.

4.2.3 Tperuii 3Tan - AeTCKas NOJUKJINHUKA.

Ha sTom stane 3a gerbmu ¢ BI', BbIsBIEHHBIM IO pe3yjbTaTaM HEOHATAJIbHOI'O CKPUHMUHIA,
BEETCS TMHAMHYECKOe HaOJI0IeHNE.

Kontponenele uccnenosanust ypoHs T4CB. B CBIBOPOTKE NMPOBOASATCS KaXKAble 2 HEAECNH MOCIE
Hauaja 3aMEeCTUTENIbHON Tepanuu 0 HOpMaTU3aLliK ypoBHs cBoOoHOTO T4.

4.3. O0s13aTe/IbHbIE HCCJIEI0BAHUS MPH YCTAHOBJICHUH IHATHO3A.

4.3.1 Ouenka yposHsi TTI B enbHOM kpoBH (HEOHATAIBHBIN CKPUHUHT B MEAHKO-T€HETHIECKOM
LEHTpE).

4.3.2 Ouenka yposneii TTT', ceobonroro T4 B ceiBOpOTKE.

Huskwmii ypoBeHp cobomHoro T4 m mosbiieHHbIH ypoBeHb TTI ABIAIOTCS BaKHEHIIMMHU
OMOXMMHUYECKMMH TpH3HaKamu nepBuyHOro BI. YV  HOBOpPOXIEHHBIX € KOMIIEHCHPOBAHHBIM
nepsudHbIM BI' ypoBenp oOmero u cBobogHoro T4 moxer ObITh HOpMaJIbHBIM, HO ypoBeHb TTI
MOBBILIEH, TAK KaK B IEPBbIE MECSLbI X)KU3HU BO3MOXKHO HapylleHue peryisuuu cekpenuu TTI mo tumy
oOpaTHOM CBSI3H.

Huskwmii yposens TTI mpu rumotrupeo3e CBUAETENBCTBYET O HAPYIIEHHWH B TUMO(H3E HIIH
THIOTAJIAMYCE U UCKIIIOYAaeT NEPBUYHOE HApYIIeHHE (PYHKIIUH IIUTOBUIHON JKeNe3bl.

Y HEKOTOpBIX OOJBHBIX C BTOPHYHBIM TUMOTHPEeOo30oM ypoeHb TTIT B KpoBH HaxomuTcs B
npezaenax HopMbl, IMOO MapagoKCATBbHO MOBBIIIEH, YTO CBSI3BIBAIOT C CEKpelnell MMMYHOPEAKTHBHOTO,
HO Ononornyeckn HeakTuBHOTO TTT .

B mpaktuke Bpaua nHoraa BcrpedaeTcs nopbimenue ypoBHs TTI y HOBOPOKAEHHBIX, OOBIMHO He
npepbimnaroinee 40 MkME/Mi, kOTOpoe HOpMaNIH3yeTCsl Yepe3 HEeCKOJbKO HeAesb. B Takux ciydasx
COCTOSIHHE THPEOUAHOTO CTaTyca 0003HAYAIOT KaK TPAH3UTOPHBIN THIIOTHPEO3.

CHukeHne ypoOBHEH THPEOUIHBIX TOPMOHOB y HEJOHOLIEHHBIX HOBOPOXKIEHHBIX OTpa)kaeT UX
aJanTalLUIo K CTPECCY U HE SBIISIETCs MOKa3aHueM Ui 3aMecturensHol tepanuu TTI. K 1-2-my mecsny
ku3HU ypoBHU T4 u T3 B CBIBOPOTKE NOCTENEHHO YBEIWYUBAKOTCS M JOCTUTAIOT HOPMAJIBHBIX
3HAYEHHH, XapaKTePHBIX UL TOHOIIEHHBIX IETEeH TOro e Bo3pacta. MIcTHHHbIe HapymeHus QpyHKIUI
X y Takux nereid MOXKHO BBIABUTB MOCJIE HOPMAJIN3ALUN UX MACCBHI T€JIA U PA3BUTHS.

4.4 JlonoTHUTEIbLHbIE HCCAET0BAHMSA,

4.4.1 OnpenensiroT ypoBHH ¢cBoOOAHOTO T3, THpeornodynrHa, THPEOOTOKUPYIOIITINX aHTUTEIL.

VYposens TI' 3HauntenbHO cHUKeH npu arutasuu LUK, ymepeHHO CHuXeH Ui B Ipeaenax HOpMbI
NPU €€ HKTONMNIECKOM PACIIONIOKEHUH U TOBBILIEH MPH HapyLeHusx cuaTe3a T4 u T3 (3a uckiroyeHnem
Hapymenus cunte3a TI7). Onpenenenve TI' B OONBIIMHCTBE ClTy4aeB HE MO3BOJISIET TOYHO YCTAHOBUTH
npuunny BT, Tak xak yposenb TI' nuine npuOIM3UTEIBHO COOTBETCTBYET Macce (PyHKLHUOHUPYIOLIECH
Trkanu 2K,

YpoBeHb THPEOONOKUPYIOIIUX AHTUTEN PEKOMEHIYETCS ONPENeysiTb Y HOBOPOXKIEHHBIX C
THITIOTUPEO30M, KOorza y Martepu peOeHka mmeercsi ayromMMmyHHOe 3aboneBanue LK, a Taxke mpu
HAJIMYMU B aHaMHe3e TpaH3utopHoro BI' y OpaTbeB u cecTep HOBOPOKAECHHOTO.

4.4.2 O0mmii 1 OMOXUMHYECKHH aHAJIN3 KPOBH.
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[To3BONSAET BBISIBUTH XKeNe301e(pUIIUTHYIO aHEMUIO, TUTIEPX OJIECTEPUHEMHUIO.

4.4 .3 Dnextpokapauorpadus.

Ha OKI BbIBISIIOTCS CUHYCOBasi OpaANKapAns, YAJMHEHNE CUCTOJBI, YMEHBIIEHUE aMILIIUTY IbI
komiuiekcoB QRS; ormeuaercs 3amennieHue BHYTPUIIPENCEPIHOH, MpeACEepIHO-KEIyJOUYKOBOH U
BHYTPHKENYI0YKOBON MPOBOAUMOCTH.

4.4.4 OnpeneneHue KKOCTHOT'O BO3pacTay.

Hcnonb3yercs He TONBKO IJisl TUArHOCTUKU, HO W AN OLIEHKU aJe€KBAaTHOCTH MPOBOJUMOM
Tepanuu BI'.

Pentrenorpadgusi KOJEHHBIX CYCTaBOB W CTOI IIOMOTaeT YCTAHOBHTH MPOAOIKUTEIBHOCTD
BHYTpUYTpOOHOro runorupeo3a. OTCyTCTBHE LEHTPOB occupukanun (Snudu3apHbli  JUCTEHE3)
IMCTAJbHBIX OTNEJOB OENPEeHHBbIX KOCTEH, NMPOKCHMAJIBbHBIX KOHIIOB OONBIIEOEpLOBBIX KOCTEH U
KyOOBUIHBIX KOCTEH CTOM SIBJISIETCS KOCBEHHBIM JToKaszareabcTBoM BI' (occudukanms kocTel umeercs y
OOJBLTMHCTBA 30POBBIX TOHOIIEHHBIX HOBOPOXK/IEHHBIX ).

Pentrenorpadguss KHCTEH pPYK BBIBIACT 3aIEPKKy TMOSBICHHS SA€P OKOCTEHEHHs, WX
ACUMMETPHIO, HAPYLIEHUE IOCJIENOBATEIbHOCTH MOSBIECHUA. TUNMYHO pe3KOoe OTCTaBaHHWE KOCTHOTO
BO3PACTa OT MACIIOPTHOTO, IIPH 3TOM «KOCTHBIN BO3pACT» 3a[ePKUBAETCS ake B OOJIbINEH CTENeHH, YeM
pocT.

4.4.5 Y3HU muTOBUIHOM JKene3bl.

VY31 npumensitor ans noxarsepkaeHust amasun DK, Jlna muarHoctuxku skromuu K
pesyabraThl Y3U Mmanoundopmarusabl. Ecu mo nanubiM uccnenoBanus LK B Hopme, To BIT mosker
ObITh OOycnoByieH nubo nedpexkramu cunte3a T4 m T3, mmubo TpaHCIIALEHTAPHBIM IEPEHOCOM
MaTEPUHCKHUX TUPEOOIOKHPYIOLINX aHTUTEL.

YcranoBneHno, uto pynumenrtapHas TkaHb XK mnpu ee guctonmuu crnocoOHAa AOCTATOYHO
IUTUTENIbHO TIPOAYLMPOBATh TUPEOUIHbIE TOPMOHBL, €€ (DYHKIHMOHAJIbHAs aKTUBHOCTb 3HAYUTENBHO
cHIpKaercs rnocyie 10-1eTHero Bo3pacra, B 3THX CIIy4dasx MOXKeT ObITh AnarHocTuposad BI' ¢ mozgHIMHE
nposiBiIeHusIMH (no3aHss Gopma BID).

B nutepatrype ommcanbl pasiuuHble BapuaHThl guctonuu IIDK B kopHe si3bIka WM MO XOAY
THPEOTIIOCCATBHOTO MPOTOKA, MPH STOM MOXKET HaOJFOAAThCS caMasi pa3fiMuHasi CTeneHb TskecTd B

446 J[ubdepeHumanbHyr0 IUATHOCTHKY mepBuyHOro Bl mpoBomsT ¢ HaHU3MOM,
sHuedanonaTusmMu, cHHApoMoM JlayHa, XxoHOpoaucTpodueii, paxurom, 6onesnsto I upmnpyHra.

5. JEYEHME 'MIIOTUPEO3A

Ilenn neyeHus: KOMIIEHCALMs HEAOCTATOYHOCTH INMTOBUAHOW  JKENE3bl, JOCTH)KCHHE
SYTUPOUIHOTO COCTOSIHMS, YCTPaHEHHE pacCcTpOiicTB OOMEHa BEIIECTB, AOCTIDKEHHE HOPMAJBbHOTO
(U3NIECKOTro U HEPBHO-TICUXUYECKOTO pa3BUTHE peOeHKa.

5.1. llpu BI' Heo0xoaAMMO rpyaiHOe BCKAPMJIMBAHME, KAK HEeMEAUKAMEHTO3HAsl Tepanusl.

5.2. MeaukameHTO3HASI Tepanusi.

5.2.1 3amectuTenbHas Tepamnusi NOJDKHA ObITh HawaTa, Kak TOJBKO yCTAaHOBJIEH nuarHo3. Ha
NEPBOM JTalle JICUEHUs] — C LEJbI0 NOCTHXKCHHSA DYTHPEOMIHOIO COCTOSIHUA, & HAa BTOPOM — IS
COXpaHEHHs KOMITEHCALUH 3a00IeBaHMUs.

5.2.2 Tlpu BeIOOpE mpemapara Ui 3aMECTHTEJIbHON Teparnuu MpearnoYTeHHe CIeAyeT OTNaBaTh
nesotupokcuHy (L-T4). JIeBOTUPOKCHH HATpHs COBEpPLICHHO HIECHTHYEH NPUPOIHOMY TOPMOHY
4eJoBeKa TUPOKCHHY. llocne mpuema JIeBOTHPOKCHMHA B KPOBH CO3JAETCsl «IEMO» 3TOr0 Npemnapara,
KOTOpOE PacXOomyeTcs 0 Mepe HeOOXOANMMOCTH IyTeM AeHOANPOBAHIS THPOKCHHA U NPEBPALIEHUS €T0
B T3.

Bcro cyTouHy0 103y JIEBOTHPOKCHHA HEOOXOIUMO AaBaTh yTpoM 3a 30-40 MUH 10 3aBTpaka, ¢
HeOONBIIMM KOJIMYECTBOM JKHIKOCTH. MaJleHbKUM AETSM Ipernapar JOMyCTUMO [aBaTb BO BpeMs
YTPEHHETrO KOPMIJICHUS B PACTEPTOM BUJE.

OpHEeHTUPOBOYHbIE 103bI JIEBOTUPOKCHHA Yy AeTeli ¢ BI'
| Bospacr | MKI/KI/CYyT | MKI/CYT |
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HenoxoteHHbIe 8,0—10,0

HOBOPOXKACHHBIE
0-3 mec. 10,0—15.,0 15,0—50,0
3-6 mec. 8,0—10,0 15,0—50,0
6-12 mec. 6,0—38.0 50,0—75,0
1-3 roga 4,0—6,0 75,0—100,0
3-10 ner 3,0—4.0 100,0—150,0
10-15 ner 2,0—4.0 100,0—150,0

Crapmue 15 ner 2,0—3.0 100,0—200,0

5.2.3 Ilpu Tsoxensix popmax B neueHne cienyer HaUMHATH C MUHUMAJIBHBIX 103 JIEBOTHPOKCHHA,
He Oonee 25 MKI/CyT, yBenmuuBas 103y Kaxnable 7—10 mHel, moka oHa He JOWAET 10 ONTHMAIbHOU. Y
JOHOLIEHHBIX HOBOPOXKIAEHHBIX 150—200 Mkr/M2 neBoTupokcuna; ctapire 1 roga 100—150 Mxr/m2.

5.3. J/leueHne TPAH3UTOPHOr0 rHNOTHPEO3A.

5.3.1 C yueroM Tsxenbix ocnoxHeHuil BI' mpu oTcyTcTBUM paHHEro jeueHus peKOMEeHIyeTCs
HAYMHATb TEPAIUIO KaK MOKHO PaHbIIE, B COOTBETCTBYIOLINX BO3PACTYy A03aX C MOCTOSIHHBIM KOHTPOJIEM
ropMoHabHOTO npoduist. TpaH3UTOPHAS THIOTHPOKCHHEMHSI MOXKET NMPOXOAUTh CAMOCTOSITEIIBHO MPH
HCYE3HOBEHHH BBI3BABIIEH €€ MPUYHHBL

5.3.2 B COMHUTENBHBIX Clly4asX B BO3pacTe mocjie | roma NpOBOAMTCS YTOUYHEHHE OUArHO3A.
Pebenky Ha 4 Hemenu OTMEHSIIOT JIEBOTUPOKCHH WM Ha «4UCTOM (poHe» ompenessiioT yposerb TTI u
cBodogHoro T4. Ilpm mnonyueHHMM HOPMAJbHBIX IIOKa3aTeNell JieueHHe He BO30OHOBISIETCS, a
KOHTPOJIbHBIE OCMOTPBI C ONPEAEICHUEM YPOBHSI TOPMOHOB B CBIBOPOTKE MPOBOAATCA yepes3 2 Hex, 1 u 6
MeC MOCJIE MPEKPALICHUS JICUCHMUS].

5.3.3 Ecnu nuarno3 BI' noarsep:xkaaeTcs, JieueHUe JJEBOTUPOKCUHOM NPOAOJIKAOT C MOCTOSHHBIM
KOHTPOJIEM 32 aIeKBATHOCTBIO MOJy4aeMoil peOSHKOM J03bI Ipernapara.

5.3.4 Baumanue: ecau ypoeHb 111 Ha (oHe Tepanmuu korga-audO MOBBILIANCS BCIEACTBUE
HEJOCTaTOYHOM 03Bl JICBOTUPOKCHUHA WJIM HAPYIICHUS CXEMBbI €ro ImpHuema, NpepeiBaTh JICYEHUE AJIs
YTOYHEHHs IUAarHo3a He pekoMeHayercs. B oTom cinydae quarnos Bl He BeI3BIBAET COMHEHUSI.

5.4. Kputepuu agexkBaTHocTH JieueHus BI'.

5.4.1 HopManbHBIA ypoBeHb cBOOOmHOrO T4 (HOpManmu3yercs 4depe3 2 HEmeau IOCe Hadaja
JCUSHHS);

5.4.2 nopmanpHeiii ypoBeHb TTI (Hopmanusyercs depe3 4 Hemenu rmociie Hadana JSUeHUs!);

5.4.3 moxaszarenu (PU3MUECKOTO Pa3BUTHs B IpenesnaXx HOPMalbHbIX 3HaueHuil (SDS pocra,
CKOPOCTH POCTa, MACCHI TeJa);,

5.4.4 ncuxoMOTOpHOE pa3BuUTHE peOeHKa COOTBETCTBYET BO3PAcTy (OLIGHKA HEBPOJIOTOM,
TICUX OHEBPOJIOTOM);

5.4.5 HOpMasbHBIE TMOKa3aTenu TUQQPepeHIMPOBKH CKeneTa (COOTBETCTBHE KOCTHOTO BO3pacTa
MaCIOPTHOMY ).

6. lucnancepHoe Ha0MI0AeHNE AeTeil ¢ THIOTHPEO30M.

O6cnenoBanne Cpoxk npoBeneHus Bo3moxkHbIe BhIsIBIIsIEMBIE Ae(EeKThI
OcmMmoTtp Bpaua- ITocne ycTaHoBneHus tuaruo3a | 3afepkka, XOHIPOAUCTPOPHUIECKHe
SHAOKPHUHOJOTa (Bpada- | — KaXkable 2 HeleIH 10 MPOINOPLIMH; OTCTaBaHUE
nenuaTpa) HopMmanu3auuu T4, nanee 1 pa3s | NICUXOMOTOPHOIO Pa3BUTHS, YaCThIE

B Mec. 10 3-x Mmec., 1 pa3 B 3 pecrnrpaTopHbIe 3a00JIEBaAHUS,

Mmec. 10 3-x jer. C 3-x et — 1 AHEMUSL.
pa3 B 6 MeC. Py KOMIEHCALIUH.

I'opmoHanbHbIE Ilocne ycranosnenus nuarnosa | Ilpu nepsuunom BI' yposens TTT
uccnenosarus (TTL, — Kaxzaple 2 Hex. A0 3HAYUTEJIBHO MOBBILIEH, YPOBEHD
cBoOonHbIN T4) HopMmanu3anun T4, nanee 1 pa3 | ceodonHoro T4 camken. [lpu

B MeC. 10 3-x Mec., | pa3 B 3 sropu4HOM BI' yposens TTI' B HOpme
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Mmec. 10 3-x jer. C 3-x et — 1
pa3 B 6 MeC. MpU KOMIEHCALIUH.

(M. 6. CHIDKEH UJIH YMEPEHHO
MIOBBIIICH), YPOBEHb CBOOOHOTO T4
CHIDKEH.

OOwuit aHanu3 KPOBH

B tedenue 1-ro ropa *usHM,
4acTOTa OMpPEAEseTcs
WHJUBUIYAJIbHO, flajiee 2 pa3a B
rOjI.

AHeMusi — HOPMOXPOMHasi
HOpPMOLIMTapHasi, THIIOX POMHast
Kene301e(pUINTHAS, MAKPOLIUTapHasi,
B12- nedpunmrHasL

buoxumunueckuii aHaius
KpOBH

B tedenue 1-ro ropa *usHM,
4acTOTa OMpPEAEsieTcs
WHIUBUIYAJIBHO, flajiee 2 pa3a B
rOfI.

I'unepxonecrepunemus,
JUCITUNUACMUSI.

Hccnenosanue ypoBHs

ITo mokasaHusMm.

3HAYUTEBHO CHIDKEH Ipu arjrasun

THUPEOTNI00yINHA LK.
YmMepenHo cHukeH npu skronuu HK.
OKI' 1 pa3 B ron YMEHBIIEHHE aMILIUTYAbl KOMILIEKCA
QRS, 6pagukapams.
Y3U IPK Ilocne ycranosneHus quarHosa, | Amnasusi, runoriasus, skronus [IDK,
3aTeM KOHTpPOJIb B Bo3pacre | MHOT'0Y3JI0BOH 300.
roga. [1pu vamuymu 300a - 1
pa3 B 6 mec. be3 300a - 1 pa3 B
roJl.
OxoKI' Ilocne ycranosneHus quarnosa | BpoxxneHHble MOPOKHU pa3sBUTHSA,
Ha NIEpPBOM IOAly JKM3HH, fjaiee | BBIIOTHBIN MEPUKAPAUT, CHUXKEHHE
— IO MTOKA3aHUsAM. COKPaTHUTENBbHOHN CTOCOOHOCTH
MHUOKapJa.
VY 3U nouex Ha nepsoM rony xusHy, nanee | BpoxxaeHHbIE MOPOKU Pa3BUTHUS.

— IT1O TTIOKa3aHUAM.

Pentrenorpadust kucreit
pyK

1 pa3 B ron.

OTtcraBaHne KOCTHOT'O BO3pPacTa.

Pentrenorpadus
KOJICHHBIX CyCTaBOB,
CTON

B nepuon HOBOPOXAECHHOCTH.

Hapymenue occuduxannu snupuzon
OenpeHHBIX KOCTeH, KyOOBHUIHBIX
KOCTEH CTOI.

20I

B 5 ner.

Huddysnoe 3amennenne purMma,
CHUXKCHUEC €TO aMIUIMTY IbI,
yIJIMHEHHE JIATEHTHOTO Meproaa
BBI3BAHHBIX 3PUTCIIbHBIX U CITYXOBbBIX
HOTEHIIMAJIOB.

OcmMmotp
Bpava-HEBPOJIOTa

Ha 1-m rogy »xu3nu — 1 pa3 B
3 Mec,
nanee 1 pas B roa.

3anepkka ICUXOMOTOPHOTO Pa3BUTHS,
aTakcusi, HapylIeHue KOOpAUHALUU
IOBUXEHUH, criacTUYecKas JUILIerus,
TUITOTOHUSI.

OcmMmoTtp Bpaua-
o(rampmorora

Ha 1-m rony xushu - 2 pasa B
roa, najee 1 pas B roa.

Kocormnazue.

OcmMmoTtp Bpaua-
OTOJIAPHHTOJIOTA

1 pa3 B rog, ecnu HeT
XPOHUYECKOTO TOH3UJLINTA.

Hannuue sxronuposannoii LIDK B
KOpHE s3bIKa, HApYyIIEHUE CIyXa,
XPOHUYECKUI TOH3WINT.

OcmoTp Bpaua-cypaonora

ITo nmokasanusMm.

HeiipoceHcopHast TyroyXxocCTb.




14

Ocmortp noronena B 4—S5 ner. Hapymenus peun (0T Jerkux 1o
TSDKEJIBIX).
OcwmoTp Bpaua- IlepBuunsiii B 1—1,5 rona, 3agepiKka HHTEJUIEKTYaJIbHOTO
ncuxuarpa MOBTOPHO B 5 JieT (ipu pa3BUTHS.
HEOOXOIMMOCTH PaHBIIE).
MPT ronoBHOro mosra Ilo nokasaHusAM. IN'mmepnnasus runodusa npu

JNeKOMITIeHCUpOBaHHOM BI';
YMEHBIIEHUE Pa3MepPOB TMIIINOKaMIIa,
HapylLIEHUEe CTPYKTYpPbI TOJIOBHOTO

MO3Ta.
ITynxnroHHast Guorcus ITo nmokazanusm (ripu Hanuuue anenomarosa 11K
IPK MHOTOY3JIOBOM 300¢€). UCKJTFOYSHIE MaJIMTHU3ALINH.

7. Iloka3zaHus A TOCMUTAJIH3ALUH,

7.1 Ilnanosas:

- IIPU MOAO3PEHUM HA TMIIOTUPEO3 IJI YCTAHOBJIEHUs AMATHO3a M HAYAJIBHON 3aMECTUTENIbHOM
Tepanuu,

- 1 pa3 B Tpu roga 1jisi KOMIUIEKCHOTO OOCIIeIOBAHUS, BBISBJICHHUS OCIOKHEHHUH, COMyTCTBYIOIIEH
MAaTOJOTUH, KOPPEKLIUH TepaATuU

7.2 DKCTpeHHasl FOCIIUTAIN3ALMS PH HATUYUH OCJIOXKHEHUI:

- MUOKap/IUT,

- IEPUKAPIUT,

- TSDKEJIast aHEMUS,

- MATOYHOE KPOBOTEUYEHUE,

- KaJIOBbIN 3aBaJl.

8. Ilpodunaaxkruka.

Heduuunt fona y marepw - camas yactas npuuynHa BI' y HOBOpOXKAEHHBIX B palioHax, rae
BCTPEYAETCs] HHAEMUYECKHH 300, 0OYCIOBJIEHHBIH HENOCTATKOM Hoxa B Boje W muie. B obmactsx ¢
BBIPAKEHHBIM HOXHBIM aedpuuuToM, BIT MoOXeT mNposSBIASATBCS Kak HEBPOJOTHYECKUH  WIIH
MHUKCEIEMATO3HbIM SHIEMUYECKUI KPETUHU3M.

NwmeroTcst naHHble, 4TO (POPMHPOBAHHE HEBPOJOTHUECKOrO0 KpPEeTHMHHM3Ma HauuHaercss BO 11
TpUMecTpe OEpeMEHHOCTH, BEPOSITHO, MOA BIMSHHEM THIIOTHPEO3a y MaTepu W 3aIepKKU Hadajia
¢ynkunonnposanus LIDK y miona. PassuTie nanHoii popmbl 3a00eBaHUS MOXKHO NMPENOTBPATHTD, €CIIH
npodrIakTUKa MHOAOM Havata 1O HACTYIUIEHHs] OEpeMEHHOCTH, M HEBO3MOXKHO - TIpU Havale
npoHIAKTUKHU Toce 2-3 Mec. rectaiui. Tepanus THPEOUAHBIMA TOPMOHAMH TTOCIIE POXKACHUS TaKXKe
HE NPUBOAMT K JIMKBUJALIUU MTPOABJICHUI HEBPOJOTHMYECKOrO KPETHHU3MA.

IIpopunakruka BI' 3akmowaercs B JUKBUAAUMKM HOOHOrO neHUIHMTAa OO HACTYILICHHS
OepeMEeHHOCTH | B MPEAYIPEKACHUN BHYTPUYTPOOHOH THITOKCHHU TUIOJA.

9. IHAUKATOPBI KA4eCTBA OKA3aHUSI MEAHMLUMHCKON MOMOIIH AeTAM € THIOTHPE030M

Ne HWunuxartop Llenesoii ypoBeHb Meroauka usmepeHus

m\It BBIYHUCJICHUSI

1 IIpoBenenue HeoHaTanbHOTO | 99% ITo popmyne pacuera
CKPHUHMHTA HOBOPOXKICHHBIM IIPOLIEHTOB

2 Hauano 3amecturenbHoOi 99 % ITo popmyne pacuera
Teparuu Mpyu YCTAHOBJICHUHU MIPOLIEHTOB
JMarHos3a
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3 MnaHoBasa rocnutanmsayms 95% Mo opmyne pacyeTa
JeTei ¢ runotupeosom 1 pa3 MPOLEeHTOB
B 3 rofja ans
foo6cnefoBaHms

Cnncok ncnosnb30BaHHbIX UCTOYHUKOB:
1 3HpokpuHonorusa: HaunoHansHoe pykosoacTtso / Mog pea. N.W. Oepnosa, .A. MenbHNYEHKO.
-M. T'SOTAP- Megna, 2008-1072c.
2. [lnarHocTuka n nevyeHve sHAOKPUHHbIX 3a60/n1eBaHUA y feTeil n nogpocTkos /IMog pea. H.M.
LLa6onosa. -M.MEnpecc-MHPOPM, 2017-415e.
3. ®dyHaoMeHTabHaA M KNUHUYeckas tupougonorus / Mog peg. M.W.BanabonkuHa. -M.OAO

«M3garenbcTBo «MeauymnHay», 2017-816c.
4. Ypoku Tupeogonorun / BengaHosa M.B. -Ypoku Tupongonoruu / BengaHosa M.B.

MwuHncTp O.H. Aonrowanko

OAOBPEHO

JKCMNepTHLIM COBETOM MO
cTaHAapTM3auMmM MegNLNHCKOM
nomoLym B cucteme MuHuctepcTaa
3[paBooOXpaHeHuns [oHeL Ko
HapoaHoii Pecny6nunkm

13.12.2019 npotokon Ne 15



YTBEPX/IEH
MIPAKA30M MunucTepcTBa
3paBoOXpaHcHus  JloHEenKomn

Hapoanoii PecniyOnuku
23.01.2020 Ne 121

YHUOHUIINPOBAHHBIN KJIIMHNYECKWI TPOTOKOJI

MEJUIITHCKOHN MOMOIIN

«PAXUT U JEOUIAT BATAMUHA D V JIETEi»

IlepeueHb COKpalleHui

MesxknyHapoaHas cTaTUCTAYECKas Kilaccuukanus O0e3HeH n
MKB-10 npo0JieM, CBA3aHHBIX CO 3I0POBbEM BCceMHUpHON opranusanuu
3IPaBOOXPAHEHUS IECATOTO MEPECMOTPA
YOU YbTpa@roaeToBOE H3TyYCHUE

1. ITACITOPTHAA YACTb

Llens

POTOKOJIA:

YCTAHOBJIEHUE EAMHBIX TPeOOBAaHWHA K  TMOPSIKY

NPOQWIIAKTUKA U JMarHOCTHKW PaxWTa, JICYCHUS MalMEHTOB JETCKOr0 BO3pacTa ¢
paxuToM U AeUIUTOM BUTaMuHa D.

[IpoTokon mnpeaHa3HA4YEeH Uil TPUMCHEHUS B CUCTeME MUHHCTEPCTBA
3apaBooxpanenus lonenkoit HapoaHoit Pecnyonuku. Paspadotan ans Bpaueii oOuiei
MPAKTUKH — CEMEWHBIX Bpadeil, Bpaueh-neanarpoB, Bpauei-HEOHATOIOTOB.

Jlata pa3zpaboTku npoTtokona: mapT 2019 roaa.

Hara caeayromiero nepecmorpa: mapt 2024 rona.

Crmcok pa3pabOTYMKOB MPOTOKOJIA:

y/_n 5[0 JIOJDKHOCTB Mecto paboThI [Tpumeuanue
oo BITIO
Haneros 3asenyroumii | « JOHHMY JIokTOp
1. | Anapeit kadeapoi WM. M. 'OPBKOI'O», | MEAMIIUHCKIX
BacunbeBnu nequarpun Ne2 | kapenpa  meauaTpuu | HAyK, JOLUEHT
No2
oo BITO
OcTpoBCcKMit JloneHT «JJOHHMY Kangunar
2. | Urops Kadeapbl WM. M. 'OPBKOI'O», | MEAMIIUHCKIX
MakcumoBuy | nequarpun Nel | kapenpa  meauatpuu | HayK, AOUEHT
Nel
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oo BITO
3aBenyrommii | « JOHHMY
; Kpupyrues kabepoii VM. M. TOPBKOTOy, | KAt
.| bopuc MEIUIUHCKHAX
Hcaesnu NPONE/ICBTHKN | Kadespa HayK, JOLECHT
neauaTpun IPONEACBTHKA
NeANATPUH
oo BITO
Macrora JloueHt «JIOHHMY Kanmgumar
4. Jimutpuit Kaeapbl M. M. 'OPBEKOI'O», | METMIMHCKUX
HBanoBuu nequarpun Ne2 | kapenpa  meauaTpuu | HAyK, AOUEHT
No2
oo BITO
[Tpoxopos 3aenyroumii | « JOHHMY Jlokrop
5.. | EBrenmit kadenpoii VM. M. TOPLKOT Oy, Eg‘fHHHCKHX
Bukroposuu neguarpun Nel KN?)(%)eJ:[pa neIuaTpun Ipodeccop
oo BITO
JlomeHT «JJOHHMY Kanaunar
6. Hanas JI:o6oBE Kaeapbl M. M. 'OPBKOI'O», | MEIMIMHCKUX
denmkcoBHa
nequarpun Ne2 | kapenpa  meauaTpuu | HAyK, AOLUEHT
No2
oo BITIO
Kypsiesa ACCHCTEHT «JOHHMY Kangupar
7 Omnera Ka(eapbl WM. M. 'OPBKOI'O», | MEAUIIUHCKUX
AnexkcanapoBHa | nequarpun Ne2 | kapenpa  neauaTpuu | HaAyK
No2

CornacoBano padoyeid rpymnmoii o pa3padoTKE MEAUKO-
TEXHOJIOTMYECKUX JOKYMEHTOB 0 CTAHJAPTHA3ALMA MEAUIIMHCKOW MOMOLIH B

cucteme MunucrtepcrBa 3apaBooxpaneHus Jlonenkoi Haponnoii PecniyOnuku mo

npodumnto «Ilennarpusi»:

Ne damuius, uMs,
MecTo paGoThI
n/n 0T4eCTBO
I'maBHBIN cenUanUCT OTAENa OXPaHbl MATEPUHCTBA U IETCTBA
JIsnnuk Bukropus o
1. JlenaprameHTa OpraHu3alyi OKa3aHus MEJULIMHCKON TOMOIIH
AJeKCaHIpOBHA N
M3 JTHP, npencenarens Paboueit rpynmsl
I'maBHBIN cnienUanuCT OTAENa OXpaHbl MATEPUHCTBA U IETCTBA
Mumyk Csetnana o
2. OreroBHa JlenaprameHTa OpraHu3alii OKa3aHus MEJULIUHCKON NOMOIIH
M3 JIHP, 3samecturens npencenatesns Padoueit rpynmsl
Bpau-meroguct PecnyOnukaHCKOro LEHTpa OpTraHU3aLUH
3APaBOOXPAHEHMUS, MeIULIMHCKON CTaTUCTUKU u
3 JIuxoBun Enena WH(POPMALMOHHBIX TexHoynorud M3 JIHP, BHEIITATHBIN
" | AnexcaHapoBHa pecriyonmkanckuii  cneunamnct M3 JIHP mo  Bompocam
IETCKOH HMHBAJIMIHOCTH M aMOyJIaTOPHO-TOJHKJINHHYECKOH
MOMOLIH JI€TAM
4 Kyuepenxo Huna 3asenyromuii kadeapoil NeTcKux MHPEKUMOHHBIX OOJe3HeH
" | IlerpoBHa I'00 BIIO losHMY um. M. I'oppkoro




BoOpoBuiikasi AHTOHHUHA

IIpodeccop xadenps! nerckux MHGEKINOHHBIX Oone3Helt '00

5.
HBaHoBHA BIIO JosHMY um. M. I'opbKOro, JOKTOp MEIUILIMHCKUX HAYK
HoueHt kadenpsl merckux WHPEKUUOHHBIX Oonesnerr 'OO
BIIO  JdouHMY  um. M. I'opbkoro, BHELITATHBIN
Mensenesa Bukropus o
6. BasepbesHa pecniyonukanckuii cnerpanuct M3 JIHP no uH}pekurnoHHbIM
P Oose3HsIM NeaUaTPUIECKOro npodus, KaHIuAaT
MEANIMHCKUX HayK
. . Houent kadenper meguarpuu, Heonaronoruu GUIIO T'OO
JIunuesckuii I'eopruii
7. BIIO JdouHMY wum. M. I'oppkoro, xkaHmuaaT MEAULIUHCKHUX
JleoHunoBu4
HayK
Houent kadenper meguarpuu, Heonaronoruu OUIIO T'OO
I'onosko Onbra
8. BIIO JdouHMY wum. M. I'oppkoro, xaHmuaaT METULIUHCKHUX
KysbMunanuHa
HayK
Houentr kagenpsr nemuarpuu Ne 1 I'OO BIIO JJonHMY
9 Octposckuii Uropp uM. M. T'opekoro, BHEILITATHBIN pecryOuKaHCKui
" | MakcumoBH4 CIIELIUATIUCT M3 JAHP o raCTPOSHTEPOJIOTUU
NeHATPUIECKOro Npoduiist, KAHANAAT MEAVIIMHCKNX HAYK
Houentr kadenpor nemumatpuun Nel I'OO BIIO dounHMY
10 Yennan Jlronmuna uM. M. T'opekoro, BHEILITATHBIN pecryOIuKaHCKUH
" | JleonnnosHa cnenuanuct M3 JAHP o KapaAUOPEBMATOJNIOT U
NeHaTPUIECKOro Npoduiist, KAHANAAT MEAVIIMHCKNX HAYK
Becconos JMurpuii 3aMecTUTeNb TeHEepPaNbHOIO IUPEKTOpa MO HEOHATOJOTHH
11. p JPILIOMuJl M3 JIHP, BHemTaTHbI pecimyOIMKaHCKUIA
AHaTOJIbEBUY
criermmauct M3 JIHP mo HeoHnaronmornu
12 Mockanenko MapuHa Bpau-neBposor HEBPOJIOTHYECKOT0 OTACNCHUS
" | AHaTronbpeBHA Pecniybnukanckoii gerckoii kimHndeckoi ooapHuIB M3 JIHP
Houent xadenps! aeTckoit xupypruu 1 anectesuoioruu ['O0
13 Mockanenko Cepreit BIIO JonHMY uM. M. I'oprekoro, BHEIUTATHBII
" | BanenTuHoBUY pecniyonukanckuii cnermanuct M3 JIHP no anecresmnonoruu
NeUATPUIECKOro Npoduist, KAHANAAT MEAUIIMHCKNX HAYK
ITennynas Enena 3asenyromuii kadenpori mnempmarpun OUIIO T'OO BIIO
14.
Brnanumuposna JouHMY um. M. I'opbkoro
3aBeAylOLUMI  OTAENeHHeM  JAEeTCKOW  KapAHOJOTMU U
KapaAUOXUPYPrUU HucTutyTa HEOTJI0KHOMN 51
Konos Bnanucnas pA pyp o Y
15. TenHanbesiy BOccTaHOBUTENbHON xupyprun umenu B K. I'ycaka M3 JIHP,
BHEINTaTHBIN pecnybnmukaHckuil crnenuanmuct M3 JIHP mo
KapIUOXUPYPTUN NETUATPUIECKOTO MPOPUIIS
3aBenyrOmuil OTHENEHUEM HEBPOJIOTHH PecnyOnukaHCKOM
16 IIpoxoposa Jlroamuna OeTCKOW KimHU4Yecko OonmbHuiel M3 JIHP, BHermraTHBbIM
" | MuxaiinoBHa pecniyonukanckuii - cnenuanuct M3 JIHP mo HeBponoruu
MeANATPUIECKOro Mpoduist
17 Canexos Urops 3aBeAyOLIUMI  HEBPOJIOTUYECKUM OTAeneHueM JleTckoro
" | AuppeeBuy KJINHUYECKOro LieHTpa I. MakeeBKu
18 Amnnpees [laBen Houent kadenpsl oronapunronornu ‘00 BIIO JJoHHMY
" | BraguMuposuy uM. M. I'oppkOro, kaHauaaT MEAMLIMHCKUX HAYK
3aBeayrouui OTHEJIEHUEM OTOJIAPUHT OJIOTHH
19 ®denopeHko AHmpeit Pecniybnukanckoii neTckoit knmmHndeckoi oonpauiel M3 JTHP,
" | EBrenbeBnu BHEINTATHBIN pecnyOnukanckuii cnenmamuct M3 JIHP mo
OTOJIAPUHTOJIOTHH NETUATPUIECKOTO MPOPUIIS
20 Jlerxas Hartanbs Bpau-nedponor PecryOnukaHckoH OeTCKOH KJIMHUYECKOH

MuxaiaoBHa

OonpHUIEI M3 JIHP
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3aBeayrouui HePPOIOTHIECKUM OTHEJIEHUEM
1 ITanosa Hanexna Pecniybnukanckoii neTckoit kmmHndeckoi oonpauiel M3 JTHP,
" | UBanoBHa BHEINTaTHBIN pecnybnmukaHckuii crnenuanmuct M3 JIHP mo
HepOJIOruH MeaNuaTpuyIecKoro npodus
3aBenyromuil OTaeIeHHeM MyJIbMOHOIOTHH PecnyOuKaHCKOM
29 Jlenapt TatbsiHa neTckoi kiuHW4Yeckoi OombHuubl M3 JIHP, BHeITaTHBIM
" | ButanbeBHa pecniyonukanckuii cnermanuct M3 JIHP no nysapMOHOIOTHH
MeANATPUIECKOro MPoduIist
3 Mapxkos Cepreii I'maBublii Bpau PecnyOnmkaHCKOH IETCKOH KJIMHHUYECKOH
" | EBrenpeBud OonbauLbl M3 JIHP
24 ByxTtuspos Dayapn 3aBenyrommii  gerckum oraeneHueM KY «I'Kb Ne 3
" | BanbTeposuy r. Jlonenka»
Bpau-amnepronor PecnyOnukaHCKONH AETCKOW KIMHUYECKOM
25 3uboposa HOmus O6ompanel M3 JIHP, BHemTaTHBI — pecryOauKaHCKHNA
" | BrapumuposHa crnenuanuct M3 JIHP nmo amnmeprojoruu mneanaTpuyueckoro
npod s
2% XunuHckas MuHa Bpau-undexmonucr PecnyGnukanckoi JeTCKOU
" | BuktoposHa KJMHIYeckoi 6onbHuIEl M3 JIHP
3aBenyromuil  oTnejeHneM aerckoi  odrampmojyoruu  KY
77 Kotny6eit ['annna «UT'KB Ne 20 r. JIoHenkay, BHEIITATHBIA pecTyOIMKaHCKHIA
" | BrapumuposHa cneruanuct M3 JIHP mo odTanpMonoru neauaTpu4eckoro
npod s
3aBenyrOmuil  AETCKUM  OTAENeHHuEM PecnyOiIMKaHCKOM
)8 Bnacosa Haranbs KJIMHUYECKOW mcuxuarpudeckoil  OompHuner M3 JTHP,
" | AHatonbeBHa BHEINTaTHBIN pecnybnmukaHckuii crnenuanmuct M3 JIHP mo
NCUXUATPUH NEANATPHUECKOT0 Npod s
Bpau-meroguct PecnyOnukaHCKOro I1eHTpa OpraHU3aIluu
Uypruna Ana 3APaBOOXPAHEHMUS, MGL[I/ILII/IPCKO?I CTaTUCTUKH u
29. uHpopMaunoHHbIXx TexHosmoruit M3 JIHP,  BHemraTHbIN
KoHncrantuHoBHA o
pecniyonukanckuii  crnenmanuct M3 JIHP mo Bompocam
NEePBUYHON M PeadMIINTALIMOHHON MOMOIIHU AETSIM
Bpau-cratuctuk PecryOnukaHCKOrO IIEHTpa OpraHU3aLNH
3APaBOOXPAHEHMUS, MeIULIMHCKON CTaTUCTUKH "
30 MyxnbiauHa Hatanes uHpopMaunoHHbIX TexHonmoruit M3 JIHP, BHemraTHbIN
" | EBrenbeBHa pecniyonukanckuii cnermanmuct M3 JIHP mo koopauHanmu
paboThl C AETBMU-CHPOTAMHU W JETbMH, OCTaBJICHHBIMH 0€3
POIUTENLCKOrO MONEYEHUs
H.o. 3aBenyromero OTAECNICHUEM OETCKOM OHKONeMaTOJIOTHMHU
HucTUTyTa HEOTNOXKHON M BOCCTAHOBUTENBHON XUPYPIUU UM.
IOnnamesa Csernana o o
31 A B K. TIycaka M3 JIHP, BHemTaTHbId pecnyOIUKaHCKUT
JIEKCaHPOBHA
cnenuanuct M3 JIHP no remaronoruu mneauaTpuueckoro
npod s
30 Mycradpuna Tumyp 3aBeayrouuil otaeneHueM HoBopokaeHHbIX JIoKTMO M3
| AxaTtueBnu JAHP
33 Crprokosckast Enena 3aBenyrOmuUi OTAENEHHEM HEOHATaJbHOTO HAONONEHUS |
' | AHaTronbpeBHa nedeHnst HopopoxkaeHHbix JAPIIOMuJl M3 JITHP
34 Hytosa Enena 3aBenyrouuii otaeneHneM HoBopokaeHHbIX KY «UKT'B Ne 6
" | Banepuesna r. JloHenka»
Bpau neonaronoruueckoro otaenenus KY «I'Kb Ne 6
Hasponkas Onbra o .
35. r. JloHe1ka», raBHbIA BHELITATHBIM HEOHATOJOT YIPaBIECHUS

EBrennesHa

30paBOOXpAHEHUs aIMUHUCTpaunu r. JloHenka




36 Bonukosa Jlronmuna 3amecTuTeNb TIIABHOTO Bpada 1o jeuedHol pabdore Jlerckoro
' | Huxonaesna KJIMHUYECKOro LIeHTpa r. MakeeBKku
37 Eroposa TatpsHa Bremrarneiii pecnybnmukanckuii cnenmanuct M3 JTHP mo
" | AnexceeBHa SHAOKPHHOJIOTUH MEANATPHUECKOro Npod st
33 Kpusywmes bopuc 3asenyromuii kadenpoit nponenesTrku nequarpun I' OO BIIO
" | UcaeBuu JoaHMY um. M. I'opekoro M3 JIHP
3aBenyromuil AETCKOro LEHTpa peadwIuTalmMu JeTed ¢
39 Hanumox Tamapa HApYyIIEHHEM CJIyXa M PEYM, BHEIITATHBIA pecryOIMKaHCKUN
" | AnexcanapoBHa CHELHAIHCT O CYPIOJIOTHH TNeauaTpudeckoro npoduns M3
JIHP
40 Haneros Anpapeii 3asenyromuii kadenpoin meamatpuu Ne 2 NOLEHT, IOKTOP
" | Bacunbesuu MEANLIMHCKUX HayK

2. OBIIIAA YACTb

2.1. PaxuT — HapylleHHE MUHEPAM3ALMN PACTYIIEH KOCTH, 0OYCIIOBICHHOE
BPEMEHHBIM HECOOTBETCTBUEM MEXKAY NOTPEOHOCTAMM PACTYIIErO OpraHu3Ma B
dochope U KablUU, a TAKKE (PYHKIIMOHUPOBAHUEM CUCTEM, 0OCCIICUMBAIOIIMX UX
YCBOEHHE.

Otwosioruss ¥ naroreHe3. ButamuH D cymectByer B AByx (opmax —
xonekanpiudepon (ButamuH D3) u sprokansumdepon (ButamuH D2), KoTOpbie
OTJIMYAKOTCS TOJIBKO CTPOEHHEM OOKOBOM LIETH;, PA3JIMUMS HE BIIUSIOT HA MX (PYHKIIHIO,
KaK ropMOHOB. OnHako TpaHcpoOpMalus 3prokaabUudepona B aKTUBHBIE (POPMBI
BATaMUHA D nporcxoauT 060see MEUIEHHO, MO3TOMY BUTAaMHH D2 10CTAaTOYHO PEAKO
UCIOJIL3YETCS 1711 KOMIEHCAUMU AC(PUIIMTa BATAMUHA.

Xonekanbuu(pepoa CUHTE3UPYETCS MOJ JACHCTBHUEM  YJIBTPA(UOIETOBOTO
nu3nyueHus: (YOU) B Koke M MOCTYMaeT B OPraHu3M 4esioBeKa ¢ nuuieil. Bo Bpems
npeObIBaHUS HA COJHLIC 7-AUTMAPOXOJIECTEPAH B KOYKE MPEBPAIIACTCS B MPOBUTAMUH
D, a 3arem npeoOpazyercs B BuTramuH D3.

Oprokanbiu@epoa BeIpadaThIBACTCS PACTEHUSIMUA U TPUOAMH, COJACPIKHUTCS B
ApOXOKax M XJiebe, MOCTYMacT B OPraHM3M TOJIBKO C MHINEH, B TOM YHCIE B BHJE
O0OramicHHbBIX BUTAMUHOM D2 MpPOAYKTOB MWUTaHUS, OMOJIOTMYECKH AKTUBHBIX
N00aBOK K ULIE.

[Tpn onenke Y®OU kak MCTOYHHMKA OOECINEYECHHs OpraHM3Ma BHTAaMHUHOM D
HEOOXOMMO YUUTHIBATh CIAEAYIOIIUE OCOOCHHOCTH:

- UHTCHCUBHOCTh YOU cnektpa B, mocrarouHas s cuHTe3a BUTaMKUHA D,
HAOFOIAETCS TONBKO B OMPEIEIICHHOE BpeMs CYTOK (B 0CHOBHOM ¢ 11:00 no 14:00);

- CUHTE3 BUTaMHUHA D B KO’K€ CWJIBHO CHUKACTCS (MPAKTHYECKU 10 HYJISA) TPU
NOBBILIEHHOW 00aYHOCTH, TYMAHE, 3arPSI3HEHHOCTH BO3AyXa U IP.;

- COJIHEYHBIN cBeT YOU criekTpa B HE NPOHUKAET YEPE3 CTEKIIO, OACKAY, IPH
MCITOJIb30BAHUM KPEMOB OT 3arapa ¢ BbICOKOM CTETICHBIO 3allUTHI,

- AKTMBHOCTb CHHTE€3a BuUTamMMHa D3 B KOXe Haxoautrcss B OOpaTHOH
3aBUCUMOCTH OT CTEIICHU MUTMEHTALIMK KOKHU; Y PEOCHKA C HCXOJHO CBETIION KOXKEH
CUHTE3 BUTAMUHA D MPOrpeAMEeHTHO MAJacT MO MEPE YCUIICHWs 3arapa, IETU C
TEMHBIM [IBETOM KOXKM COCTaBJISIFOT TPYyNIy PUCKA MO THUIMOBHTAMUHO3Y (CHHTE3
BATaMUHA D3 B KOXE y HUX MUHUMAJICH );

- AQKTUBHBIA MEPEXOJ] CHHTE3UPOBAHHOIO BUTaMHMHA D W3 snmMaepmuca B
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KPOBOTOK MPOMCXOJUT TOJBKO MpPH WHTCHCUBHOH (DM3MYECKOH HArpyske;
TMIMOAVMHAMHS CYIIECTBEHHO CHW)KACT TMOCTYIUICHUE CUHTE3UPOBAHHOTO B KOXKE
BATAMWHA B KPOBEHOCHOE PYCIIO.

Taxum 00pa3oM, Tpr COUYETaHUM HEOIArONPUATHBIX (PAKTOPOB (HEIOCTATOYHAS
WHTEHCUBHOCTH Y®UW cnektpa B, TEMHBIH LBET KOXH, IUIOXHE 3KOJIOTHYECKHUE
YCIIOBUSI, UCMOJB30BAHUE KPEMOB C 3AIIMTHBIMU (PAKTOpaMu, TUIOJUHAMUS U T. 1.)
CUHTE3 BUTAaMHHA D Pe3K0 CHUXKAETCS.

Buramun D craHOBUTCS OMOTOTMYECKH AKTUBHBIM MOCJIE TOTO, KaK TPOKAET 1Ba
stana (pEpMEHTATUBHBIX MPeoOpa3oBaHUil B BUAC T'MAPOKCUIMPOBaHUs. Ha nepBom
stane metaboyim3mMa BUTAaMUH D CBA3BIBACTCSA ¢ BUTAMUH D-CBS3BIBAIOIIMM OEIKOM
IUIa3Mbl KPOBH, KOTOPBIA B3aMMOACHCTBYET ¢ aIbOYMHUHOM M TPAHCHOPTHPYETCS B
neyeHb. B KyndepoBCKMX KIETKaX MEYCHH XOJIEKaTIbLUM(epon mnpeBpamiactes B
NEPBBIM aKTUBHBIA META0OMUT — 25-ruapokcuxojekanbiudepon [25(OH)D], wnu
kanpuuanon. 25(OH)D seasieTcst o0cHOBHO# popmoii BUTaMuHA D, UpKyIMpyrouieii B
kpoBu. OOpazoBanue 25(OH)D B meueHM perynupyercs 1Mo MEXaHu3My 0OpaTHOM
CBSI3M M MOJJICPKUBAECTCS HA OTHOCHTEIBHO MOCTOSSHHOM YPOBHE. YPOBEHBb 3TOTO
META0O0IUTa B KPOBU MOKET CIYXKUTb KPUTEPUEM OOECIEUEHHOCTH OpraHu3Ma
BUTAMHUHOM D.

Bropoii stan mertabonm3ma OPOMCXOAMT B TOYKAX € MpeoOpa3oBaHHEM
25(OH)D B OWONMOTHYECKHM AKTHBHBIA TOPMOH  Kambuutpuon —  1,25-
muruapokenxonekansuudeposn (1,25(0OH)2D). HMmenno 1,25(0OH)2D BMmecte ¢
NapaTrOPMOHOM W TUPEOKATBLUUTOHUHOM PEryIUPYIOT  (PochaTHO-KATbLIUEBBIMA
romeocras, odecneurBas BCachlBaHWE Kayiblus B KuiieyHuke. 25(OH)D Ttaxoke
metadbomusupyercss B 1,25(OH)2D B pa3nuuHbIX TKaHSX M KIETKaX OPraHU3Ma,
y4acTBysl B PEryJsilMM  KJIETOYHOH mnponmudepanun u  AUPHEPEHIUPOBKH,
CHoCcOOCTBYSI CHHTE3Y UHTEPICHKUHOB U IMTOKMHOB, B TOM YMCIIEC KaTenuuuauHa D —
OPOTUBOMUKPOOHOTO MOJMUNENTHAA B Makpodarax, a Takke odOecneuynBas IPyrue
BHECKeNETHBIE 3P QekThl BUTaMuHa D (Tabnuua 1).

KoHueHTpanus Kanbus B CBIBOPOTKE KPOBH SIBJIIETCS TOCTOSIHHOM BEJIMYUHOM
U cocrapisier 2,25-2,7 mmonb/. B HOpMe KOHuEHTpanus kKajmbuus u (docdopa
NOJJAEPKUBACTCS B COOTHOWICHWM 2:1, 4T0 HEOOXOAMMO Ui MPABUIBHOIO
(¢opmupoBanusa ckenera. Kampuuii B KpOBM Haxoaurcs B ABYX (opmax —
WOHHU3UPOBAHHON U CBA3aHHOMN C OEIKOM.

PaxuT pa3BuBacTCs NpU HEAOCTATKE BUTAMUHA D, BCICICTBUE YETO CHAXKAECTCS
KOHUEHTpalusi €ro MeTaboJIuTa KATbLUTPUOJIA B CBIBOPOTKE KPOBH. 3TO CHHXKACT
BCACHIBAHNE MOHOB KAJIbLUS B KUIICUHUKE, UX Pea0COPOLIMIO MOYEYHBIMHU KaHAJIbIIAMH
Y TIPUBOANT K BOSHUKHOBEHHIO TMIOKAJIBLIMEMUH.

CHWXEHUE YPOBHSA HWOHM3UPOBAHHOTO  KalbLMs B IUIA3ME  KPOBH,
3a(pMKCUPOBAHHOE PELIENITOPAMH MAPALIMTOBUAHBIX KEIE3, CTUMYJIMPYET MPOAYKLIUIO
naparropmMona. OCHOBHOHM 3(QeKT maparropmMOHa — aKTUBALMs PacCaChIBAFOLINX
KOCTHYIO TKaHb OCTE€OKJIACTOB M TOPMOKEHUE CHHTE3a KOJTareHa B ocreobnacrax. B
pe3yabTaTe NPOUCXOANT MOOMITM3ALNS KAIbLIMS U3 KOCTHOH TKAHW B KPOBb, YPOBEHb
KaJIbLUs OMPEACTIEHHOE BPEMSI COXPAHSETCS B TPeienaxX HEOOXOAMMBIX 3HAYCHHNA, HO
B KOCTHOH TKAaHW pPa3BUBACTCS OCTEONOPO3, & B AAJBHEHIIEM W OCTCOMAIISILIMSIL.
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OIHOBPEMEHHO MApaTrOPMOH CHIKAET peadcopOIuto GpocdaToB B KaHATIbIAX MOYEK,
(docdop BBIBOAUTCS ¢ MOYOM, pazBuBaroTcs runepdocdarypus u runodocparemus
(Oosiee paHHMA TpU3HAK, 4eM runokanbiuemus). ['mnodocaremMuss TPUBOIUT K
YCWICHHOMY  OTHAeNeHu0 (pocpopa OT OpraHMyecKHxX COCAMHEHHMH. ITa
KOMIIEHCATOPHAs peakuus Mpexaec Beero kacaercs (ocharuoB MUETHMHOBBIX
000JIOYEK HEPBHBIX CTBOJIOB W KIETOK, a Takke AJ[MD-KUCIOT MBIIIEYHOW TKaHU.
Jlemuenvauzanus oOyCIIOBIMBACT NPeoOialaHue MpPOLECCOB BO30OYKICHUS WU
o0ecneynBacT BO3HUKHOBEHHE MEPBBIX CUMIITOMOB paxuTa. [lapannensHo HapacTtaer
alKn103, 3a CYET YTHETEHUS! (PEPMEHTA LIUTPATCUHTETA3bl U YMEHBLIECHHUS 00pa30BaHUsI
LUTPATOB.

OCHOBHBIE M3MEHEHHS MPU PAXUTE OTMEYAIOTCS B METANU(PU3APHBIX 30HAX
KocTeil. OHM pa3MsIrvaroTCs, MCTOHYAKOTCI WM HCKPUBIAOTCS. B 30Hax pocra
OECIOPSIIOYHO  Pa3MHOMKAKOTCA  XPSAIICBBIE W OCTECOMIHBIC KIIETKH, SMHA(PH3BI
TpyOUaThIX KOCTEH yTOMMIAOTCS (TUIIEPILIa3usl OCTEONAHON TKaHW ). [Tpopokaronmii
neuuut BUTaMuHa D  OPUBOAMUT K JEKOMIICHCAIIMA W YPOBEHb KaJbI[Ms KPOBH
CHW)KAETCS. [ MMOKATbIMEMHsI MOXKET JOCTHIaTh BBICOKMX ULU(Pp, TPUBOAS K
CYJOPOKHBIM PEAKLIUSIM.

Tabnmuna 1 - OU3KMOIOTHYECKUE MPOLIECCHI, PETYJIMPYEMBIE aKTUBHOM Popmoi
BUTaMuHa D

bera-kietkn Cexpenust MHCYJIMHA Hapyumienue cekpenum WHCYINHA,
MTOJKETY IOYH TOJNEPAHTHOCTH K  DJIKOKO3E,
011 JKEJIE3BI caxapHblil 1uader
Bcee KIIeTKH | Perynsuus KJIIETOYHOTO | [ToBBIIICHKE pUCKa paka
OpranusmMa MKJIa MPOCTAThl, MOJIOYHON  KEJIE3BI,
KOJIOPEKTAJTBHOTO paka,
JICHKEMUH U TIPYTUX BHJIOB paKa
I'omeocTas BcaceiBanne  kaneumsa B | Paxwur, OCTECOMAJIALHA,
KaJbIUs KUIICYHUKE,  PEMOJECIUPO- | OCTEOMOPO3
BAHHUE KOCTEN CKEJIETA
HmmyHHas Crumyisiiust ¢dbysukuuu | [ToBbiieHHAs 4acToTa
cucrema Makpodaros UH()EKIIMOHHBIX 3a00JICBAHUH, B T.
U CHHTE3a AaHTUMHUKPOOHBIX | 4.  TyOepKyjie3a, a  TaKxke
MICTITHIOB ayTOMMMYHHBIX 3a00JICBaHWH, B

YaCTHOCTH caxapHoro nuabera 1-
ro THINA, PACCESHHOTO CKIIEPO3a,
1IcopHasa, S3BEHHOIO KOJNTA,
6one3nn Kpona

Mo3sr Hannune peuenropa | Hemocrarok ButampHa D B
BATaMUHA D NEPUOJ BHYTPAYTPOOHOTO

U lo-ruApOoKCHIIa3bl | pa3BUTHS OPUBOIUT K
BATaMUHA D B TKaHX HAPYLICHUSIM NOBEICHYECKUX
MO3ra 4€lI0BeKa peakuuii BO B3pOCIOM COCTOSHUM
(MCcnenoBaHUsT HAa MbIIIAx),
B3POC/IBIX M TOKHJIBIX JIFOJICH




MOBBIIIACT PUCK 00Je3HU
ITapkuHCOHA W YMCTBEHHOM
JAerpajauuu
MelieyHas PasButue ckeneTHol | [ToBeIIEHHAs YacTOTa MUOTIATHIA
cucTeMa MYCKYJIATYPbI
Cepaeuno- Perynsauus peHMH- | BEICOKOpeHHHOBas — (MOYeyvHas)
cocyaucras AHTMOTEH3UHOBOW TANEPTOHUS, MOBBIIEHHBIN
cucrema CUCTEMBI, CBEPTHIBAHUE | TPOMOOTEHE3; IOBBILICHHBII PHCK
KpoBH, (pUOpHHOIHU3, CEPICYHO-COCYIUCThIX 3a00JICBa-
(YHKIIMOHUPOBAHHE HUil, nH(papKTa MUOKapaa
CEPIECYHON MBI
duznonornyec | Guznosnornueckue mnpouec- | Hapymenns u 601e3Hu,
Kas CUCcTeMa Cbl M BIMSAHME HA HHUX | CBA3AHHBIC C AepUIITOM
AKTUBHOTO meTtabonura | BuTaMmuHa D
BUTaMuHa D

AHTaroHUCTOM MAapaTrOpMOHa, KPOME MPOM3BOAHBIX XOJEKaIbLUUpEPOa,
SBJIIETCS TOPMOH IIUTOBHIHOM >K€I€3bl KANBLUMTOHUH. OH CHHYKAET KOJIMYECTBO U
AKTUBHOCTh OCTEOKJIACTOB, TOPMO3UT PE30POLMI0 KOCTH, O0ECIEUMBAET BO3BPAT
KaJblUs B KOCTHYK) TKaHb M TOJABISET CEKPEUUIO MapaTtropmoHa. Cekpeums
KaJbIUTOHWHA YCWJIMBACTCA MPU NOBBIIIEHUM KOHICHTPAUMHN KajJbLUsl B KPOBU U
YMEHBIIAETCA MPU €r0 CHIKEHWH. [lOBBIIIEHME KOHUEHTpauuu BUTaMMHA D W,
COOTBETCTBEHHO, €ro METaOOJIMTOB B KPOBM, TOPMO3WUT CHHTE3 NApaTrOpMOHA,
BOCCTAHABIIMBAs BCACHIBAHWE KaJlbllMs B KHUIICUYHUMKE W (¢ochopa B MOYKaX.
BceaceiBaronuiics KajplMii Ccpa3y JKe€ YCBaMBACTCAd KOCTHOM TKaHBIO, CO3/1aBas
OTHOCHUTEJIbHYIO THIIOKAJBIUEMHIO, TOTAA KaK YPOBEHb (pochaTroB HOpMAIHM3YyETCs
obicTpee. Takoe cooTHouieHue (ocdopa W Kajablus B KPOBH CHIDKACT MOPOT
CYJIOPOKHOM FOTOBHOCTH, MPUBOJS K PA3BUTHIO CIA3MO(PHIINN.

2.2. ®akTopsl, CIOCOOCTBYIOIIME PA3BUTHIO PAXUTA Y ACTEH:

2.2.1. BpICOKHME TEMIIBI POCTA M PA3BUTUS B PAHHEM BO3PACTE W IMOBBILICHHAS
NOTPEOHOCTh B MHUHEPAJIBHBIX KOMIOHEHTAaX, OCOOCHHO y HEIOHOLICHHBIX IECTEH.
VYBeNMUEHUE TEMIIOB POCTA Y AETECH MPOUCXOIUT BECHOM (10 CPABHEHUIO C OCEHHUMH
MECSLIAMH ), YTO B YCIOBHUSX BBICOKMX TEMIIOB MPUOABKKA MACChl HA MEPBOM TOAY
YKU3HU, MOBBIIIACT UX MOTPEOHOCTh B MUHEPATIBHBIX KOMIIOHEHTAX.

2.2.2. lepummr xanpuus u ¢Qocdopa B NHILE, CBS3aHHBIA ¢ aedexkramu
nutaHus. OOMeH Kaiblus U (ocaroB UMEET 0CO00€ 3HAYECHHE B AHTCHATAIBLHOM
nepruoje >ku3Hu. [ I0BBIIEHHBIN PUCK HEAOCTATOYHOCTH KATbLUS Y OEPEMEHHOM U, KaK
CIICACTBUE, Y PEOCHKA B MEPUOJ €r0 BHYTPHUYTPOOHOIO Pa3BUTHs BO3HUKACT, €CITU
JKEHIIMHA He yHoTpeONsieT MO pa3HbIM MPUYMHAM  MOJIOYHBIE MPOIYKTHI
(BEreTapuaHcTBO, ajuieprust K OeiKkaM MOJIOKa, JaKTa3Has HEIOCTaTOYHOCTh W JIp.),
OPU OTPAHMYEHWHU B MUTAHUM MscCa, puIObI, sull (aeduuuT Oenka), Tpyu U30BITKE B
nuuie Kiaetyatky, pocdharos, >kupa, TPHEME SJHTEPOCOPOEHTOB. J{0CTaTOUHBIX 3a1aCOB
kajbius U (ocdhopa BO BpeMs OEPEMEHHOCTH, KaK MPaBUJIO, HE ObIBACT, TaK Kak
SHEPreTUYECKass LEHHOCTh CPEIHECYTOYHBIX PALMOHOB MUTAHUS COBPEMEHHBIX
»keHIMH coctaBisger 1500-1800 kkan npu pekomenayemom norpednennn 2500-3000
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KKaJI/cyTKU. B pe3ynbTare ocreoneHus (1Mo AAHHBIM YJIBTPA3BYKOBOH OCTEOMETPHUN )
BbISBIIACTCA Y 10 % HOBOPOKAEHHBIX, POJMBIIKXCS OT 310POBBIX Marepen, u'y 42 %
JETEH, POAMBIINXCS Y )KEHIIMH C TECTO30M. B rpyTHOM MOJIOKE COJIEP)KAHUE KATbLIUS
koneonercs ot 15 1o 40 Mr/u1, 1 AETH NEPBBIX MECSALEB KM3HU 32 CYTKH MOJYyYaroT OT
180 mo 350 Mr kanbims. B To ske BpeMsi HEOOXOAMMOE KOJTMYECTBO KabIus s IeTEH
NEPBBIX 6 MecANEeB *KU3HU cocTapiseT HE MeHee 400 mr/cyTku. Conepkanue pocdhopa
B IPYJHOM MOJIOKE KOJIEOJIETCs OT 5 10 15 MI/[u1, M 1ETH MEPBBIX MECSLEB KU3HU 32
cytku nosiydaror ot 50 go 180 mr docdopa. s nmerel mepBoro moayroaus
HEO0OX0AMMOE KOJIM4ecTBO (pocdopa cocrapinsger He MmeHee 300 mr. JlepuuuT Kambus
1 (pochopa B palliOHE U HAPYIIEHUE X COOTHOLIEHUS BO3MOYKHBI TPH HECOOMIOACHAN
NPUHLAMIOB PALMOHAIILHOTO NUTAHWS y JACTEH, HAXOJSIIUMXCS HA MCKYCCTBEHHOM
BCKApPMJIMBAHUM, WM TPU MPOJOHTUPOBAHUU E€CTECTBEHHOTO BCKAPMIIMBAHMSL.
JUMTENBHOE BCKAPMIIMBAHWUE TPYAHBIM MOJIOKOM (Oosiee 18 mecsueB) Ha (¢oHe
NO3JHETO BBEACHHUS MPUKOPMA (B 7-8 MECALEB M MO3KE) HE TO3BOJSAET M30EKATH
Pa3BUTHS Y peOCHKA TMITOBUTAMHHO3A JAXKE MPU COOFOIEHUN KOPMSLIMMH MATEPSIMH
NOJIHOLICHHOH COATaHCUPOBaHHOM nueTel. Kpome Toro, paxur jerde BO3HUKACT U
TSDKEJIEEC MPOTEKAET MPU M30OBITOYHOM YHOTPEOSEHUH OAHOOOPA3HOM MWLM, B TOM
YHUCJIE MYYHBIX M3JCIHA (MakapoHbl, Kamli W T. [.), W3-3a HAJMYKSI B 3E€PHOBBIX
OPOAYKTAX (PUTUHOBOM KUCIIOTHL, 00pa3yrolieh B KNIIEYHUKE HEPACTBOPUMBIE COJIH C
KaJIbLIUEM, YMEHBIIIAS TEM CAMBIM €r0 BCACHIBAHHKE.

2.2.3. Hapymienne BcacbiBaHWs Kaiblusg H  (GocParoB B KHUIICUHUKE,
NOBBILIEHHOE BBIBEJCHUE WX C MOYOH WM HApPyUICHHE YTWIM3ALUUH B KOCTH,
OOYCIIOBJICHHBIE HE3PEJIOCThI0 TPAHCHOPTHBIX CUCTEM B PAHHEM BO3pacTe WU
3a00JICBAaHUSIMA KUILICYHHUKA, IEYEHHU U TTOYEK.

2.2.4. TunokanpUMeMHus,  BTOPUYHBIA  TUNEPIAPATUPEOUIN3M,  HU3Kas
TyOynsipHas peabcopOius pocdaros u nocaeayroiias runodocdaremMust pazBUBaIOTCS
IPHA CUHAPOME MalTbaOCOPOLIUN.

2.2.5. CHwxeHue YpoBHS KanblMsi W (GocaroB B KPOBM W HAPYLICHHE
MUHEPATM3AUMN KOCTH TPH JUIATEIBHOM alKao3e, AUCcOajaHce LMHKA, MAarHus,
CTPOHLIMSI, ATFOMUHMS, MEIW, SKEe3a, MapraHua OOYCIIOBJICHHBIX Pa3HBIMHU
npuuMHamMu. Takke N0Ka3aHO OTPHULATEIBHOE BAMSHHUE AeduuuTa BUTaMUHOB A, C,
rpynnsl B (ocobenno B1, B2, B6), (honmeBoii KUCIOTH B MUIICBOM PAllHOHE.

2.2.6. HapynieHue pu3nonorn4eckoro COOTHOMEHUS OCTEOTPOIHBIX TOPMOHOB
(mapaTtropMoOHa M TUPEOKATBIUTOHWHA), CBSI3aHHOTO CO CHIDKEHUEM MPOAYKIUHU
napaTropMoHa (4arie HacJaeACTBEHHO 00YCIOBACHHBIA rMMonapaTupeos).

2.2.7. CHWKEHHAs JBUTATCJILHOW AKTUBHOCTA W OTPAHWYEHHAS €CTCCTBCHHAS
WHCOJISLHS.

Otr pakTopsl 00YCIOBIMBAIOT A0COMIOTHBIM WM OTHOCUTEIBHBINA, SK30- WU
SHJOTECHHBIA AepuuuT BUTaMHHA D, a Takke 0ojiee HU3KUH ypOBEHb MeTadOIUTa
BATaMuHa D kak monynsaropa oOMeHa ¢ocdaroB u kaiablus, OCOOCHHO B 3WMHE-
BECCHHUE MECSIIBI TOAA.

Pa3BuTHE KOCTHBIX MPU3HAKOB paxuTa y ACTECH PAaHHETO BO3pacTa 00yCIOBIEHO
OBICTPBIMM TEMIIAMH POCTA, BBICOKOM CKOPOCTBIO MOJCIMPOBAHMS CKENETa W
neuuuToM B pactyuieM opraHusMe (pocdaroB W Kajgblys MPU HECOBEPIIECHCTBE
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NyTed MX TpaHcmopra, MeTadoyiM3Ma W yTWIM3aluHh (IFeTEpPOXPOHUsS CO3PECBAHUS).
[ToaTOMY B HACTOSIIEE BPEMSI PAXUT HEPEAKO OTHOCAT K TOTPAHUYHBIM, TIPEXOIAIIUM
COCTOSIHHSIM YV JIETENW paHHETO BO3pacTa.

2.3. DOnuaemuogorusi. Ciyyam paxura ONMMCaHbl BO BCEX CTPAHAX MHPA,
BKIItOUasi ctpaHbl AQpukn u Asud. Ero vacrora cpeam AeTell paHHEro BO3pacTa
KOJI€OJIETCS, IO JAHHBIM Pa3HbIX aBTOPoOB, OT 1,6 1m0 35 %. B mocnennue rojml
HAPYLIEHUS MUHEPAITM3ALUN HEPEAKO BBISBISIFOTCS Y AETEH MOAPOCTKOBOTO BO3PACTa,
0COOEHHO TpH AcPEKTax MUTAHUS, A TAKXKE Yy TEMHOKOXKUX JKUTEJICH HOKHBIX
PETHOHOB, NIEPEEXABIIMX B €BPONEHCKUE CTpaHbl. Tak, B Poccuiickoil deneparuu 10
66 % nerelt B BO3pacTe A0 3 JIET )KM3HU UMEIOT HEOCTATOUHBIN YPOBEHb BUTAMKUHA D.
B cpeanem, neuuut 1 HEAOCTATOYHOCTh BUTaMuHa D Betpevanmuce y 60 % aeteid o
6 mecsnes xu3Hn, y 40 % nereit Broporo nojiyroaus sku3nu, y 70 % nerei BToporo
roja u 86 % nereit TpeThero roaa JKU3HHM.

CylIecTBYIOT TPYIIBI PUCKA MO pa3BUTHIO paxuTa (Tabmmua 2). B cuty
OBICTPOTO POCTAa W AKTMBHOCTU MPOLIECCOB MEPECTPOMKN KOCTHOW TKaHHM Yy JETEH
NEPBBIX JIET )KM3HU, OCOOEHHO Y HETOHOUICHHBIX, IMEETCS BBICOKAs MOTPEOHOCTH B
(docarHO-KATBIMEBBIX COJSX M BUTAMUHE D TPH OTHOCHTENBHON HE3PENOCTH
MEXAHU3MOB, OCYIIECTBIISIOLUX JOCTABKY U OTIIOKEHUE ITUX MUHEPAIBHBIX BEILIECTB
B KOCTb.

Tabnuna 2 - ['pynnsl prcka no pa3BUTHIO paxuTa
MDOHOBBIEC COCTOSHUS [TaTtomoruueckue COCTOSTHUS
OTsromeHHass HaCJIEICTBEHHOCTb 110 Hapy- Cunppom  manpaOcopOumn  (LeIHakwus,

meHusIM GpochOopHO-KaJbLUEBOTO OOMEHa.
HenoHomeHHOCTS.
MopdodyHKIIMOHATBHAS HE3PETOCTD.
BryTtpuyTtpobnas runorpodus.

racTPOMHTECTHHANIbHA (opMa NHIIEBON
aJNIepruy, 3KCCyNAaTHBHAs JHTEPONAaTUs U

ap.).
IIpuMmeHneHne aHTUKOHBYJILCAHTOB Y I€TEH C

MHoromnoanas 6epeMEeHHOCTb. CYZIOPOKHBIM CHHAPOMOM.

[ToBTOpHBIE pombl Cc MaJTbIMU XpoHHUeCKasi MaTOJNIOTHS TOYEK, IEUEHH,
MPOMEKYTKAMHU MEKITY HUMHU. JKEJTUEBBIBOSINNX MMyTEH.

BckapmnuBanue HeaTanTHPOBAHHBIMU YacTbie pecriupaTopHbie 3a001eBaHUs
CMECSIMHL.

CHmWKeHHe  JBUTAaTENIbHOM  aKTUBHOCTH

(Tyroe NeJICHAHNE, ITATENTbHAS

UMMOOMJTH3AIHS ).

HenocraTounas nuHcoasuus.
Cwmyrnas koxa.
3aboneBaHus SIHAEPMHUCA

2.4. Kaaccudpuxanus. Knaccupukauusa paxurta no O.C. dymunkomy (1947)
npeCcTaBIcHA B TabuLe 3.
Tabnmuna 3 - Kinnaccudukanms paxura

CTeneHb TSHKECTH Ilepron TeyeHue
Paxur I crenenu — nerkuii HauanpHbIX nposiBaeHnN Octpoe
Paxur Il crenenu — cpeaneit | Pasrapa ITogoctpoe
TSDKECTH
Paxur III crennenu — Tskenbld | PekoHBajeCceHIINU
OcCTaTOYHBIX SIBJCHUN
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2.5. Kiaunuveckasi KApTHHA paxura.

KimHndeckue CMMNTOMBI HENOCTATOYHOCTH BHTaMUHA D B BHAE KOCTHBIX
CUMITOMOB W BHECKEJIETHBIX MPOSBICHHUIA BO3HHKAIOT B TEYCHHE OTHOCHUTEIBHOIO
JUTATENBHOTO IEPUOAA BPEMEHHU.

Panbme npyrux MNOSIBISIFOTCS HM3MEHEHMS CO CTOPOHBI HEPBHOW CHCTEMBIL
O€CIOKONCTBO, MYIJIMBOCTh, B3IpariBaHus MPH T'POMKOM 3BYKE, BCIBIIIKE CBETA,
TUIEPECTE3MS, HAPYLIEHUE CHA, TOBBILICHHAS TOTJIMBOCTD, MPEXKIE BCETO BOJIOCUCTOM
YACTH T'OJIOBBI, OOJIBICEHUE 3aThIIKA.

XapakTepHO MOPAXKEHUE BCErO CKEJIETa, HO KIMHUYECKHUE MPOSIBICHUs Ooee
BBIPAKEHBI B TEX KOCTAX, KOTOPBIE B JAHHOM BO3PACTE PacTyT HauOOJIeE MHTCHCUBHO
Y MOABEPraroTcs Oonbleh Gu3ndeckoil Harpy3ke. Tak, Mpy BO3HUKHOBEHUW PAxUTa B
NEPBBIE 3 MECALA KU3HU U3MEHEHHSI TIPOSIBIISIIOTCSL CO CTOPOHBI KOCTEH yepena. [1pu
pa3BUTHU OOJIE3HU B CPOK € 3 10 6 MECALEB U3MEHEHUSI OOHAPY>KUBAKOTCS B KOCTSIX
rpyaHoil knetku. [1pu 3a001€BaHUM PaXUTOM ACTEH cTapiie 6 MECALEB MOPAKAOTCS
KOCTH KOHEYHOCTEN U Tasa.

OTtMeuaroT 2 BeAyUIMX BapUMaHTAa M3MEHEHHWs KOCTEH: ocTeoMansiuus (M3-3a
0CTEONOPO3a) U OCTEOUIHAS THITCPILIA3HSL.

IIposiBiIeHUsT OCTEOMATIALIUN:

1. Koctu depena. PasmsrdyeHue KkpacB OONBIIOrO POJHMYKA W IIBOB,
(kpanunoTalbec). MATKoCTh KOCTEH uepena MpUBOAMT K €ro aehopManuu B BHIE
VIUIOIIECHUS 3aThlIKa WM OOKOBOM MOBEPXHOCTH, B 3aBHCHMOCTH OT TOrO, Kak
PEOCHOK Yalle JICKUT.

2. Koctn rpynHoil knetku. B pesyabrare pasmsryenus pedep popmupyercs
rappucoHoBa 0Oopo3fa (BTsKEHUE pedep MO MECTY MNPUKPEIIEHUs auadparmel,
HWKHSIS aneprypa TPyJHON KIIETKA Pa3BEPHYTA), UCKPUBJICHHUE KIIOUML. [ pyaHas
KJIETKAa caaBjicHa B OOKOBOW WM, 4Yamle, (PpOHTaIbHOH TMJIOCKOCTH, TPyAHMHA
BBICTYNAET BHEPE (KKypUHAs» TPYIb) MU 3a0aAacT («rPydb CATOKHUKA).

3. Koctu koHewHocTel. OtmevaroT wux HCKpuBieHwe. Horu pebenka
npuodpetator O- win X-o0pasHyto Gopmy. B naneko 3ameanmx ciaydasx BO3MOKHBI
NaTOJOTUYECKUE MEPETIOMBI.

4. [To3BOHOUHUK. OTMEYAETCS €r0 UCKPUBIICHUE («PaXUTUYECCKUIA TrOpo» ).

5. Koctu Taza. BoamoxkHa ux nedopmManus, B TOM YHACIE CYKCHHE BBIXOJA W3
MaJIOro Ta3a (puck B Oy IyIeM NaToI0TMYeCKOro TEYEHUS POJOB).

[TposBIIEeHUsI OCTEOMAHON TMIIEPIIA3NN:

1. Koctu uepena. YBeandeHue J0OHBIX, TEMEHHBIX, 3aThUIOYHBIX OyTpoB (caput
quadratumy).

2. Koctu rpynHoit kinetku. Ytomuenuss Ha V-VIII pedpax B Mecte nepexona
KOCTHOM TKaHW B XPALICBYIO (PAXUTUYECKUE CUETKHY ).

3. Koctu KOHEUHOCTER. YTOMIIEHHE B 00JIaCTH 3amsCThs («OpacieTkn») W Ha
NAITBLIAX (CHUTH KEMUYTA ).

OnucaHHble W3MCHEHUS (PUKCHPYIOTCS HA PEHTTEHOrPaMMax B  BHJE
paclIMpEeHus, VYIUIOMEHUS WM BOTHYTOCTH, OnroAriecoOpazHol aedopmalium,
HIEPOXOBATOCTH TMOBEPXHOCTH M TPAOEKYJSIPHOCTH METa(pM30B, PACHIMPEHUS 30H
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POCTA; OCTEONECHHUH.

BaxkHble nposiBieHus paxura — ¢i1aboCTh CBA30YHOIO anmnapara U TMIOTOHHS
mbim. CiadocTh CBA30YHOrO anmnapara MPUBOAMT K «pa300JITAHHOCTHY CYCTaBOB,
(HampuMep, Jexka Ha CIIMHE, PEOCHOK JIETKO MPUTATHBAET CTOMY K CBOEMY JIUIY M JAKE
3aKUIBIBACT €€ 3a TOJIOBY). XapakTEpHA M03a CUAAIIETO OOJIBHOTO — OH CHIUT CO
CKPEIIEHHBIMA HOTAMH W MOAMMUPAET TYJTOBUIIE PyKaMu. [ MIOTOHMS MBILIIL TEPEAHEH
OPIOLITHOM CTEHKM MPOSBISETCS PACIUIACTHIBAHUEM JKMBOTA C PACXOKIEHUEM MPSAMBIX
MBI («ISATYIIAYU SKHBOTY ).

BeneactBre u3MEHEHUST CO CTOPOHBI KOCTEM M MBIIIL ACTH MO3KE HAUAHAIOT
JEpKaTh TOJIOBY, CHJIIETh, CTOATh, XOAUTh, HAOMIOAACTCS OTCPOUYEHHOE 3AKPBITHE
OONBIIOTO POJHUYKA (MOCKE 2-X JIET); HAPYLICHHE CPOKOB W MOPSIKA MPOPE3bIBAHUS
3y00B (OTCYTCTBHE Pe310B K 10 Mecsiam, OTCYTCTBUE MOJIIPOB K 18 Mecsiam).

Hepenko oTMedaroT yBENIMUYEHUE MEUYEHU M CEJIC3CHKH (TenaronMeHATbHBINA
CUHAPOM).

W3MeHeHHsl TPyaHOW KJIETKM W THIIOTOHWS MYCKYJIATypbl OPHUBOIAT K
pacctporictBaM abixanus npu paxure -1 crenenn. Y nerei nmosBiasrOTCs ObIIIKA,
IMAHO3, HapyLIaeTCs JErOYHAs BEHTHISALMSA. MOTyT BO3HMKATh YYACTKH aTENEKTa3a B
JIETKHUX, MPEAPACIOIAratolie K PA3BUTHUIO THEBMOHHH.

HapynieHust 5KCKypcuM TPYIHOM KIETKM, HEAOCTATOYHOE COKPALICHHE
aagparMbl  TPUBOJAT K HAPYIIEHUIO TEMOAWHAMUKH, KOTOPBIE MPOSBISIOTCS
TaxvKapaued, MPUIITYLHIEHHEM TOHOB cepauna, (YHKIUOHATBHBIM CHUCTOJIMYECKAM
LIYMOM.

B psane ciayyaeB OTMEYAOT MATOJOTMIO CO CTOPOHBI MUUIICBAPUTENIBHON W
MOYE€BOUN CUCTEMBL.

VY vacTtu feTel B pa3rap paxura 0OHAPYKUBAIOT TMIIOXPOMHYIO aHEMUIO.

B 3aBUCHMOCTH OT CTEMEHU TSKECTH W MepuoAa 3adojieBaHus HaOMHOAACTCs
CJIEIYIOIIAs KITIMHUYECKash CHMIITOMATHKA.

2.6. Ilepmoawl paxura. [leproael ONpeacssrOT N0 KIMHUYECKOM KapTUHE,
CTETNECHH BBIPAKEHHOCTH OCTEOMAIIALIAN U OMOXUMHAYECKAM U3MEHEHUSIM.

2.6.1. Hauanonoii nepuoo. Bo3pacT BO3HUKHOBEHHWS 3aBUCHT OT MeEcCdIa
pOXKACHUS peOCHKA M JIUTCS OT 2-3-X HENeNb 10 2-3-X MECALEB. XapaKTEPHBI
HApYIIEHUs BETCTATUBHON HEPBHOW CUCTEMBI, MU TOJBKO B KOHLE 3TOr0 MEPUOAA
NOSIBJISIFOTCS. U3MEHEHUsI KOCTHOM CHUCTEMBI B BHJE MOJATIIMBBIX KpPacB OOJIbLIOTO
poaHnuka. OTMeYaeTcss MBIIICYHAas TUMOTOHUWS, 3anopel. [lpy OMOXMMUYECKOM
WCCIICIOBAHUM OMPEAENSIECTCS CHW)KECHHBIM ypoBeHb (hocdopa B KPOBH, YPOBEHb
KaJbIUsl OCTAaeTCs B HOPME, CHIKAETCs ypoBeHb 25(OH)D, MOBBIIEH YPOBEHB
MapaTUPEOUIHOTO TOPMOHA CHIBOPOTKH, XapaKTEPHO TNOBBIILIECHUE LICIOYHON
(docdaraszbl.

2.6.2. Ilepuoo paseapa. 1lporpeccupyer MOPAKCHHE HEPBHOM W KOCTHOM
cucteM. KOCTHBIE M3MEHEHHWS BBICTYNAOT HA MEPBBIA IUIAH, UX BBIPAKEHHOCTH
3aBUCUT OT TSDKECTH TEUeHHs 3a0osieBanHud. s mepuoja pasrapa XapakTepPHBI:
BBIPOKEHHAS MBILIEYHAS TUIMOTOHMS, CIA0OCTh CBA30YHOIO anmnapara, YBEJIWYCHHE
NEYECHH M CEJIC3CHKHM, TUIOXPOMHAs AaHEMHs, (YHKIHMOHAIBHBIE HAPYLICHHS CO
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CTOPOHBI JAPYTUX OPraHoB W cucteM. [Ipm OMOXMMHYECKOM HCCIEAOBAHWUU KPOBHU
PETUCTPUPYIOT 3HAUMTENBHOE CHW)KCHHE YPOBHEH W Kambuus, U (¢ocdopa,
NOBBILICHUE AKTUBHOCTH WLIEJIOYHOM (ocdara3el. YPOBEHb KaabUUAHONA U
MaparopMoOHa OCTArOTCS MPEKHUMU. Bo3MOxHO yBemmuenne aktuBHOCTH JI/I', ACT,
AJIT.

2.6.3. Ilepuoo pexoneanecuyenyuu. XapakTepu3yercs 0OpaTHBIM Pa3BUTHEM
CUMNOTOMOB. [I€PBBIMHA MCUE3AFOT CUMOTOMBI MOPAKEHUS HEPBHOW CUCTEMBI, 3aTEM
VIUTOTHSIFOTCS. KOCTH, MCYE3Al0T M3MECHECHHSI MBIIIEYHON CUCTEMBI, YMEHBIIAKOTCS
pa3Mepbl TMEYECHH M CEJIC3CHKH, BOCCTAHABIMBAIOTCA HAPYLICHUs (PYHKLIMN
BHYTPEHHUX OPraHOB. YBEJIMYMBACTCS 10 HOPMAJIBHBIX 3HAYCHUH ypoBEHB (ocdopa,
KOHUEHTPalMsl KaJbLUsl MOXKET OCTAaBAThCS CHWKEHHOW, AKTUBHOCTH IIEIOYHOM
(docdarazbl NOBBIMICHA.

B 3TOM neproae BO3MOKHO Pa3BUTHE CRAIMODUIUN.

2.6.4. Ilepuoo ocmamounsvix saeaeHuil. Hadbmonaercs y nereid crapue 2-3-x
net. OTMEUaroTCs MOCNEACTBUS paxuTa B BUAE nedopmanmu kocrei. JlaboparopHeie
NOKa3aTeii MUHEPAITBHOIO OOMeHa B mpeacnax Hopmbl. Jledopmarus TpyOdaThix
KOCTEl cO BpemeHeM ucue3aeT. [ledpopManuu MIOCKAX KOCTEH YMEHBIIAKOTCS, HO
OCTaroTCA.

Jlns paxura Jjerkoii crenenu (I) 00s3aTeNIbHBIM SIBJISIETCS HAIMYME KOCTHBIX
WU3MCHEHU I, TPEUMYIIECTBEHHO B BUJIE OCTCOMAIISILIAN: MOAATIUBOCTh NP NATbIALANA
KOCTEH yepena — KpaHuoTadeca, TakKE YMEPEHHAs THIIOTOHUSI MbIIIL. BEIsSBICHHE
UCKJTFOUMTENIEHO CHMIITOMOB HApYLICHHs JEATEIBHOCTH BETCTATUBHOM HEPBHOM
cucteMbl (0€3 TMPU3HAKOB TMOPAKECHUS KOCTCH), SBISIFOTCS OCHOBAHUEM  JUIS
NOCTAHOBKHA JMAarHo3a TOJbKO MNPH HAIMYMM M JTAOOPATOPHOIO MOATBEPKICHUS
nedunura BuramMmuHa D.

Paxur cpenneii cremenu TszkecTH (II) xapakrepusyercs BBIPOKEHHBIMHU
NOPOSIBJIEHUSIMU OCTCOMAISILIMM M OCTCOMAHON TUNEPIUIa3uu:. JTOOHBIE U TEMEHHBIE
Oyrphbl, «4eTKW», AcopMaluy IPyAHON KIETKH C PaCIIMPEHUEM HUKHEH anepTypbl
IPyA W BTSDKEHUEM peOep — rappucoHOBa OOpo3[a;, YMEpPEHHas, yaule BapycHas
aeopMarisl HUKHUX KOHEYHOCTEH, a TaKKE BBIPAKCHHAS THUIMOTOHUS MBI —
«IATYIIAYHiD) JKUBOT.

Paxur tsaxenstii (III crenenb) xapakrepusyercs rpyObiMu aehopManusiMu
yepena (3arnageHue NEPEHOCULIbI, KOTUMIOUHACKUIY J100), TPYHON KIETKH («KypUHAS»
IPyJb, «TPYIdb CANOKHUKA»), MO3BOHOYHWKA (paxuTUUYECKHi Ku(o3), YTOJIICHHE
3nu(U30B KOCTEH Mpeamneybs (paxuTUYeCKue «OpacneTsl») W (pajaHr NabLECB
(«HHATH KEMUYTa» ), HI>KHUX KOHEYHOCTeH (X i O-o0pa3Hbie), HApyIIarTCsS BpEMS
U TOPSAOK MpOpe3biBaHMs 3yOOB, BO3MOXKHBI TEPEIOMbI KOCTEH, BBIPQKCHHAsS
MBILICYHAS THUIIOTOHUWS, YBEJIMYEHUE B OOBEME JKMBOTA («IATYLIAUMil» >KHABOT),
3aep>KKa B PA3BUTHM CTATHYECKHUX (QYHKIIHIA.

TedeHune paxuta y A€TEH MOKET ObITh OCTPHIM WX MOAOCTPBHIM.

[Ipn ocTpom TedyeHHHM oOTMe4daercsi OBICTPOE MPOTPECCUPOBAHUE OOJE3HM,
npeodafaHie pa3MIrdeHus KOCTEH (OCTEOMAISLNS), BBIPAKEHHBIE W3MEHCHUS
BET€TATUBHON HEPBHON CUCTEMBI.

[Tpn mogocTpoM TedeHun NpeoOaAAOT TPUIHAKK OCTEOUTHOM THITEPIUIA3UH
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B COYECTAHUH C YMEPEHHBIMH NPU3HAKAMU NOPAKEHUS APYTHUX OPraHOB U CUCTEM.

2.7. JlmarHocTuka. JluarHo3 paxmrta HE JIOJDKEH OCHOBBIBATHCS HA TAKUX
NATOJOTUYECKUX CUMIITOMAX, KaK MO3IHEE MPOPE3bIBaHUE 3yO0B, MO3HEE 3aKPhITHE
OONBILIOTO POJHWYKA, 3aJCPKKA CTAaTUKOMOTOPHOTO pa3BuTHs. Bce getnm ¢
KJIMHUYECKUMHM  TPOSBICHUSAMHU TSDKEJIOTO  PAXUTHUYECKOTO MPOLECCa  JTOJDKHBI
00Ce10BaThCS 7151 UCKIIFOYCHUS TEHETUYECKN ICTEPMUHUPOBAHHBIX (JOPM paxuTa.

JlnarHo3 paxura YCTAHABIMBACTCS HA OCHOBAHMM aHAMHE3d, JAHHBIX
OOBEKTUBHOTO  OCMOTpPA,  PE3YyJAbTaTOB  OMOXMMHYECKMX  MCCIICIOBAaHWA W
NOJATBEPXKIAETCS PEHTITCHOIOTMYECKUMH JAHHBIMU.

JlnarHocTrka OCHOBaHA HA BBISIBIICHUU XaPAKTCPHBIX MPOSBICHHUIA CO CTOPOHBI
KOCTHOM CHCTEMBL.

PaHHsS nuarHOCTHKa HETOCTATOYHOCTH BUTAMHHA D BO3MOKHA TOJBKO NpH
WU3MEPEHUH ONPEACICHHBIX OMOXUMHYECKHUX MAPAMETPOB, MPEXKIE BCETO YPOBHEH €ro
MeTa0OJIMTOB B KPOBH.

Pe3ynbTaroB TONBKO OMOXMMHYECKOTO WCCICIOBAHUS HEAOCTATOYHO ISt
YCTAHOBJICHUS TUArHO3a PAaXHUTa, K TOMY K€ OHM HE BCETAA MO3BOJISIIOT ONMPEACTUTD,
YTO SBJISCTCS IEPBUYHON MPUUMHOM paxuTa — AePUUKAT BUTAMUHA D Wi KaJibLus, Tak
KaK OYEHb YaCTO UMEET MECTO COUYETAHHBIN AEQUIMIT 3TUX BEIIECTB. XapaKTePHbIMU
TS paxuta OMOXUMUYECKIMH H3MEHEHHUSIMHU SIBJISIFOTCS CHIKEHUE YpoBHs 25(OH)D,
(docdopa ¥ KaJibLKs B CHIBOPOTKE KPOBM M CHW)KCHUE YPOBHS Kajbls B Moue. B
OPOTUBOMOJIOKHOCTh 3TOMY NPAKTHYECKM Y BCEX MMALKMECHTOB HAOMIOAACTCS
NOBBILICHWE YPOBHEH MApaTUPEOMIHOTO TOPMOHA W IHENOYHOH  (ocdarassl
CBIBOPOTKH U (pocdopa B MOYE.

Haubonee wHpOpMaTUBHBIM MOKa3aTeieM OOECMEYEHHOCTH OpraHu3Mma
BATAaMUHOM D sBisieTcs coneprkanne kanpuanona (25(OH)D) kak B CBIBOPOTKE, Tak
u miazme kpou. 25(OH)D wmmeer nepuoa monypacmana OKoJao 2-3 HEACHb.
Kambumanon BkirouaeT B ce0s BUTAMHH D, IOTyYEHHBINA U3 MULIECBBIX TPOAYKTOB, A
BATAMUH D, KOTOPBIH CHHTE3UPYETCS B KOXKE MOCIIe MPeObIBaHUS Ha COJHUE. Bpems
noJiypacnaga B KPOBOTOKE APYroil akTMBHON (opMbl BUTaMUHA D — KanbLHUTPHOIA
(1,25(0OH)2D) — cocraBnseT Bcero 4 yaca. Kansuurpuon nupkynupyer B 1000 pa3
Oonee Hu3KOW KOHUEHTpaumu, 4em 25(OH)D, a ypoBeHb €ro B KPOBH >KECTKO
PEryJIMPYETCS CHIBOPOTOYHBIMM YPOBHSMH MAPATHPEOUAHOIO TOPMOHA, KalbLMs W
(docdaros.

Takum 06pazom, 25(OH)D (kaablu o) iBaseTcs MeTadoJIMTOM BUTaMuHa D,
KOTOPBI MOKHO UCTIOJIB30BAaTh JUIsl ONMPEAEIICHUS €r0 CTaTyCa B OPraHu3MeE YEIO0BEKA.

PeHTreHonornueckass KapTiHa B T[EPUOJ  pa3rapa  XapakTEepHU3yeTCs
CHCM(PUUYECCKUM TMOPAKEHUEM HNUMeTapU3apHbIX 30H TPyOwarbIX KOCTEH, Tak
HA3bIBAEMBIM PAXUTUYECKUM METAPHU30M — PAa3MBITBIMH 30HAMW MHUHEPAIM3ALNH,
pacmupenreM MeTapu3apHbIX 30H, OOKaNOBUIHOM aedopManueii snuMeTapu3apHbix
OTZIEJIOB KOCTEH («OpacieTKu»), HEUETKOCTHIO SIIEP OKOCTCHECHWS, OMPEACSIOTCS
OCTECOTNICHUsT M TPyOblid  TpaOEKyNsSpHBIA PUCYHOK AuapU3apHBIX  OTIEIIOB.
HaGnronaroress Takke paclimpeHue 30H pocta, OmroaneoOpasHas acdopmanms
MeTa(u30B, HEPOBHOCTh M BOTHYTOCTh UX KPACB, HAUTMYHE KOTOPBIX MOATBEPIKAACT
auarHo3 paxurta. Hambonee BBIpQKCHHBIE KIMHMYECKHE M PEHTTEHOIOTMYECKHC
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NPU3HAKK PAaXHTa PA3BUBAKOTCS B OCHOBHOM NpW runodocdaremMun, pesxe — MpH
TUIOKAJIbLAEM M.

Bompoc o Tom, kakoii ypoBeHb 25(OH)D B CBIBOPOTKE SIBASETCS HOPMAJIBHBIM,
a KaKue MOKa3aTeiu CIeIyeT PACIEHUBATH KaK TMIIOBUTAMUHO3, MPOJ0JKAET AaKTHBHO
o0cyxxaatbes. K HacToseMy BpEMEHH EPECMOTPEHA TOUKA 3PEHUSI 00 ONTUMATIBHOM
COJIEP’)KaHUM BUTaMUHA D B CBIBOPOTKE KPOBU. AJEKBATHBIA YPOBEHb BUTaMUHA D
onpeaensercss kKak koHueHtpauus 25(OH)D 6Gonee 30 wr/mun (75 HMOJB/N),
HEAOCTATOYHOCTh — Kak 21-30 ur/mn (51-75 amonb/n), aepuuurt — menee 20 vr/mi (50
HMOJIB/JT).

2.8. /Iu¢pdepenuunanbHasi AHATHOCTHKA

Buramun- D-3aBucumbliii paxut — 310 popma paxuta, KOTopas 00yCIOBJICHA
reHeTndyeckumu  mytammsamu: reHa CYP27B1 ¢ Hapymenuem npeoOpa3oBaHus
ButamMuHa D B kanbiutrpuon B movkax; rena CYP2R1, ¢ Hapymienus npeoOpa3oBaHus
BATaMUHA D B KaTbMMON B NIEUYEHU; B T'eHe peuentopoB ButamuHa D (VDR) u3-3a
HApYIIEHUs YYBCTBUTEJIBHOCTM TKAHEW K BATaMHHY D. XapakTepHa BBIPAKCHHAS
KJIIMHUKO-JTA0OpaTopHas ~ CUMITOMATHKAa  paxura, NOTeps  NPUOOPETEHHBIX
CTaTOMOTOPHBIX HABBIKOB, YCTOMYHMBOCTh K JICUCHUIO OOBIYHBIMU J03aMH BHTAMHHA
D.

®ocpar-quader (BuramuH D-pe3ucreHTHBIi paxur) — TyOylonatus c
HapyuieHueM peabcopOuun GpocdaroB. BelpakeHHas KIMHUKA PaxUTa, 3HAYUTEIIbHAS
runodocdaremus u runepdocharypus Ipu HOPME KaabLUsl B KPOBU. PE3UCTEHTHOCTB
K JICYUEHHUIO BUTAMUHOM D.

2.9. Ilpumep (popmyHPOBKH IHMATHO3A
Paxwur I, HayaneHbI IEPHOA, OCTPOE TEUCHHUE.
Paxur II, nepuon pasrapa, oCTpoe TEUECHHE.
Paxur III, nepron pasrapa, ocTpoe TeUEHHE.

2.10.1Ipopunakruxka u jJe4yeHue
MunumasbHas cyTouHas noTpeOHOCTh B BuTamuue D — 400 ME (10 mkr). B
Tabnmuue 4 NpeaCcTaBICHbl OCHOBHBIE MPOIYKTHI, SIBJSIOIINECS HCTOUYHUKOM BUTAMHHA
D.
Tabnmuna 4 - Coaep:xkanne Buramuaa D3 B oTe4ecTBEHHbIX NPOAYKTAX MUTAHUSA

[Tpoaykr Conepxanue puramuna D3
Mosnoko 1,4 mMxr/100 mn
JleTckast MOJIOYHAST CMECh 1,4 mMxr/100 mn
Horypt 1,4 mxr/100 mn

CIMBOYHOE MACIO

1,4 Mxr/100 ¢

OKyHb MOPCKOM

2,3 mMkr/100r

I'opOymia (koHCEepBHI) 12 mxr/100r
Cenbap aTIaHTHUECKAS JKUPHAS 30 mkr/100r
Kera 16,3 mkr/100r
[Teuens Tpecku (KOHCEPBHI) 100 mxr/100r

Pribuii sxup

10-25 mxr/1 4.

JKenTok KypuHOro siiina

0,5 Mkr/1 KenTok
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Bceem neTsmM peKOMEHI0BAHO aIcKBATHOE IO BO3PACTY NOTPEOICHUE KAIBLIHS C
nuieit, 6e3 1o0aBICHUS U3BHE.

PekoMeHayeMbIM mpenapatoM Uisi MPOQUIAKTAKH W JICUEHHS SIBJISICTCS
X0JIeKabIU(PEPO (BOIHBIN pacTBOP).

IocTHaTanbHy0 cnenu@uYecKy0 NpOoPUIAKTHKY PaxuTa MPOBOISAT BCEM
JOHOIICHHBIM AETSIM C 4-HEIENBHOrO BO3PacTa KPYIJOTOJAWYHO Ha MPOTSHKCHHUU
nepBbIX 3-x JIeT xu3Hu. [IpodunakTuyeckas 103a y 340pOBBIX JOHOIICHHBIX AETEH
panHero Bo3pacta cocrapisier 500 ME/cyTku B nethee Bpemst 1 o 1000 ME/cyTku B
OCTaJIbHBIE MECSILIBI (HE TPEOYET Mmepecyera y ACTei Ha CMEMIAHHOM W UCKYCCTBEHHOM
BCKapMJIMBaHUM). JIeTsM W3 rpynmbl pucka (POJMIIMCH Y YKEHIIWH ¢ aKyHIEPCKOW U
XPOHUYECKON DKCTPArcHUTAJIBHOW IATOJOTHENW WM  CTPANarOT  CHHIPOMOM
MajIbaOCoOPOINK ), HEAOHOMICHHBIE M JIETH C HU3KOH M SKCTPEMAIbHO HU3KOH MacCoi
Tena npodunakruueckas no3a cocrapiser 1000 ME/cyTku.

Ha3znauenue BuTamMmHa D HE MPOTHBOMOKA3aHO NETSAM C MAJIBIM Pa3MEpOM
00JBIIOr0 POJAHUYKA.

[TpoBenenne mnpoduiakTukn aepuumra BUTaMHHA D B psane ciydacs
PEKOMEHJ0BAHO MPOBOAMUTH 10 18 ner. Jletssm B BO3pacte Oor 3 no 18 mer mid
npounaktukn AcpuumMTa BUTaMMHA D MOXXKHO PEKOMEHIOBATh Mpenaparsl
xoJiekanbimdepona B 1o3e 1000 ME/cytku; aetsim ot 11 10 18 net (yCKOPEHHBIH pOCT
— «myOepTaTHBINA CyPT», MOJIOBOE CO3PEBAHKE ), TPU CHUKCHHUU YPOBHSI KAJTbLUAROAA
v nipu oxkupernn — no 1500-2000 ME/cyTku.

AHTEHATAIbHYIO MPO(PHUIAKTUKY paxuTa CIeAyeT HAUMHATh 33J0JIr0 A0 POJIOB.
B exxe1HEBHOM B panmoHe OEPEMEHHOM TOKHO TPUCYTCTBOBATh HE MeHee 180-200 r
msca, 100 r peiObl, 150 r TBOpora, 30 r ceipa, 0,5 1 MOJIOKAa WIA KHUCIOMOJIOYHBIX
npoAaykToB. Becem mokazan npuem Butamuaa D3 no 1000 ME/cyTku B TeueHHE BCEi
OEpEMEHHOCTM BHE 3aBUCUMOCTM OT CpOKa TeCTallid W OT BPEMEHM TOJa.
PekoMeHayeTcs Takoke IpUEM MPENaparoB KAIbLH (110 BO3MOYKHOCTHA OJJTHOBPEMEHHO
C MOJIOYHBIMU TIPOAYKTAMH ).

JledeHne HEQOCTATOYHOCTH U ACPUIMTA BATAMUHA D pEKOMEHIYETCSI HAYMHATD
C ONpenclicHuss HMCXOAHOM  kKoHueHTpauuum 25(OH)D s onpenencHus
¢ HepeHIMPOBAHHON 103bI XONEKaIbIuQEpoa.

JlonoJIHUTE IbHBIE peKoMeHaanuu. B npoiecce jieueHus Tpedyercs KOHTPOJIb
ypoBas 5 (OH)D. IloBbimienue a0 80-100 HIr/MJI HE O3HAYACT MPOSIBICHUS
TMIEPBUTAMUHO3a, OJHAKO TPEOYET KOPPEKIMH J03bl XOJCKAIBLIU(EPOIIA.

KoHTposib 3a BO3MOXXHOH MEPEIO3UPOBKOI  XoJeKkambuudepona CieayeT
POBOAMTH MO YPOBHIO KAIBILIMS B CyTOYHOM MOYe (HOpMa — He 00Jiee 2 MI/KT B CYTKH).

Peakiuss CynkoBnua HE HWMEET JAMATHOCTUYECKOW LEHHOCTH, MO3TOMY
UCIOJIb30BAaTh €€ B MPAKTUKE HE PEKOMEHYETCS.

I'mnepsuramuno3 BuramuHa D.

Octpasg (opMa: CHHKEHME amIeTUTa BIUIOTH A0 MOJHOTO €ro OTCYTCTBHS,
PBOTA, KA, COHJIMBOCTh, BAJIOCTh, HAPYLIEHUE CTyJa (TOHOCHI, YEPEAYIOLIHUECS C
3anopamu).

XpoHnyeckas (opmMa: pa3apaskUTEIbHOCTh, PBOTA W TOIIHOTA, MOBBILICHHUE
apTepuaibHOrO (KpOBSHOIO) JABJICHUS, HapylleHHe cHa (OecCoHHMIA), OonM B
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NOSICHULIEC (BCIICACTBUE MOPAKEHUS MOYEK), OONM B KOCTIX, YBEIMUYCHUE MMEUYECHU U
CEJIC3CHKM, YYAIlCHHOE MOYEHCIYCKAHWE, CHIDKEHUE WUMMYHHTETA C Pa3BUTHUEM
YaCTHIX MPOCTYIHBIX 3a00JIEBAHUIA.

Ilepepacuer Mexkay pa3In4HbIMH eHHULAMH U3MEPECHUS:

Konuentpanus 25(OH)D: Hr/ma x 2,496 = HMONB/JI.

Jloza xonekanbipepona: 1 mxr =40 ME

3. OCHOBHAA YACTD
3.1. Ho3omoru4eckasi popma: paxmr.

3.2. /ImarHocTu4ecKue KPUTEpPHHU. XapaKTepHbIE  KIMHUYECKUE U
PEHTTEHOJIOTHYECKIE U3MEHEHUS CO CTOPOHBI KOCTHOM CUCTEMBI, BOSHUKILKE HA (POHE
CUMNTOMOB HAPYLICHUs JEATEIBHOCTH BErETATUBHON HEPBHON CUCTEMBI. PaHHss
JVMArHOCTAKA HEAOCTATOYHOCTHM BHTAMHHA D BO3MOKHA TONBKO NPH H3MEPCHHU
OMPEACTICHHBIX OMOXMMUYECKMX TapaMeTpoB, TMPEXKAEC BCErO YPOBHEH €ro
MeTa0OJIMTOB B KPOBH.

HCKITIOUnTENBHO PE3yJIbTaTOB OMOXUMHUYECKOTO UCCIEA0BAHUS HEAOCTATOYHO
JUIS YCTAHOBJICHWS JMAarHO3a paxuTa, K TOMY >K€ OHM HE BCErJa IMO3BOJISOT
OIPEACTUTh, YTO SBIISACTCS MEPBUYHON MPUYMHON paxuTa — ne(puuuT BUTaMuHa D win
KaJIbLHsl, TAK KaK OYEHb YACTO UMEET MECTO COUETAHHBINA AE(QUIUT TaHHBIX BELICCTB.
XapakTepHbIMH JUIsl paxuTa OMOXUMUYECKUMHU U3MEHEHUSIMHU B HAYAJIbHOM NEPUOC
ABIISIFOTCS. CHU>KEHHE YpoBHS 25(OH)D, moBbILIEHHE YPOBHEH MApaTUPEOUIHOTO
TOPMOHA CHIBOPOTKH, & TAKXKE CHIKECHUE KOHLECHTpauuu (ocdopa B KPOBH U €r0
YBEJIMYEHUE B MOYE, MOBBILICHHE 1IET0UHOM (pocdarasbl. B neproae pasrapa k 3Tomy
CUMNTOMOKOMILIEKCY H00ABIJISIETCA THIIOKATbLIUEMMUSI.

Haubonee wuHpOpMaTUBHBIM TMOKa3aTeleM OOECMEYEHHOCTH OpraHu3Mma
BUTaMHHOM D siBiisieTcst copepskanue kaabiuanoa (25(OH)D) kak B CBIBOPOTKE, Tak
Y IJ1a3M€e KpOBU. AJICKBaTHBINA yPOBEHb BUTaMUHA D onpenensercs kKak KOHLICHTPaLysl
25(OH)D 6onee 30 Hr/ma (75 HMOJIB/T), HEAOCTATOYHOCTh — Kak 21-30 Hr/mn (51-75
HMOJIB/N), Aepuuut — MmeHee 20 Hr/mit (50 HMOB/JT).

3.3. Kuaunnveckasi kapruna. [[pyu3HaKu 1 CUMIITOMBI CO CTOPOHBI HEPBHOM
CUCTEMBI. OECIIOKOWCTBO, MyTIMBOCTh, B3APATUBAHUE MTPU IPOMKOM 3BYKE, BCIBIIIKE
CBETA, PA3IPAKUTEIILHOCTh, HAPYLIEHUE CHA, TIOBBILICHHAS MOTIUBOCTh, OOJBICECHUE
3aTBUIKA.

MpileyHas CHCTEMA: THITOTOHUSI.

KoctHas cucrema: kpannoTtabec, YIUIOMEHUE 3aThbUIKa, TAPPUCOHOBA 00po3.a,
nedopmanms rpyaHoi kietku, O- uinm X-o0pazHas aedopmanus KOHEUHOCTEH,
«paxaTHyecKuii TopO», «caput quadratumy, paxUTHUECKHE «UYETKW», «OpacileTKny,
«HUTH >KEMUYTay, ne(opManuy Ta3a, 3aKpbITHE OOBIIOrO POJAHUYKA MOCHE 2-X JIET,
OTCYTCTBHE pe3loB K 10 mecsnam, OTCYyTCTBAE MOJISPOB K 18 mecsanam.

PeHTreHonornuyeckne Mpu3HaAKKW: PACHIMPEHUE, YIJIOIIEHUE WA BOTHYTOCT,
OomoaueoOpasHas nedopManus, MEPOXOBATOCTh NOBEPXHOCTH WU TPAOEKYJISIPHOCTH
MeTa(U30B; PACIIUPEHUE 30H POCTA;, OCTEONEHUSI.
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3.4. TpeOGoBanus kK aMOyJIaTOPHO-NIOJMKJIHHHUYCCKONH JHATHOCTHKE.
COop aHamHE3a M K00, KJIMHUYECKOE U JJad0opaTOpHOE 00CIE0BAHUE, TTPH
HEOOXOAUMOCTH — HHCTPYMEHTAIILHOE 00CIEJOBaHUE.

3.5. Xapaxkrepucruka U O0COOCHHOCTH BBINOJHCHUS] THATHOCTHYECKHUX
MeEpONPUSATHIA.

[Tonmydyenne nOOPOBOIBHOTO WH(POPMHUPOBAHHOIO COIIACHS NALMEHTA U €ro
POOUTENEN.

3.6. IIpodunakruka u jedeHue.

Bceem neTsmM peKOMEHI0BAHO aIcKBATHOE MO BO3PACTY NOTPEOICHUE KAIBLIHS C
nuieii, 0e3 n00aBjicHUsS W3BHE, a TAKXKE, C Y4YE€TOM BO3pacTa, YMoOTPeOJICHHUE
OPOAYKTOB, OOrarbix BATAMUHOM D.

PekoMenayeMbiM mpenaparoM A OpOQUIaKTUKKA W JIeYEHUs JAcuumTa
BATamuHa D sBisercsa xonekanbuudepos (D3) BoaopacTBOPUMBIA pacTBOP.

3.6.1. IlocTHaranbHast cneuuuyeckass npopuiaakruka. [Ipooasar Bcem
JOHOLIEHHBIM JIETAM C 4-X HEACIBHOIO BO3PACTa KPYIVIOTOJWYHO HA MPOTSHKCHHUH
NEPBBIX 3-X JIET ku3HU. [IpodmnakTuueckas n03a y 340POBBIX JOHOUICHHBIX ACTEH
panHero Bo3pacta cocrasisieT 500 ME/cytku B netHee Bpemst no 1000 ME/cyTku B
OCTaJIbHBIE MECAILBI (HE TPeOYET mepecyeTa y AeTel Ha CMENIAaHHOM M MCKYCCTBEHHOM
BckapmyiuBaHuu). HenmoHowenubim aetsm [ crenenu ¢ 10-14 nus sxu3am nmo 1000
ME/cytku, Henonomenubim II — 111 crenenu ¢ 10 - 20 gus sxu3am o 1000 - 2000
ME/cyTKH B 3aBUCUMOCTH OT CE30HA.

3.6.2. AHTeHaTA/IbHAsA NPOPUIAKTHKA HAYWMHACTCA 3aJ0Jr0 10 POJOB C
OpraHu3aluyi NMuTaHus OepeMeHHo. Becem mokazan nmpuem Butamuba D3 mo 1000
ME/cyTku B TeueHHE BCEl OEPEMEHHOCTH BHE 3aBUCUMOCTH OT CPOKA IeCTali U OT
BpEMEHM TroAa. PeKOMEHayeTcs MpueM NpenaparoB KajibLus (MO BO3MOYKHOCTH
OJTHOBPEMEHHO C MOJIOYHBIMH MPOJYKTaAMHU ).

Ha3nauenne npoduiakTuyeckux 103 BUTaMMHA D HE MPOTHBOIMOKA3aHO
JETSIM C MaJIbIM Pa3MepOM OOJIBIIOTO POJTHUYKA.

3.7. s ne4eHus1 HEAOCTAaTOYHOCTH U AeuiuTa BATaMuHa D, a Tarkke AeTIM
¢ nmaparpodueii, CUHIAPOMOM ManbaOCOPOLMKM, KOCTHBIMH  JIe(opManusiMu
PEKOMEHIOBAHbI OMpeAcNeHue UCX0aHoW KoHueHTpauun 25(OH)D u Ha3zHavyeHue
¢ hepeHIMPOBAHHOM 10361 XOJIeKanbLupepona (Tad. 5).

[Tpr HEBO3MOKHOCTH ONPEIEIICHNS KAJIbLIAAU0JA 1032 tuddepeHuupyeTcs no
CTENEHU TsHKECTH (Tadnuia 6).

Tabmuna 5 - PekoMeHpanuu mo Jo03aM  XoJieKalbUudepona A JCUCHUs
TANOBUTAMHHO3a D
Yposenb 25(0OH)D TeueGras 103a
CBIBOPOTKH KPOBH
20-30 ur/mn 2000 ME/cyTku — 1 mecsii
10-20 ar/Mn 3000 ME/cyTku — 1 mecsig

Memnee 10 aHr/Mn 4000 ME/cyTku — 1 Mecsi
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Tabnuna 6 - J103b1 XosekanbiMpeposia B 3aBUCUMOCTH OT TSHKECTH paxuTa

[lepuon paxura W CTENEHBb Cyrounas no3a utamuna D
TAKECCTH

I crenens — nepuop pasrapa 2000 ME/cyTkn — 1 mecsiig

II crenens — nepuon pasrapa 2500 ME/cyTku — 45 nHel

III crenens 3000 ME/cyTku — 45 nueii

KoHTposib 3a BO3MOXXHOH MEPEIO3UPOBKOIN  XoJeKkambuudepona CleayeT
MIPOBOJUTH AETAM C CUMIITOMAMM THIIEPBAUTAMHUHO3A 110 YPOBHIO KAJIBIUS B CYyTOYHOM
Moue (He Oomee 2 MI/KT B CYTKH).

Peakums CynkoBuYa HE HMMEET JMArHOCTHMYECKOW LIEHHOCTH, IO3TOMY
UCITOJIB30BATh €€ B IPAKTUKE HE PEKOMEH Ty eTCsl!

Boznukmas cnazmodunus TpeOyer neuenus. KaprnonemanbHelid cra3sm He
YIPOKaeT >KA3HM M OKCTPEHHOIO BMeHIarenbCTBa He Tpedyer. HazHawarorces
npenapaTsl KajabLUs BHYTPb.

JlapuHrocnpasm ¢ OCTAaHOBKOW [JbIXaHWsS CIIEAYET HEMEMIs MpepBaTh
PEQIIEKTOPHBIMU METOAMH, B JAIBHEHIIEM — TPENaparsl Kajablus BHYTPb.

B cinydae pa3BuTHs SKIamMncuu pPeOCHOK HYKAACTCS B TOCHUTAIM3ALMH.
O(PPEKTUBHO OJTHOMOMEHTHOE BBEJECHUE, JAXKE B OJHOM LIMIpPHIE: ACTAM 1-2 jer
xku3an 0,5 mn cenykcena m 2,0 man 'OMK BHyTtpumbieuHno. Takke HHOrAA
MPUMEHSIOTCS KIM3MbI U3 2 % pactBopa nogorperoro no 38-40 °C xnopanruapara
(20-30 mut), a Taroke 25 % pactBopa cysibdara Maraus BHyTpUMBIIIEYHO (0,2 MIT/KT €
2 mi1 0,5-1 % pacTBOpa HOBOKanHA).

OKCTPEHHO ONPEACIISIOT B KPOBU YPOBEHB KAIBLIMS, BBOAIT BHYTPUBEHHO 10 %
pacTBOp KajpLus XJIOPHAA WIKA TIIFOKOHaTa. Jlo3a s nerei 10 6 MECSALEB KU3HU
cocrasysiet 0,05 mit, 1yt iereit ot 6 mecses a0 1 roga — 0,5-1,0 mut, 1t BO3pacta oT
1 rona mo 3 ner — 1-2 mut. Jlanee 5 % unm 10 % pacTBop xsiopuaa Kajablus PeOCHOK
JOJDKEH MPUHKAMATh BHYTPb 3 Pa3a B CYTKHU MO | 4.JI. TOCIIEe IpUeMa MUILLK, 3aIiBast
MOJIOKOM. JUTHTENBHOCTE Kypea oT 7-10 cyTok.

Bcem nersm cnemyer peKOMEHAOBATH AJEKBATHOE BO3PACTY MOTPEOJICHHE
KaJIbLUsl C MUALIEH, Oe3 0OaBICHHS H3BHE.

4. I/IHI[I/IKaTOpLI KA4eCTBA 0KA3aHHS MEJAUIUHCKON MOMOIIHU AeTSIM

¢ paxuTom
Meroanka
No [Toporosoe
HWnaukarop N3MEPECHUS DaKTOp BIUASHUSA
I 3HAUYCHHC
(BBIYMCIICHUS )
Hanuuue
VCIIAHCEPHON Hannuue
o P IIposepxka JobpocoBecTHOE
1. | rpynmsl o paxuty Ha CIIUCKOB
. HAJTAY S OTHOIIeHUE K padoTe
obcyxuBaeMon OOJBHBIX
TEPPUTOPHHU
CBoeBpeMeHHOe ITo popmyne
0 HobpocosecTHoe
2. | npodunakTHUecKoe 95% pacuera
OTHOILIeHHE K padoTe
Ha3HaA4Y€HHUEC BUT. I[ MPOLUCHTOB
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MeguunHckas
rPamoTHOCTb
AfekBaTHas M M
A 0 (hopmyne MeanumnHckas
3. npodmnakTmnyeckas 95% pacuyeTta
rPamMmoTHOCTb
fo3a BuT. [ NPOLLeHTOB
3anucuy B KapTouKe 0
NpoBepKe Hannuus Mo wopmyne [JobpocoBecTHoe
4, POBEP 95% pacyeta P
CUMNTOMOB paxuTay OTHOLLEHWe K paboTe
o NnpoLeHToB
AeTen fo roga
Mo popmyne
AjekBaTHas neyebHas (hopmy MeauunHckas
5. 95% pacuyeTta
posasut. A rpPamMoTHOCTb
MpPOLEeHTOB
[uncnaHcepHble Mo opmyne
o o BECTH
6. OCMOTpbI feTeun 3TOn 95% pacyeTa AobpocosectHoe
OTHOLLEHWe K paboTe
rpynnol MpPOLEeHTOB

CMMCOK NCIMONBb3OBAHHbBIX NCTOYHUKOB:
1 Meanatpua : HauMoHanbHOE PYKOBOACTBO B 2 T. - M. :[30Tap-meaus. -
2009. - T. 1L - 1024 c.

2. [llepmaTpusa : HaUuWOHaNbHOEe PYKOBOACTBO :B 2 T. - M. : [30Tap-megus. -
2009. - T. 2. - 1024 c.

3. Meanatpusa. HauymoHanbHoe pykoBoAcTBO. KpaTkoe mnsgaHue / nog pea. A.
A. bapaHoBa. - M.: T'OOTAP-Megua, 2014. - C.450-452, 487-494.

4. HauwnoHanbHas nporpaMmma no onTuMmu3auumn obecrnevyeHHOCTU BUTAMUHAMN
W MUHepasibHbIMK BeliecTBaMn fgeTer Poccun: (M UCMONb30BAHUIO BUTAMUHHBIX U
BUTaMUHHO-MUHEPA/IbHbLIX ~ KOMM/IEKCOB M ob6oraujeHHbIX  MPOAYKTOB B
neguvaTpuyeckoin npaktuke) / Cow3 neanatpos Poccun [ ap.]. - M.: MNMeanatpb,
2017. - 152 c.

5. HauuoHanbHaa nporpamma «HegocTaToO4HOCTL BUTaMWHa D y feTer u
NoAPOCTKOB Poccuiickoin defepaunn: coBpeMeHHble NOAX0AbI K KoppeKuum» / Coto3
negmatpos Poccuun [m gp.]. - M.: MNMegnatpb, 2018. - 96 c.

6. Koppekuns HepoctaTtoyHocTu ButammHa D / W.H. 3axaposa u ap. //
AhdekTnBHaa papmakoTepanud. - 2014. - Ne 3. - C. 38-44.

MuHUCTpP { < O.H. fonrowanko

OOOBPEHO

SKCMepTHbLIM COBETOM MO
cTaHfapTm3ayum meguLnHCKOW
nomolm B cucteme MmnHucTepcTaa
3paBooXxpaHeHns [oHeL Ko
HapopgHoi Pecny6nunku

13.12.2019 npoTtokon Ne 15



YTBEPXJIEH
MIPUKa30M MunucrepcTBa
3paBoOXpaHcHus J{OHEUKOMH

Hapoanoii PecryGnnku
23.01.2020 Ne 121

YHUOUITNPOBAHHBIN KJII/I{II/I‘IECKI/I?I IMPOTOKO.I
MEJMIMHCKON NOMOIIA
«CHHJIPOM KIJIBBEPA V JETE»

IIepeuens cokpaleHuit

AnT — ananuHaMUHOTpaHCEpa3a

AcT — acnapraraMmuHoTpaHcdepasza

AUTB — akTUBHUPOBAHHOE YaCTUYHOE TPOMOOIJIACTUHOBOE BPEMSI
JIHK — ne3oxkcupuOoHyKIIEnHOBAs KMCI0TA

MHO — MexayHapOJHOE HOPMATM30BAHHOE OTHOIICHUE
OAK — o0wmmii aHaJm3 KpoBU

[TTH — npoTpOMOMHOBBI UHACKC

[1L[P — monmumepasHas LenHas peakuus

P®MK — pactBopuMbIe PHOPUHMOHOMEPHBIE KOMITJIEKCHI
YADI'T — ypuaunaudocdarriatokypormnTpanchepasa
OOI'IC — pubporzodaroracTpoyo€HOCKOMUS

Ig G — ummyHOrNOOYIMH G

HBCAg — cepauneBruHHBIN aHTUTEH BUpYca renaturta B

[. ITACITOPTHASA YACTDH
1.1. HazBanue «Cunapom XKunsbepa y nerei»

1.2. JIlnarnos.
cunapom XKunsoepa.

1.3. Llene OpOTOKONA: YCTAHOBIICHWE CIOWHBIX TPEOOBAHWN K TOPAIKY
JMArHOCTHUKH U JICUCHUS NALMEHTOB AETCKOrO BO3pacTa ¢ CHHApPoMoM Kunsbepa.

1.4. TIpoTOKOJ mpeaHa3HAYEH JUIsl MPUMEHEHUS B CUCTEME MHHHMCTEPCTBA
3apaBooxpaHenus JloHenkoit Hapomnoit PecnyOnmuku. PazpaGotan myis Bpauci
oO1IeH MPaKTHKM — CEMEHHBIX Bpayeil, Bpauch-NeanaTpoB YYaCTKOBBIX, Bpaveii-
[IEAUATPOB, BPAYEH-raCTPO3HTEPOIIOrOB IETCKHUX.

1.5. /laTta pa3padoTku npoToko.ja: oktsaope 2019 ropa.



1.6. /laTta caeaymwomero nepecmorpa: oktsa0ps 2022 rona.
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1.7. Cniucok pa3paGboT4uKOB NPOTOKOJIA:

Ne
n/n oHno JO/IKHOCTD MecTto padoThI IMpumeyanue
BHemrrarnbiii
'00 BITIO pecrnyOIMKaHCKU
OcTpoBcKnii JloneHT «JJOHHMY U CICHMAJIUCT Mv3
Kadeapbl M. M. JIHP mo perckoi
1. | Urops
neauaTpuu I'OPBKOI Oy, raCTPO3HTEPOJIOT
MaxkcumoBrY
kadenapa neauaTpun | UM, KaHIuat
Nel MEIULIMHCKUX
HAYK, JIOICHT
'OO BIIO
TTpoxopos 3aBeJ:[y101quH «JIOHHMY JlokTop
2 EBrenwuii Kadenpoit AM. M. MEIULUHCKAX
| Bukroposuu R T'OPBROT'O», HayK, mpodecco
P Nel Kadenpa neauaTpun YI5 P P
No 1
'OO BIIO
HaeTos 3aBeJ:[y101quH «JJIOHHMY JlokTop
3 AHapei Kagenpoii M. M. MEIUIUHCKHAX
| BacuiabeBuu HeMaTpH T'OPBROT'O», HaVK, JOLCHT
No2 Kadenpa neauaTpun YI A0
Ne 2
3aBey O
n Jlenapr TarbgHa | comarnye- PJTIKE M3 JTHP
BuraieeBHa CKUM
OTJACIICHUEM

1.8. CormacoBano pabouyeil rpymnmnoi
JOKYMEHTOB 110 CTAHAAPTHU3ALMA MEINLIMHCKOM MOMOILHX B cucTeMe MUHHACTEPCTBA
3apaBooxpaneHus Jlonenkoit Hapoanoii PecnyOnuku no npodunto «Ilepmarpusiy:

no pa3padoTKE MEIUKO-TEXHOJOTHUYECKHUX

li\/ﬁ';[ damuust, UMs1, OTYECTBO MecTto paboTsl
I'maBHBIA cnenuanucT OTAENa OXPaHbl MATEPUHCTBA H
1 JIsnnuk Bukropus IEeTCTBA JenapramenTa OpraHu3anuu OKa3aHUsl
* | AnexcaHapoBHa meannuackoi nomomu M3 JIHP, npencenarens Paboueit
Ipynmbl
I'maBHBIA  cHeLUAnuCT OTAENa OXPaHbl MATEPUHCTBA M
) Mumyk CsetnaHa NeTCTBa JenapramenTa OpraHu3aluu OKa3aHUs
" | OneroBHa MenunuHcko — momomu M3 JIHP, 3amecturens
npencenarens: Padoueit rpynmsl
3 JIuxosun Enena Bpau-meromguct Pecry0nmMkaHCKOrO LIEHTpa OpraHHU3aLuU
" | AnexcaHapoBHa 3PaBOOXPAHEHHUS, MEIULIMHCKOM CTaTUCTUKH 5




uHpOPMalMOHHBIX TexHojoruii M3 JIHP, BHemTaTHbIN
pecniyonukanckuii cnenuanuct M3 JIHP mo Bompocam
NETCKOW MHBAJUIHOCTH U aMOYJIaTOPHO-MOJIUKTMHUYECKOM
TIOMOLIU JETAM

4 Kyuepenko Huna 3aenyromuii  kadenpoll  meTCKUX — WH(EKIHOHHBIX
" | IlerpoBHa 6ornezneii 'O0 BITIO TorHHMY um. M. I'opbkoro
IIpodeccop xadenpsl geTckux HHPEKIUOHHBIX OONE3HEH
Bobposuukast AHTOHHHA
5. pOBHLL rO0 BIIO JdouHMY  um M. Topbkoro,  IOKTOp
HBanosHa
MEANLMHCKUX HayK
JoueHT kadenpsl neTckux nHpeKIHOHHbIX Oose3neit OO0
BIIO [JonHMY  um. M. I'opekoro, BHEILUTATHBIN
Mensenesa Bukropus .
6. BanepbenHa pecryOIUKaHCKUH CIIELIUATUCT M3 JAHP o
P WHPEKINOHHBIM OOJIe3HSIM TEANATPUIECKOrO Mpodus,
KaHIUAAT MEJULIMHCKUX HayK
o o Houent kadenpel neguarpun, Heornatosorun GUITO I'OO
JIunuescknii I'eopruii
7. BIIO JouHMY um. M. I'opbkoro, KaHAUAAT METULIMHCKUX
JleoHunoBuu
HayK
HoueHT xadenpwl neauarpuu, Heonatonorun ®UITO I'OO
I'onosko Onbra
8. BIIO JouHMY um. M. I'opbkoro, KaHAUAAT METULIMHCKUX
Ky3spMuHn4uHa
HayK
Houent kadenpsr neguatpun Ne 1 'OO BIIO JonHMY
9 Octposckuii Uropp uM. M. TI'opekoro, BHEILUTATHBIN pecryOIMKaHCKHUNA
" | MakcumoBu4 cnequanuctr M3 JIHP  no  racTposHTeposioruu
NeTHATPUIECKOro Npoduitst, KAHANAAT MEAUIIMHCKNX HAYK
Houent xagenpsl neguatpun Nel 'OO BITIO JorHMYVY
10 Yennan Jlronmuna uM. M. T'opekoro, BHEILITATHBIN pecryOIMKaHCKHUHA
" | JleonnnosHa cnequanuct M3 JIHP no  xapauopeBmaTtosoruu
NeUaATPUIECKOro Npoduist, KAHANAAT MEAVIIMHCKNX HAYK
o 3aMecTUTeNb T€HEPAIbHOIO JUPEKTOpa MO HEOHATOJOTHU
becconos [Imutpuii " N
11. JPLIOMuJl M3 JIHP, BHewmTaTHBIA pecrmyOIUKaHCKUA
AHaTOJIBEBUY
criermmauct M3 JIHP mo HeoHnaronmoruu
Bpau-ueBponor HEBPOJIOTHYECKOTO OTJIEJIeHUS]
Mockanenko MapuHa P P . P . A
12. PecniyOnukanckoi AeTCKON KIMHUYECKOH OonbHULBI M3
AHaTONbEBHA TTHP
JoueHt kadenpsl AETCKOH XHPYPrUU U aHECTE3UOJOTHH
. o0 BIIO [JosHMY wum. M. I'opbkoro, BHeLITaTHbII
Mockanenko Cepreit .
13. pecyOIUKaHCKUH CIIEIUAIIACT M3 JAHP o
BanentuHOBUY
aHECTE3UOJIOTUU TEeIUATPHUUECKOro mpoduis, KaHaWAaT
MEANLIMHCKUX HayK
[Tennynas Enena 3asenyromuii kadenpoit nenuatpun GUITIO I'OO BIIO
14.
BrnanuMmuposHa JouHMY um. M. I'opbkoro
3aBeAylOLUN OTAENEHHWEM JEeTCKON KapAUOJOTHU U
kapauoxupyprun  MHCTUTYTAa  HEOTJIOXKHOH 51
Konos Bnanucnas P pyP o Y
15. BOCCTaHOBUTENbHON xupyprun umenu BK. I'ycaka M3
I'ennanbeBUY N .
JIHP, BHemTaTHBI pecnyOnukaHckuil crneuuanuct M3
JIHP no xapamoxupypriu neauaTpudeckoro npoduis
3aBenyromuil oTneIeHHeM HeBposioruu PecmyOnuKaHCKOM
16 IIpoxoposa Jlrogmuna JOeTCKOU kiuHu4eckoi OompHuIl M3 JIHP, BHeImTaTHBIM
" | MuxalinoBHa pecniyonukanckuii  crnenuanuct M3 JIHP o HeBposorum
MeANATPUIECKOro MPoduist
17. | Capexos HUropb 3aBeAyrOLUMI HEBPOJOrMYeCKUM OTAeneHueM Jlerckoro
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AHppeeBUY KJIMHUYECKOro LeHTpa r. MakeeBKu
13 Annpees I[laBen Houent kadpenpsl oronapunronoruu I'O0 BITO JouHMY
" | Bnagumuposuy uM. M. I'oppkoro, kaHauaaT MEAMLIMHCKHUX HAYK
3aBeayrouui OTHEJIEHUEM OTOJIAPUHT OJIOTUU
19 ®enopenko Axapeit PecnyOnukanckoli neTckoll KIMHUYECKOW OonbHUIEI M3
" | EBrenpeBuu JIHP, BHemTaTHbI pecnyOauKaHCKuil crienwamuct M3
JIHP 110 0TOIapUHTOJIOTHH MeIUaTPUIeCcKoro npoduis
Jlerkas Hatanps Bpau-nedponor PecriyOnnkaHCKkoOl AETCKOM KIMHUYECKOH
20. o
MuxaitnoBHa OonbuauLbl M3 JIHP
3aBeayrouui HeQpOJOrHIecKUM OTHEJIEHUEM
1 ITanosa Hanexna PecniyOnukanckoli nerckoil KIMHUUECKOW OonbHUIBI M3
| UBaHOBHA JIHP, BHemTaTHBIA pecnyOMUKaHCKH crenuaniuct M3
JIHP no Hedponoruu neguaTpudeckoro npodus
3aBeayrouui OTHEJIEHUEM IyJIbMOHOJIOTUU
29 Jlenapt TaTbsana PecniyOnukanckoli nerckoll KIMHUUECKOW OonbHUIBI M3
" | BuranbeBHa JIHP, BHemTaTHBIA pecnyOMUKaHCKH crenuanuct M3
JIHP o myJnsMOHOJIOTHH MEeIUaTPpUIeCcKoro npod st
23 Mapxkos Cepreit I'maBHbIi Bpay PecnyONMKaHCKOW NETCKOW KIMHUYECKOH
" | EBrenbeBu4 OonbauLbl M3 JIHP
4 ByxTusipos Dnyapn 3aBenyroumii nerckum otneneHuem KY «I'Kb Ne 3
" | BanpTepoBuu r. JloHenka»
Bpau-annepronor Pecniybnmukanckoi JIETCKOMN
25 3uboposa HOmus kiuHudeckoir  OompHunBl M3 JIHP, BHemTaTHBIN
" | BmanumuposHa pecnyonukanckuii creruanuct M3 JIHP no annepronorun
MeANATPUIECKOro MPoduIIst
2% Xunuackas MaHa Bpau-undexmonucr PecnyOnukanckoit JIEeTCKOU
" | Buxroposna KJMHI4Yeckoi 6onbHuIEl M3 JIHP
3aBenyromuil oTAENeHHEM AETCKOW odTanpMonorun KY
77 Korny6eii ['anuna «II'Kb Ne 20 r. JloHenkay, BHEIUTATHBII
" | BnanumuposHa pecryOnMKaHCKHUN CHIELIMATUCT M3 JAHP o
0(hTaTBbMONIOTHY NEAUATPHUECKOTO PO IS
3aBenyromuil AETCKUM OTHeJIeHHeM PecnyOinkaHCKOM
)3 Bnacosa Haranbs KJIMHUYECKOW TcuxuaTpudeckoi OompHuiet M3 JIHP,
" | AHaTONBEBHA BHEINTATHBIN pecnyOnukanckuii crenuamict M3 JIHP no
NCUXUATPUH NEANATPHUECKOT0 Npod s
Bpau-meroguct Pecry0nmMkaHCKOrO LIEHTpa OpraHU3aLUuU
Uypunina Anna 3APaBOOXPAHEHMUS, Mennumv{cxoﬁ CTaTUCTUKU u
29, uH(pOPMalMOHHBIX TexHojoruii M3 JIHP, BHewmTaTHbIN
KoncrantunosHa o
pecniyonukanckuii - cnermanuct M3 JIHP mo Bompocam
MEPBUYHOHN 1 peabUINTAIIMOHHON MOMOIIH JIETSIM
Bpau-craructuk PecnyOnmukaHCKOro meHTpa OpraHu3aluu
3APaBOOXPAHEHMUS, MEAULUHCKON CTaTUCTUKHU u
30 MyxnbinnHa Hatanes uHpOopMaUMOHHBIX TexHoJoruii M3 JIHP, BHewmrraTHbIH
" | EBrenpeBHa pecniyonukanckuii cienuanuct M3 JIHP no koopauHammm
paboThI C IETBMU-CUPOTAMH H IETHMH, OCTABJICHHBIMH 0€3
POIUTENLCKOrO MONEYEHUs
H.o. 3aBenyromero oTaeneHueM 1eTCKOM OHKOreMaTOJIOTHH
HucTUTyTa HEOTJIONKHOW U BOCCTAHOBUTENIBHON XUPYPTHH
IOnpamesa Csernana . .
31. um. B K. I'ycaka M3 JIHP, BHewTaTHbIi pecryOnuKaHCKUNA

AJeKCaHIPpOBHA

cneruanuct M3 JIHP no remartonoruu neauaTpuueckoro
npod st




30 Mycradpuna Tumyp 3aBeayrouuil oTaeraeHreM HoBopoxkaeHHbIX JJoKTMO M3
| AxaTueBnu JAHP
33 Crprokosckast Enena 3aBenyrOmui OTEICHHEM HEOHATAIBHOTO HAOMIONEHUS W
" | AHaTONIBEBHA nedeHust HopopoxkaeHHbx JAPLIOMuJl M3 JITHP
34 Hytosa Enena 3aBenyrouuii oraeneHueM HOBopoxAeHHBIX KY « Kb Ne
" | BanepuesHa 6 r. loneuka»
Bpau neonaronoruyeckoro oraeneHus KY «UI'’Kb Ne 6
Haspouxas Onbra . .
35. r. JloHemkay, IJIaBHBIN BHEIITATHBIN HEOHATOJIOT
EBrennesHa

yIIpaBJeHus 3APaBOOXPAaHEeHMs afMUHNACTpauuu . JloHenka

Boumukosa JIrogmuia

3amecTUTENns TIABHOIO Bpada 1o JedeOHOoW padorte

36.
HuxkonaesHa JIeTCKOro KIMHUYECKOro HeHTpa r. MakeeBku
37 Eroposa TaTpsiHa Bremrarnbiii pecniyonukanckuii cnermamuct M3 JIHP mo
" | AnexceeBHa SHAOKPHHOJIOTUH MEANATPHUYECKOro pod s
38 Kpusymes bopuc 3asenyromuii kadenpoit mponenestrkn nexuatpun ['OO
" | UcaeBuu BI1O HosHMY um. M. I'opskoro M3 JIHP

3aBenyrOImuUil OETCKOTO IEHTpa peadmIuTanuu AeTeid C
HapyLIeHHEeM ciyxa u peun, BHEIITATHBIN
pecnyOmKaHCKUN CIIEeLUAIICT o CypAOJOrun
nenuatpudeckoro npoduast M3 JIHP

Hanumox Tamapa

39. AJeKCaHIPOBHA

3aBenyromuii kadeapoit meguatpuu Ne 2 OIEHT, TOKTOP
MEJIUIIMHCKUX HayK

Haneros Aupapeit

40.
Bacunpesuu

II. OBIIAS YACTD
2.1. Cunpom Kunsbepa (mpocTas cemeiinas XOJIEMUS,
KOHCTUTYLIUOHAJIbHAS TUIEPOUTUPYOUHEMHS, UANONaTH4YeCcKas
HEKOHBIOTUPOBAHHAS ~ TMUNECPOMSIMPYOMHEMUS, HETEMOJIMTUYECKAs  CeMeHHas
JKENITyXa) — TNUTMEHTHBIA — Tenaro3,  XapakTEpU3YIOINUICS ~ YMEPEHHBIM
WHTEPMUTTUPYIOLIMM  MOBBIIIEHUEM  COJCP)KAHHUS  HEKOHBIOTMPOBAHHOTO
(HempsiMoro) OumMpyOMHA B KPOBH BCJICICTBUE HAPYLIEHWS BHYTPUKIIECTOUYHOTO
TpaHcrnopra OunMpyOrHA B renaTouuTax K MECTY €ro COCIMHEHUS € TITFOKYPOHOBOM
KHACN0TOM, JlanHOE cocTtosiHne o0ycnoBieHo mytanueh B reHe UGT1A1, kotopslit

KoaupyeT pepmeHT — ypuausmdocharrmokyponunrpanchepazy (YADI'T).

2.2. OnuaeMuonorus

OT0 camas yactast opmMa HaClIeACTBEHHOIO MATMEHTHOTO I€NaTo3a, KoTopas
M0 Pa3NUYHBIM MCCIEN0BaHUAM BbIsBIsAeTCA Yy 5-10 % mnHacenenus. Yacrora
BCTPEYAEMOCTH cHHApoMa JKuiibOepa B €BPONEHCKON NOMYJISIIMKA COCTABIISIET OT 2
10 5%. Takas yacToTa CBsI3aHa C HATMYMEM JJIMTENBHOTO OE3KENTYIIHOTO MEPUoia
(10 BCTPEYH C TPUITEPHBIM (PAKTOPOM WM CUTyauuei). B OONBIIMHCTBE ClyvyacB
KJIMHUYECKHE CHMITOMBI CHHApoMa KuiabOepa MpOSBISIOTCS B MOAPOCTKOBOM
Bo3pacte. Mx pasButue y nereil B mpemyOepTaTHOM M MyOepTaTHOM MEPHOJIE
CBA3aHO C MHIUOMPYIOMIMM BIIMSHAEM TOJOBBIX TOPMOHOB HA YTWIM3ALMIO
owmpyOuna. Cunapom KuabOepa pacnpocTpaHEH NMPEUMYIICCTBEHHO CPEM JIUI]
MY>KCKOTO TIOJ1A.

2.3. Knaccuduxanms
Beraensercs 01MH OCHOBHOM TMArHo3



2.4. OTuonaroreHes

B maroreneze cuHapoma JEKHAT — HEAOCTATOYHOCTHh OMJIMTPAHCIOKA3HI,
OTBEHAIOLIECH 3a 3axBar OMIMPYOMHA M3 KPOBH M €r0 TPAHCIOPT B IeMaTOLMT,
aepuuuT Y- U Z-NPOTEHHOB-JIATAHAOB ((PEepMEHTa TIyTaTUOH-S-TpaHcdepasbl),
OTBEHAIOLIMX 34 NEPEHOC OMIMPYOMHA K MHUKPOCOMAaM TE€MaTOLMTOB, & TaKKe
HEMOJHOUECHHOCTh (hepMeHTa MukpocoM Y/IOI'T, mpu mnomomu KOTOPOro
OCYIECTBIISAETCS KOHBIOralMs OWIMpyOMHAa C DJIIOKYPOHOBOH W APYTHMH
kucyiotamu. [lpu cunapome XKunmboOepa aktuBHOCTE YIDI'T cHUKAETCS JIMIIb HA
10-30 % 1o CpaBHEHUIO C HOPMOW, OCHOBHOE 3HAYECHUE MPUAACTCS HAPYIICHUIO
3axBara OwnMpyOMHA TrenaTouuTamMHu, KOTOPOE CBS3bIBAKOT € AHOMAIHMCH
MPOHUIIAEMOCTH MeMOpaH U ePekToM Oeika BHYTPUKIETOYHOTO TPAaHCIOPTA.

Tun HacneaoBaHUs — AyTOCOMHO-AOMUAHAHTHBINA.

OCOOEHHOCTBIO SBJSETCS YBETUYCHHUE COACPKaHHSI HEKOHBIOTMPOBAHHOTO
OunmMpyOrHA, KOTOPBIA HE PACTBOPUM B BOJE, HO XOPOILIO PAacTBOPHUM B KUPAX,
NO3TOMY MOXKET B3aUMOJCHCTBOBATH ¢ (pochommnuaaMu KIETOYHBIX MEMOpaH, B
0COOEHHOCTH FOJIOBHOT'O MO3ra, YeM OOBICHSAETCS €0 HEMPOTOKCHYHOCTD

Kimunanueckne  nposenenuss  cuHapoma  KunsOepa  MOryT — OBITh
CHPOBOLIMPOBAHBI MPOJOIKATENBHBIM TOJOJAHUEM, AeTUAPATALUEH, (PU3NIECKUM
U OMOLMOHAIBHBIM TEPCHANPSDKCHUEM, MEHCTPyalUsIMu, HWHPEKIMOHHBIMHA
3a00JIcBaHMsAMHA (BHPYCHBIM rematutoMm, rpunnoMm W OPBH, kumeunsiMu
WH(PEKIUAMHA ), XUPYPrUYECKUMHI BMEIIATEIbCTBAMH, a TAKKE MPUEMOM QJIKOTOJISl A
HEKOTOPBIX  JICKAPCTBEHHBIX  MPEMApaToB. TOPMOHOB  (TTIFOKOPOTHKOMWIOB,
aHAPOTEHOB, STHHUIICTPAANOIA), AHTUOMOTUKOB (CTPENTOMULMHA, PAUPAMITALINHA,
aMIULMUIMHA), CATMLIMIIATA HATPHS, MapaneramMona, KoQperuHa, cyiabpaHuIaMA10B
(KOHKYPEHTHOE CBSI3BIBAHUE TTIFOKYPOHOBOM KHCIIOTHI).

2.5. Mopdonorus

Mopdonoruueckne H3MEHEHHsT B TEYCHW XapaKTEPU3YHOTCS SKAPOBOM
IUCTPOQHEH TEMaTOLMUTOB W HAKOIJIECHHEM >KEJITOBATO-KOPHYHEBOTO MUIMEHTA
mno(dyciyHa B NEYCHOYHBIX KJIETKAX, Yalle B LEHTPE MOJIEK MO XOAY KETYHBIX
KaIUJUISIPOB.

2.6. Kilmanyeckas KapTuHA

Kentyxa (MKTEPUYHOCTD CKIIEP, KENTYIIHOE MPOKPAIIUBAHUE KOKU TOJIBKO
y OTJENIbHBIX MMALIMEHTOB B BHJE MATOBO KENTYIIHOH OKPACKH, B OCHOBHOM JIHLIA,
VIIHBIX PAKOBUH, TBEPAOM HEOE, a Tak K€ MOAMBIIICYHBIX OONACTEH, JIaJOHEH,
CTOIT)

Xosaemust MOKET ObITh 0€3 JKENTYXH.

Kcantena3mbl Bek, pacCETHHBIC MUTMEHTHBIC MATHA HA KOXKE.

[Tewens BbICTYMAET W3 moapebepbss Ha 1,5-3,0 cm y 20 % nerei,
KOHCHCTCHIIHS ¢ 0OBIYHAA, majabInanus 0e30071e3HeHHAS.

CeneseHka HE TAIBIUPYETCS.

VY psina GONBHBIX MHO>KECTBEHHBIE CTUTMBI AUCIMOPHOTEHE3A.


https://www.krasotaimedicina.ru/diseases/infectious/hepatitis-B
https://www.krasotaimedicina.ru/diseases/infectious/flu
https://www.krasotaimedicina.ru/diseases/infectious/respiratory-viral-infections
https://www.krasotaimedicina.ru/diseases/children/intestinal-infection
https://www.krasotaimedicina.ru/diseases/children/intestinal-infection
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[Tpu maboparoprom oOcnenoBanuu y 40 % namuentoB B OAK ormeuaercs
BBICOKOE cojiepanue remorjoouna (140-150 r/n), sputpoumtoB — a0 4,9-5.8 I'/i;
B HEKOTOPBIX CITy4Yasx — PETUKYJIOLHUTO3.

B OnoxumuyeckoM aHanu3e KpOBU — HEMpsMas runepOmnupyOuHeMuUs
(oOmmit OunmupyOuH npu cunapome XKunbOepa kosedneTcss Ha ypoBHE oT 21 110
51 MKMOJIB/J ¥ IEPUOJMYECKH MOBBIIAETCS 10 85-140 MKMOIIB/IT).

2.7. JlnarHocTuka

Hckmrouenue Apyrux NpuuMH HEKOHBIOTUPOBAHHOMN runepOnnpyOnHEMUN.

2.7.1. InarHoCTUYECKAE MPOBOKALMOHHBIE TECTHI:

- mpoba ¢ TOJIOAHWEM — TMOBBIIICHUE YPOBHA OWmupyOnHa Ha (PoHeE
ronoganus. B teueHue 48 yacoB OOJIBHON MOJy4aeT MHUTAHWUE SHEPrETUYECCKON
HeHHOCThI0 10 400 kkan/cyTku. B mepBblil AeHb MpoObI HATOLIAK W COYCTS JIBOE
CYTOK ONPEACNSIOT OMIUPYOUH CHIBOPOTKH KpoBH. [Tpu moaweme ero Ha 50-100 %
npo0a CYMTACTCS MOJOKUTEITBLHOIMA;

- npoda ¢ peHobapOuTanom — npuem gpeHodapouTana 3 MI/Kr/CyT. B TEUCHHE
5 e npu cuHapome JKunbOepa HHUIMUPYET CHUXKEHUE YPOBHS OMIMpyOHHA B
KpPOBH, T.K. Ipenapar HHAYLUHUPYET akTUBHOCTh Y JIDI'T;

- mpoda ¢ HUKOTHMHOBOW KUCIOTOW — B/B BBeJAcHUE 40 MI HUKOTHHOBOM
KHACTIOThl BBI3BIBACT TMOBBIINICHAE YPOBHS OWIMPYOMHA 3a CYET YMCHBIICHUS
OCMOTHYECKOH PE3UCTEHTHOCTH YPUTPOLIUTOB,;

- pudamnuuuHOBBIA TecT: mocie BeBeacHus 900 Mr pudaMnuumuHa y
NAlUEHTOB ¢ CUHAPOMOM JKunpOepa ypoBeHb OMIMPYyOMHA B KPOBH 3HAUMTEIIBHO
MOBBILIAETCS.

2.7.2. 'eHeT4eCcKas UarHOCTUKA.

[Tpsmast JIHK-guarHoctuka — MCClENOBaHUE MPOMOTOPHOM 00JacTH reHa
UGT1A1, nokaym3oBanHoro Ha 2q37 xpomocome. UGTIAI (TA)6/(TA6 —
HopManbHbI reHotun, UGTIAI (TA)6/(TA)7 — NUHYKIEOTHIHAs BCTAaBKA B
reTepo3uroTHoi Qgopme (nareHtHas (Gopma cuHapoma KuiabOepa — CHUKCHHE
YADIT na 10-15 %), UGTIAI (TA)7/(TA)7 — DMHYKICOTHIHAs BCTAaBKa B
TOMO3UTOTHOH (POpME — BBICOKMIA PUCK pa3BUTHs cuHApoMa JKuiieOepa (CHUKEHHE
YIA®DI'T na 30-40 %).

2.8. JInp¢epeHunanbHasi AHATHOCTHKA

Cunapom Kpurnepa —Hamkapa

Otnurums: BO3pacT Havasa — 10 TOAA, JKEIITyXa — BBIPAKECHHAS, OTCTABAHUE B
PA3BUTHM, HET BBICOKUX TMOKA3aTENEil 3pUTPOLIMTOB U reMOrI00MHA, BEIPAKEHHAS
HEKOHBIOTHPOBAHHAS TUIEPOMIIMPY OMHEMUSL.

I'emonuTyeckre aHEMHAN

Ortmvums: B OAK — aHeMMss W PETUMKYJIOLMTO3, 4 TAaKXKE CHH)KCHHE
OCMOTHYECKON PE3UCTEHTHOCTH JPUTPOLMTOB, CIBUI KpuBoi [lpaiic-/[xoHca
BJICBO, MPH KMMMYHHOM TE€MOJIM3E — TOJOKUTEIbHAS npoba KymoOca,

CINICHOMCT aJIuA.



2.9. Jleyenue

OCHOBHOE 3HAYEHHE MMEET COOMOJCHUE pekuma ydyeObl, TPyJda, OTIbIXa,
UTAHMSI.

O dexTnBHOCTE TEpanuu npu cuHApoMme KuiapOepa 3aBUCUT OT YPOBHS
TUNEePOUTUPYOMHEMHH.

2.9.1. HeMeIMKaMEHTO3HOE JICYEHUE

Jluera Ne 5. OOMJIEHO MUTKE. 3aNPENIatOTCs JUTUTEILHBIE MEPEPHIBHI B €]1€.

2.9.2. MeamKaMeHTO3HOE JICYEHUE

OCHOBHbIE JICKAPCTBEHHBIC CPEACTBA

®denodapoutan — uHaynupyer ¢epment YJDI'T, perymupyrouiero
KOHBIOTAIMI0 OWaMpyOMHA, YTO TMPUBOJUT K CHUKCHUIO KOHIEHTpAIUU
cBOOOHOrO OUTMPYOrHA B CHIBOPOTKE.

Jlaktynoza — okaszbiBaeT ciaabuUTeNnbHbI dPPEeKT U HOpMaTU3yeT padoTy
KULICYHUKA, OYMINACT KUIIEYHUK Onarojaps HU3KOMY Tokazarenio pH.
CrocoOCTBYET BBIBEACHUID KOHBIOTHPOBAHHOIO OWJIMpyOMHA W aacopOupyeT
OUTMPYOUH B KUILICYHUKE.

YP301€30KCUX0JIeBasl KHUCIOTa — YMEHBbIIAET OO0pa3oBaHME KaMHEH B
KETYHOM MY3bIPE M CHWKAET COJIEPKAHME XOJIECTCPUHA, CTaOMIU3UPYET
NEUYECHOYHBIE KIICTKH.

III. OCHOBHAA YACTb

3.1. Hozonornueckasi popma: Cunapom XKuibOepa

3.2. Kpurepun 1MarHoCTUKH:

KimmHnyeckne KpuTepun — MCKITFOUEHUE APYTUX 3a00J€BaHUH, TPOTEKAOIINX
C HCKOHBIOTUPOBAHHOM rUNepOMIIMPyOHHEMUEH.

[TonoxurensHbie MPOOBI ¢ Toa0AaHUEM, (EeHOOAPOMTAIIOM U HUKOTMHOBOWM
KHACTIOTOM MW pu(aMIIALAHOM.

I'enernueckas nuarHocTuka

Ananm3z JIHK rena VYJ®IT: wa mnpomotopHom yuactke UGTI1AI
A(TA6TAA B oaHom w3 amencii OOHAPY>KMBAETCA  TOMOJHUTEIbHBIN
muaykneotun TA (yuactok A(TA)7TAA);

3.3. TpeGoBanust K aMOyJIaTOPHO-TIOJINKJIHHUYCCKOH JTHATHOCTUKE

COop anaMHe3a M Kajgo0, KIMHUYECKOE M JabOpaTopHOE OOCIEI0BaHUE,
CEPOJIOTUUECKUE UCCIIEI0BaHMS, UHCTPYMEHTAJIbHBIC UCCIICIOBAHMS,
KOHCYJIbTAIlMH CTICIIAATMCTOB.

XapakTepucTHKa W OCOOCHHOCTH BBINOJHEHHS [IHATHOCTHYECKHUX
MepONpPHUATHH

[TonyueHne 1OGPOBOIILHOTO HH(POPMUPOBAHHOTO COTJIACHsl MALMEHTA U €T0
POOUTEINEH.

JlnarHocTUKa Hampasj€Ha Ha YCTAaHOBJICHHE AMArHosa, MpenynpexacHue
Pa3BATHS OCJIOKHEHUM, ONPEACIICHUE BO3MOKHOCTHA INMPUCTYIUTH K JICYCHHUIO B



amMOy1aTOPHO-MOJIMKITMHUYECKUX YCIIOBUSIX 0e3 JONOJTHUTEIBHBIX
JIMArHOCTUUYECKUX U JieueOHO-mpoduaakTuueckux meponpustuil. C  1enbio
YCTAHOBJIEHUSI IMarHo3a, BCEM NalMeHTaM 0053aTeIbHO MPOBOIAT cOOP aHAMHE3A,
OCMOTp, a TaKKe APYrHMe HEOOXOMUMBbIE MCCICIOBAHUS, PE3YJbTAThl KOTOPBIX
3aHOCAT B MEJAMLIMHCKYIO KapTy pedenka (dpopma 112/y).

3.4. ’Kanoob1:

— HEWHTEHCHBHAs OO0JIb U YyBCTBO TSHKECTH B IPABOM MOAPEOEPhE;

— JUCHENTHYECKUE SIBJICHUS (TOLIHOTA, TOPEYb BO PTY, CHHXKEHUE ANNETUTA,
OTPBDKKA);

— B3/YTHE KHABOTA,

— HapyUICHHE CTyJIa (3aM0Pbl WU MOHOCHI ),

— aCTEHO-BETETAaTHBHBIC POSIBIICHUS (MOJaBIECHHOE HACTPOCHHE,
YTOMJISIEMOCTbD, TUIOXOH COH, TOJIOBOKPYKCHHE).

3.5. AnamHe3s:

— CTPECCOBBIC CUTYyAllUU (AMOLIMOHAJIBLHBIH CTpece, Taxkenas pusnueckas
Harpy3ka, MOTPEUIHOCTH B JIUETE TOJOJAHUE, MEAUKAMEHTO3HBIE HArpy3Kd —
JICBOMEIUTHH, TMPEAHU30JIOH, BuTaMuH K, camununarsl, Ccyiab(aHuIaMuabl,
nuakapo),

- WHTEPKYPPEHTHBIC 3a00JICBAHNS,

— HAJIMYKUE POACTBEHHUKOB C MEPUOTUUECKOM rUNepOUInpyOueMmuei.

3.6. PuzukaabHOE 00C/Ie10BaAHNE

- KENTYXa (MKTEPUYHOCTh CKIIEP, YKENTYITHOE MPOKPAIIMBAHUE KOXKHU Y
OTJIEIbHBIX MAIMEHTOB B BHUJIE MATOBO KEJNTYUIHOM OKPACKW, B OCHOBHOM JIMIIA,
VIIIHBIX PAKOBHWH, TBEPJAOro Heba, a TaK >K€ MOJAMBIMICYHBIX OONACTEH, JagoHeH,
CTOIN);

- XOJIEMUSI MOXKET OBITh 0€3 KENTYXHU;

— KCAHTEJIa3Mbl BEK, PACCESHHBIE TUTMEHTHBIC MATHA HA KOXKE;

- NEYECHb BBICTYMAET W3 moapedepbs Ha 1,5-3,0 cm y 20 % nereid,
KOHCHCTEHITHS e¢ 0OBIYHAs, manbIanms 0e3001e3HeHHA,

— CEJIE3CHKA HE MAJIBIIUPYETCS,

— y psia OOJIbHBIX MHOMKECTBEHHBIE CTUTMbI TMCOMOPUOTEHE3A.

3.7. JlaGopaTopHoe o0c/ie0BaHNE

3.7.1. OcHOBHblE (00s3aTENbHBIE) JUATHOCTHUYECKUE OOCIEA0BAHMS,
IPOBOJMMBIE HA aMOyJIaTOPHOM YPOBHE:!

— OAK;

— OAM;

- onoxumuueckuii aHaim3 kpou (AJIT, ACT, tumonoBas mnpo0a,
OUMMpPyOUH);

- UCCJIEI0BAHKE Kajla Ha MPOCTEHIINE U TEIbMUHTBI;
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- UCCIICIOBAHKUE MEPUAHATIBHOTO COCK00a;
- V3U nedenu, ;KEITIHOTO My 3bIPS, MOHKETYTIOYHOM KENE3BI, CEJIC3CHKH.

3.7.2. JIONOJHUTENbHBIE TUArHOCTUYECKUE OOCIICAOBAHNS, TPOBOAUMBIE HA
amMOyJ1aTOPHOM YPOBHE:

— KoaryjorpamMmma (OOpeAeieHUE MNPOTPOMOMHOBOTO BPEMEHU €
nocneayromum pacuerom [1THU u MHO, ¢pubpruHOTeHa, TOIEPaHTHOCTH TIIa3Mbl K
renapuHy, aKTMBUPOBAHHOIO YACTUYHOTO TPOMOONIacTUHOBOTO BpeMeHn (AUYTB)
B IJTa3M€ KPOBH, MHACKCA PETPAKIIMN KPOBIHOTO crycTtka, POMK B mna3me KpoBn),

- MOJICYET PETUKYJIOLUTOB B KPOBH;

- ONPEAEIICHUE KPEAaTHHUHA B MOYE,

- onpenenenne [gG kK HBCAg Bupyca renarura B B CBIBOPOTKE KPOBH,

- npeaenenue [gG k Bupycy renarura C B CBIBOPOTKE KPOBH;

- onpenenenue [gG k BUpycy renaturta A B CBIBOPOTKE KPOBH;

- WCCIICIOBAHKE KaJla (KOMporpaMma);

- npsamas JJHK-nmmarnoctuka.

3.7.3. OcHOBHblE (00s3aTENBHBIE) JUATHOCTHYECKUE OOCIECIOBaHUS,
IPOBOJIMMBIE HA CTAIIMOHAPHOM YPOBHE:

— OAK -1 pa3 B 10 gnei;

— OAM — 1 pa3 B 10 nHei;

— OMOXVUMHWYECKUI aHaju3 KPOBHW (ompejaciicHue OunmpyOuHa, oOIIero
Oenka, OeNKOBBIX (hppakuuii, 0OIIETO XONECTEPHUHA B CBIBOPOTKE KPOBH, LICTIOYHOM
(docdaTazbl, CLIBOPOTOYHOTO KEJIE3A);

— Y3W opraHoB OpIOIIHOW TMOJIOCTH: PEAKTUBHbIE WU AUPPY3HBIE
U3MEHEHHUS MEYEHHU;

— OO’ J1C.

3.7.4. JlonomHUTENbHBIC NUAarHOCTHYECKHE 0OCIIEOBAHUS, TPOBOANMBIE HA
CTAllMOHAPHOM  ypOBHE (MPH OSKCTPEHHOW TOCMMTAIW3allMi  MPOBOJATCS
JMArHOCTUYECKUE 00CIEIOBAHMS, HE MPOBE/ICHHBIE HA aMOYJIaTOPHOM YPOBHE):

- npsamas JIHK-nuarnoctrika — vcciieIoBaHUE MPOMOTOPHOM 00NacTH TeHa
UGTI1AL.

[Tokazanus Juist KOHCYJIbTAUMU Y3KUX CHEIUAIACTOB:

- KOHCYJIbTAallsl BPaya-OTOPUHOJAPUHIOJIOrAa — C LETbI0 BBISIBICHUS
XPOHMYECKHX 0YaroB MH(EKIKN U UX CAaHALINH,

- KOHCYJIbTallMsl ~ Bpauya-CTOMATOJIOTA — € L[ETbI0  BBISBICHUSA
XPOHMYECKHX 0YaroB MH(EKIHN U UX CAaHALINH,

- KOHCYJIbTallMs Bpada-uHPEKIMOHUCTA JETCKOTO (10 MOKA3aHUsIM) — C
LEJTBI0 UCKITFOUEHUS! THPEKIMOHHOTO OPAKCHHUSI IEYEHH.
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3.8. TpeGoBaHus K JICYEHHIO

JleueHne B amOyNaTOPHO-MOJUKIMHUYECKAX YCJIOBHSIX W B CTAllMOHAPE
UACHTAYHO. [Ipy OLEHKE MUKPOCOUMAIIBHBIX YCIOBUI KaK yAOBICTBOPUTENBHBIX,
BHEC OOOCTpPEHHS W/WIM HETSDKEIOM YPOBHE 3a00JICBaHHUS PEKOMEHIYETCS
NPEUMYIIECTBEHHO aMOyJIaTOPHOE JieueHue. B cilydae 0CI0KHEHHOM KITMHUYECKOM
KapTUHBl W/WIK HE3PPEKTUBHOCTA BMELIATENLCTBA Ha aMOyJaTOPHOM 3Tare
PELIAETCS BOMPOC O CTAMOHAPHOM JICYCHHUU.

3.8.1. /luera
Jlueta Ne 5. OOUIbHO NMUTHE. 3anPEIIArOTCs JJIUTEIBHBIE EPEPHIBBI B €/IE.
OrpaHnuuBarOTCS:

— JKUPHAs MUIA,

- CBEKME XJIeOOOYJNOUYHBIE W3JEHHs, M3ACTUsS M3 CHOOHOro TecTa
(TOPTHI, ONMHBI, ONAJIbH, )KAPEHBIC TUPOKKU U T. 1.);

- CYIlbl Ha MSCHBIX, PBIOHBIX, TPHUOHBIX OYyJbOHAX, KUPHBIE COPTA
TOBSIIMHBL, OapaHUHbI, CBUHUHBL, T'YCh, YTKH, KYPBL, >KHPHBIE COPTa PHIObI (CEBPIOTa,
oceTpuHa, Oenmyra, Com);,

- IpuOBL, MIMHWHAT, HIABEJIb, PEANC, PEABKA, JIYK 3€JICHbIH, MADUHOBAHHBIE
OBOLIH,

- KOHCEPBBI, KOIMMYEHOCTH, UKPA,

- MOPOKEHOE, U3JIETHS C KPEMOM, INOKOJIAS,

— 0000BBIC, rOpUMIIA, EPELL, XPEH;

- YepHbIi Ko(e, Kakao, XOJIOAHbIE HAMTATKH,

— KYJIMHAPHBIE KUPBI, CAJIO;

- KJTFOKBA, KUCJIbIE (PPYKTHI U ATOJBI, STHLA BKPYTYIO U KAPECHBIE,

Pekomennyrorces:

- xJicO BUEPALTHEN BBINICUYKHU WK MOJACYIIEHHBIA MUIEHUYHBIN, PXKAHOM,
TedYeHbe U3 He CA00HOI0 TecTa,

— OMroma W3 MYKH, Kpymbl, OOOOBBIX M MAaKAPOHHBIX W3ACIUNA -
pacchImyaTeie MOMYBA3KUE KalK, Iy AMHIY, 3aNEKAHKH, OCOOEHHO PEKOMEHYIOTCS
OJIF0/1a U3 OBCSIHKU, TPEYHEBOM Kalllu;

- CYIbl U3 OBOLICH, KPyl, MAKAPOHHBIX M3JC/IMIA HA OBOLIHOM OTBape
WJIA MOJIOYHBIE, PPYKTOBBIE CYIIBI;

- OmoJa W3 HEKMPHOW TOBSIMHBL, NMTHLBI B OTBAPHOM BHIE WM
3areueHHbIC TOCIE OTBAPUBAHUS, KyCKOM WM PYOJIEHBIE, COCUCKH MOJIOYHBIC,

- HEKUPHBIE COPTa PIOBI (TPECKA, CYAAK, IYKA, Ca3aH) B OTBAPHOM WJIH
NapoBOM BUJE,

- HEKHMCITIas KBalIeHas KaycTa, KOHCEPBUPOBAHHBIN 3€IEHBIN IOPOIIEK,
CIEJIbIE TOMATHI,

— gina - He 00JIee OJTHOTO B ICHb B BUE 100aBIICHUS B OJ1101a, OCITKOBBIN
OMIJIET;

- (pyKTbl ¥ Aroapl (KPOME OYEHb KHCIBIX), (PYKTOBBIE KOHCEPBHI,
KOMIOTBHI, KUCEIW, IMMOH (C 4aeM ), caxap, BAPEHbE, ME],
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- MOJIOKO € 4a€M, CTYLICHHOE, CYXO0€, TBOPOT 00€3)KUPEHHBIN, CMETaHA B
HEOONBIIOM KOJIMYECTBE, CBHIPBl HEOCTPBIC (TOJIAHACKWA, W JAp.), TBOPOT M
TBOPOKHBIE U3CITHS,

- MAacJIO CJIMBOYHOE, PACTUTENbHOE MAco (A0 50 T B JCHB);,

- BBIMOUYEHHAS CEJIbJb, NAOCHAsS UKPA, CalaTbl U BUHETPETHI, 3aJTMBHAS
pbI0a,

- Yaii 1 HEKpenKkui Kode ¢ MOJOKOM, HEKUCIbIE (PPYKTOBO-STOIHBIE
COKH, TOMATHBIH COK, OTBAp LMIMITIOBHUKA.

3.8.2. MeaukaMeHTO3Has Tepanus

M3 MeamKaMeHTOB MCHOJIB3YIOT MPENaparbl, OKa3bIBAIOIINE WHIYKTHBHOE
AeiicTBre Ha (PEPMEHTATUBHBIC CUCTEMBI MEYECHH, B YACTHOCTH, (eHoOapOuTal.
denobapOuTa B BO3PAaCTHON JO3UPOBKE (3 MI/KI) HA3HAYAKOT TOJBKO B CITydasx
BBICOKOI0 oAbeMa OnnnpyOrHa (BBILIE MATH U 00JI€€ HOPM ) B TeueHue 7-10 qHEi.
[Tpn HeoOxommmocTH Kypc MOBTOPstOT uepe3 3-4 Hen. [lpw MeHbIIEM YPOBHE
noasemMa OunupyOrHa NPUMEHSIOT BallOKOPIUH, KOTOPBIA B MaJIbIX KOJIMYECTBAX
coepkuT eHodapouTan (IeTIM U MoAPOCTKaM — 1 kamis Ha roj sku3au, 20-30
Karenb Y B3pOCIIbIX 3 pa3a B CYTKH).

OHTEpOoCcOpOEHTHI — cMeKTa 1o 1 mak. 2-3 pa3a B AcHb, 10 1HEl u npenaparsl,
HOPMAIHM3YIOIIME JEATEIbHOCTh KHLIEYHUKA M COCTOSIHME €ro MHKPO(IOpHl —
npenaparsl JJakTyn03sl (5,0-20,0 M) 1 pa3 B cyTku, 10-14 nHeit.

['enmaronpoTEeKTUBHBIE W JKETYETOHHBIE Mpenaparhl.  3CCEHIMATIBHBIC
dochomumuael (mo 1 xanc. 3 pasa B acHb), kapcuna (mo 1-2 1. 3 pa3a B CyTKH),
xouroun (1-2 Tad 2-3 pa3a B CyTKH), renatocad 1o 1 karmc. 2 pasza B 1eHb) — 110 1
MEC., YPCOE30KCHX0JeBast KucnoTa — 10 Mr/kr 1 pa3 B CyTKH BEYEPOM MEPEN CHOM,
3anuBast >KUIKOCTBIO, JUTUTEIBHO.

Kypcet ButamuHoB mno 20 pgHeidl (TMamuHa OpoMMI, NHPUAOKCHHA
THIPOXJIOPU, aCBHT, (OJIMEBAs KUCI0Ta, MarHe B6, mynpTutabc — B BO3pacTHOM
JIO3UPOBKE).

[lepedeHb AOMOIHUTENBHBIX MEAUKAMEHTOB: KPEOH, ME3UM (DOPTE, MAATIOKC,
JOMITEPHUJIOH.

3.9. Kpurepun 3(p(PeKTHBHOCTH JICUEHUS:
— KyNHPOBAHUE JKENTYIIHOIO CUHAPOMA,
— YJIyYIIEHHE JTAOOPATOPHBIX MOKA3aATENEH.

3.10. JucnancepHoe HAOIIOIEHUE

[Tocne BBHIIUCKA W3  CTalMOHapa peOcHKa OCMATpPUBAKOT  Bpad-
racTPO3HTEPOJIOT, Bpay 00IIEH NPaKTUKU-CEMEHHBIN Bpay, Bpay-neauarp.

JlicriancepHOe HAOMIOACHUE 110 MECTY JKATEIBCTBA: OCMOTP HE pexke 1 pasza
B 3 Mecsma ¢ 00s3aTeIbHBIM ONPEACICHUEM YPOBHS OvnpyOuHa. [IpoduiakTika
BUPYCHOI'O I€NaTUTa U PAllMOHAJIBHBIN MPUEM METUKAMEHTOB.
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3.11. Ilpo¢punaktrka 00OCTPEHMIA:

- UCKJTIOYCHHE MPOPECCHOHAIBHBIX 3aHITHIA CTOPTOM C HHTCHCHUBHBIMU
(PU3NYECKUMU Harpy3Kamu,

- MUHUMU3ALUS JICKAPCTBEHHOTO BO3ICHCTBUS,

- VCKJTIOYCHHUE MOBBIIIEHHOW WHCOJISALUH.

3.12. ITpounakTika pa3BUTHS >KETYHOKAMEHHOMH OOJIE3HU:

- OUETHYECKOE TUTAaHWE C LENbK0  MPEAYNPEKICHHUE
JKeJTYHOKAMEHHOM OO0JIC3HH,

- peryJisipHas pu3ndeckasi akTHBHOCTb,

- 3aKaJINBAHHUC,

- PALMOHAIBHOE MCIIOJIb30BAHUE MEUKAMEHTOB;

- yp30ae30KcuxoieBas kuciaora 10 Mr/kr B CyTku no 1 mecsny (BecHa -
OCEHb) €KErOJTHO.

pa3BATHS

3.13. Mcxoapl 1 TPOTHO3

[Tporuos ONaronpHsITHHIN. [M'unepounupyOrnHEMHUS COXpaHsETCs
NOKM3HCHHO, OJIHAKO HE  CONPOBOXKIAETCS  MOBBILIEHMEM  CMEPTHOCTH.
[Tporpeccupyromue H3MEHEHHsT B TME4YeHW OOBIYHO HE pa3BuBaroTCcs. [lpu
CTPaxOBAaHUM KW3HM TAKUX JIFOACH MX OTHOCAT K rpynne oOblYHOTO pucka. [lpu
JedeHun (eHoOapOUTAIOM YpOBEHb OWIMPYOMHA CHUKAETCS JO HOPMBIL
HeoOxomumo mnpenynpeanTb OONBHBIX, YTO MKEJITyXa MOKET MOSBUTHCSA MOCIE
WHTEPKYPPEHTHBIX HH(PEKIMI1, TOBTOPHBIX PBOT U MPOIMYIIEHHOTO TPUEMA THUILIH.
OTMeueHa  BBICOKas YyBCTBUTEIBHOCTh OOJBHBIX K  Pa3JMYHBIM
reMaTOTOKCHYECKAM  BO3JCHCTBUSAM  (QJIKOTOJlb, MHOTHME JIEKapcTBA W Jp.).
B03MOXHO pa3BUTHE BOCHAJICHUS B KETYEBBIBOASIINX MYTAX, KEITYHOKAMEHHON
00JE3HU, ICUXOCOMATUYECKUX PACCTPOUCTB. PouTenn AeTel, CTPaAAroIUX STUM
CUHIPOMOM, JTOJDKHBI TPOKOHCYJILTUPOBATLCS Y TEHETHKA MEPE] MIaHUPOBAHUEM
OUYEPEIHOW OEPEMEHHOCTH. AHAIOTMYHBIM 00pa3oM CIEAYyET MOCTYMATh, €CIHA Y
POJACTBEHHMKOB CEMEMHON Maphl, COOMPAOLIEICS UMETh ACTEH, TUArHOCTUPOBAH
CUHIIPOM.

4. THAMKATOPBI KA4eCTBA MEAUIHMHCKOI0 00C/YKMBAHUA JeTel
N0 IMATHOCTHKE H JICYCHHUI0 CHHAPOM Kuib0epa

Meronuka
Ne HWnnuxarop Iloporosoe 3HaueHue | U3MEpPEHUs DakTOop BIAUSHUSA
(BBIYHCTICHHS)
IIpaBunbHas oueHka
! CHMIITOMOB U 100% ITo dpopmyne MenuuuHckas
bopmyarpoBKa pacdera NpOLEHTOB | IPAMOTHOCTb
JUarHosa
5 IIpaBunbHOE 100% ITo popmyne MenuunHckas
MOHUMAaHUe pacdera NpoOLEHTOB | IPAMOTHOCTb
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NaToreHe3a CUHAPOMa

Kunsbepa

I'enetuyeckoe ITo popmyne MenuunHckas
3 30% u bonee Gopay

oOcrenoBaHue pacyera mpoOIEHTOB | JOCTOBEPHOCTH

ITo dpopmyne
IIpoBenenune pacyera mpOIEHTOB
0 . MennmmHckast
4| MpOBOKALIMOHHBIX 70% 1 MeHee | C yueToM JieTeil C
JIOCTOBEPHOCTH
pod TeHETHYECKUM
UCCIIEIOBAHHEM

Hcnonv3oBanue B

s JIeYeHUn 80% ITo popmyne D¢pdexTuBHOCTD
o o]

YPCOAE30KCHX OJIUEBON pacyera MpOLICHTOB | JICYCHUS

KHCJIOTBI

Kemuexamennas D¢pdexTuBHOCTD
6 0% [IpoBepka Hamuuus b

Oone3Hb npodunaktuku XKKb

CnHcoK UCNO0/Ib30BAHHBIX HCTOYHUKOB:
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2. Tpuka3z M3 JIHP ot 08.12.2015 r. Ne 012.1/628 «O pa3zpaboTke MEAUKO-
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M.: Jlureppa, 2007. 1087 c.

8. Peiizuc A.P. Cunapom KunvOepa. COBpeMEHHBIE BO33PEHUS, UCXOBI U
Tepanus. / Internist.ru — Beepoccuiickas OOpazoBarensHas UatepHet-IIporpaMmma
st Bpadeii:  T'emaronorusi:  https://internist.ru/publications/detail/sindrom-
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[3NeKTPOHHbIN pecypc]. - Pexxum aocTyna:
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2011. Accessed February 15, 2012.
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Cnucox cokpaimeHui

YTBEPX/IEH
[Ipukaszom Munucrepcrsa
30paBOOXpaHEHUs [{oHELKOM

Haponnoii PecryOnukn
23.01.2020 Ne 121

YHUOUIINPOBAHHBIN KJIIMHNYECKUI ITPOTOKO.I

MEJIMIUMHCKON IIOMOLA
«TYBYJIOIIATHHU Y JETE»

VY3U — ynbpTpa3ByKOBOE UCCIIEIOBAHNE

PTA — peHanbHbIH TYOYISIpHBIN ariuao3

KIIC — KucaoTHO-IENOYHOE COCTOSTHIE

A" — aHTUANYPETUYECKUN TOPMOH

VY3U — ynbpTpa3ByKOBOE UCCIIEIOBAHNE

JJABII-tect - 1-ne3amuno-8-D-apriuHiH Ba3onpeccCUH-TECT

Jlata cocrapyieHus1 MpOTOKoJa — OKTsI0pb 2019 rona

Jlata mepecMoTpa npoToKosa - okTsa0pb 2022 roga

Cnucok pa3zpadoTUYMKOB IPOTOKOJIA:

Ne DO 1.0. JomkHOCTD
1 | Yennan JlromMuna | K.M.H., JOLEHT Kadeapbl MeANATPUN, BHEIITATHBIN
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cneunauct M3 3HP no Hedponornn nenuaTpuyeckoro npoduis
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MuxalinoBHa cneranuct M3 JIHP no HeBposiornu negnaTpudeckoro mpoduis
17 Canexos Urops 3aBeayrouui HEBPOJIOTHYECKUM OTHEJIEHUEM Jerckoro
" | AngpeeBuy KJIMHUYECKOro LieHTpa I. MakeeBKu
18. | Annpees Ilasen Houent xadenper otonapunrosorun 1'00  BIIO JlostHMV




Brnanumuposuy uM. M. I'oppkOro, kaHauaaT MEAMLIMHCKHUX HAYK
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MeANATPUIECKOro MPoduIst
3aBenyromui  OTHAEJICHHEM MyJIbMOHONOTHH PecmyOnuKaHCKOM
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" | BuktopoBHa Oonbaubl M3 JIHP
. 3asenyromuii otnenerneM aerckoi opraipmoioruu KY «II'Kb Ne
Kornybeii 'anuna . .
27. 20 r. JloHenka», BHEINTATHBIH pecrnyOInKaHCKUN crieruamuct M3
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JIHP 1o odranemonornn neguaTpudeckoro npodus
3aBeayrouui JNETCKUM OTJEeJIeHUEM PecnyOnukanckoi
)8 Bnacosa Haranbs KJIMHUYECKOW mcuxuarpudeckoit Oompuuiel M3 JIHP, BHeITaTHBIM
"| AHaToNBEBHA pecniyOnmkanckmii  cnenmamuet M3 JIHP  mo NCUXUATPUU
MeANATPUIECKOro Mpoduist
Bpau-meroguct  PecniyOnmkaHCKOrO — LEHTpa  OpraHHU3aluu
3paBOOXPAHEHUs, MEAULIMHCKON CTATUCTUKU U WH(POPMALMOHHBIX
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29. texHonoruii M3 JIHP, BHemraTHeIi pecryOIMKaHCKUI CHEHAIHCT
KoncrantunoBHa N .
M3 JIHP mo BompocaM MepBUYHON U peadMIUTAMOHHONH TTOMOIIH
JETSIM
Bpau-cratructuk ~ PecriyOnukaHckoro — LeHTpa — OpraHHU3alyu
MyxnbpIHHHA 3IPaBOOXPAHEHUS, MEIUIIMHCKON CTATUCTUKU U WH(POPMALTMOHHBIX
30. | Hatanps texnoyoruii M3 JIHP, BHeITaTHbIN pecryOMMKaHCKUA CIIEHATUCT
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OCTaBJICHHBIMHU 0€3 POANTEIHCKOTO MOMEUYEHUS
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I'ycaka M3 JIHP, BHewTaTHbIH pecriyOaukaHcKkuid cenuainct M3
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JIHP 1o remaronoruu neguaTpudeckoro npodus
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32. 3aBenyrouuii otaeneHueM HoBopoxaeHHbIx JJoKTMO M3
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33 | Exena 3aBenyromuil OTENeHNEM HEOHATAIbHOTO HAOMIOACHUS U JICUEHUS

AHaToNILEBHA

HOBOpoxaAeHHbIX JIPLIOMu/l M3 JIHP
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34 Hytosa Enena 3aBenyrouuii  otaenenneM HoBopoxneHHbIXx KY «UKIB Ne 6
" | BanepueBHa r. JloHenka»
Bpau Heonartonormyeckoro ortnenenuss KY «I'Kb Ne 6
Hasponkas Onbra . .
35. EBreHBeBHA r. JloHeka», TJaBHBIII BHELITATHBIM HEOHATOJOr YOPABJICHUS
3paBOOXpaHEeHUs aAMUHNCTpaLuu . JloHerka
Bomikosa 3amecTuTenh TJIABHOrO Bpada Mo JjedeOHoW pabore Jlerckoro
36. | Jlrommuna KJIMHAYECKOrO LIeHTpa I. MakeeBKu
HuxkonaesHa
37 Eroposa TatbsHa Bremrarnpiii  pecnyOnukanckuii  cneumanuct M3 JIHP  mo
" | AnexceeBHa SHAOKPHHOJIOTUH MEANATPHUECKOro Npod s
33 Kpusywmes bopuc 3asenyromuii kadenpoii mpomnenestuku nemuarpun ['OO BIIO
" | UcaeBuu JoaHMY um. M. I'opekoro M3 JIHP
3aBenyromuil JETCKOro HEHTpa peaduInTalun AeTel ¢ HapyIIeHneM
Hanumok Tamapa AYIOTIHI A HeHTpa p L AIeT Py
39. ClyXxa W PEeYH, BHEIUTATHBIA pEeCIyOJMKAHCKHHA CIELHaICT 10
AJeKCaHIpOBHA
cypaoJoruu neauatpudeckoro npodwist M3 JIHP
40 Haneros Anpapeii 3aenyromuii  kadenpoit nmemuatpuu  Ne 2, OLEHT, JTOKTOP
" | BacunpeBuy MEANLIMHCKUX HayK

1.1.0npenenenne

TyOynonatun — KkaHanbLeBble OOJIE3HHW TMOYEK, XapaKTepU3yeMble pPa3IUYHBIMU
HApPYIIEHUSIMA TYOYJISIPHOTO TPAHCIIOPTA 3JIEKTPOJIUTOB, MUHEPAJIOB, BOABI M OPTaHUYECKHX
CcyOCTaHINH, HACNEeACTBEHHOro (TePBUYHBbIC TYOYJIOMATHH) WM NMPUOOPETEHHOTO XapakTepa
(BTOpUYHBIE TyOyJIOMATHH).

[To mokamu3auy TPAHCIOPTHOTO AedekTa pasu4arT MPOKCUMANIbHBIC, TETIECBBIE H
IUCTaJIbHbIE TYOYJIOATHH.

1.2.9THoJI0THSI U IATOTeHe3

1.2.1. IpoxkcumanbHbie TYOyJIONATHH

1.2.1.1. I'mnogocparemuyeckus paxur

I'mmodocdaremuueckuii paxur (pochar-nnader) — 3adoneBanue, CBA3aHHOE C ePEKTOM
peabcopOiun GpochaToB B MPOKCHMAIIBHBIX KaHAJBIIAX, IPOSIBIISIOLIEECs y neTel GpocdaTypuet,
runodochareMueii U BBIPAKEHHBIMH PAXUTHYECKUMH H3MEHEHUSIMHU, PE3UCTEHTHBIMH K
OOBIMHBIM J103aM BUTaMuHa D.

OmnmcaHo HECKOIBKO HACJIEACTBEHHBIX (PopM OONIE3HH, MPOTEKAIOLINX € H30JUPOBAHHBIM
HapyLICHUEeM MPOKCUMaJTbHOH peadbcopOuuu docdaros B moukax:

runogochaTeMHUECKUil paxuT, X-CLUEIUICHHBIN TOMIUHAHTHBIH,
runodochareMUIecKrii paxuT, ayTOCOMHO-JJOMUHAHTHBII;
runoochareMuIecKknii paxuT, ayTOCOMHO-PELIECCUBHBIN;
HACJIeICTBEHHBII runopochaTeMIUECKU paXUT C THIEPKATbLUYPHEH.

B Hopme TtpancmopT ¢ocdaroB uepes JTHOMUHAIBHYID MeMOpaHy MPOKCHMAJIbHOTO
KaHaJibIla OCYIIECTBIIsIeTCA Hatpuii-¢pocharaeiMu  koTtpaHcnoprépamu  (sodium-phosphate
transporter 2a, 2¢ - NPT2a, NPT2c), skcripeccusi KOTOPbIX MOAUPHUIPYETCs: (PAaKTOPOM pocTa
¢ubpodnacros-23 (fibroblast growth factor 23 — FGF23) u maparropmonom.

FGF23 cnocoberByer passutHio (ocharypun mocpencTBoM YrHETEHHs! peadcopOuuu
docdaros, Benencteue peaykuuu NPT2a, NPT2¢ v mogaBieHus SKCpeccuu 1-0-ruapoKCHIa3bl
¢ nocreayoLei cynpeccueit uupkyaupyrowero 1,25(0OH) D.

[Tapatropmon Tak ke uHrubOmpyer peabcopbumoo ¢ochaTtoB B NPOKCHMAIBHBIX
KaHaJIbLaX, WHAKTUBHPYsS HaTpuii-pocdaTHble KOTpaHCHOPTEphl, HO B oriauuue ot FGF23
OJHOBPEMEHHO HWHAYLHMPYET TPAHCKPUMNLMIO |-0-THAPOKCHIIA3bl, CTUMYJHPYS CHHTE3
1,25(OH)D NPT2b-3aBucumoii kummeynoi abcopbumm GocdaTos 1 MONaBICHUIO TPAHCKPHUITLIUN
T'€HOB MapaTropMOHa.



ITpu X-cueryieHHOM JOMHHAHTHOM THIO(PocHaTEMIIECKOM PaxuTe MyTalllH B TeHE
docdar-perynupyromeii roMOJIOTHYHON 3SHaomenTuaasbl B Jokyce Xp22.1 (PHEX -
phosphate-regulating endopeptidase homolog, X-linked), npuBOmST K HapyIIEHUIO
(bepMeHTHBIX cHcTeM, ocymecTBisiomux nporeonus FGF23.  M30erok  FGF23
oOycnaBnuBaeT HapymeHue peadcopbumu pochaToB B MPOKCUMATBHBIX KAaHAIBIAX MOYEK,
910 (POPMHPYET XaPAKTEPHBIH OMOXUMHUYECKUN (PEHOTHII, MPOSBISIIOIIUICS ocdarypuet,
runodochaTeMuei, HU3KIUM WIM HOPMAJIbHBIM, HO HEQJI€KBATHO CHUKEHHBIM OTHOCHTEJIBHO
runodocdaremun yposaem 1,25(OH)D3PHEX-rena (MucceHc, HOHCEHC, AENEHH, CIuTaic-
CaliT MyTalUWH), OTYETIMBBIE T'€HOTHUII-(PEHOTHUIIMYECKHE KOPPESIIMH HE OIMUCBIBAKOTCSL.
[IpyunHOW  ayTOCOMHO-JOMHUHAHTHOTO  runoochaTeMHuecKoro  paxura  sIBISIETCS
HENOCPEeICTBEHHOE BO3HUKHOBeHHe MyTauuil B reHe FGF23 Ha xpomocome 12pl13.3,
(bopMHUPYIOIUX YCTOHYUBOCTD (PAKTOPa K MPOTEOIUTUIECKOMY PACIIETIIICHHUIO.

BO3HHUKHOBEHHIO ~ ayTOCOMHO-PELIECCUBHOTO  THUNOGOCHATEMHUECKOTO  paxuTa
CHOCOOCTBYIOT MyTalllH B F'€HE AEHTHH MaTPUKCHOro nporenHa 1 (dentin matrix protein 1 —
DMP1) na xpomocome 4q21 mnu reHe skToHyKIeonn nupodocdarassl/pochonnscrepassr 1
(endonucleotide pyrophosphatase/phosphodiesterase 1 — ENPP1) na xpomocome 6q22-q23,
TaK e COoCOOCTBYIOLINE MOBBIIICHNIO KOHIeHTpauuit FGF23.

AYTOCOMHO-PELIECCUBHBII  HACIEACTBEHHbI runodochareMudeckuii paxur C
TUTIEPKaJIbIINyprel pa3BuBaeTcs BeaeAacTrue mytanuii B reHe SLC4A3 na xpomocome 9q34,
HETIOCPEACTBEHHO  KomupyroomeMm  Hartpuii-pocharaeii  korpancmoprep  (NPT2c)
JFOMHHAJIBHOH MEMOpaHbl MPOKCUMAJIbHBIX KAHAJIBLIEB.

1.2.1.2. IIpoxkcumanbHbIil peHATBHBIH TYOYISIDHBIN allUA03

IIpokcumanehuenii PTA (I Tum) (OMIM 179830) — 3aboseBanue, XapakTepu3yroIieecs
HapyueHnueM peadcopbin dukapbonatos (HCO3-) B mpOKCUMATBHBIX KAHABIIAX .

[Tepuunblii npokcuMaibHbIi PTA (M301MpOBaHHBIN):

- aytocoMmHO-moMuHaHTHbI, SLC4A4 (xpomocoma 4q21), HapyLleHHE CTPYKTYpPBI
HaTpUii-OMKapOOHATHOTO KOTpaHcmopTepa- 1 (Na+CO3cotransporter - NBC-1)
6azonarepanbHON MeMOpaHbl MPOKCUMaITbHOTO KaHanba (OMIM 604278);

- AyTOCOMHO-PELIECCUBHBIN € MATOJOTHEH TJ1a3 U OTCTABAHNEM B YMCTBEHHOM Pa3BUTHUH,
MyTaLHsI TeHa

- CIOpPaANYECKUI:

a) TPaH3UTOPHBIN (IETCKHUI), HE3PEJIOCTh HATPUH-BOJOPOIHOTO anTunoprepa-3 (Na+H+
exchanger - NHE-3) anukanbHON MeMOpaHbI MPOKCUMAIBHOTO KaHAJIBLIA,

0) mepcucTUpyroui (B3pOCIbIN).

Bropuunbiii npokcumaneHbeiii PTA  oOycnoBneH psimom 3abojeBaHUi: LIMCTHHO3,
rajakTo3eMusi, Tiaukoreno3 (tum I), TupozuHemus, 6one3nbp BunbcoHa, runepnapaTupeonanzm,
MeAyJUIIpHasl ~KUCTO3Hast Ooyie3Hb, BUTAMUH-/[-AeQUIUTHBIA ¥ 3aBUCHUMBIA  pPaxwur,
UIMONATHYECKasl THIEePKANbLUYPHs, NMEpBUYHAs THIEPOKcalypus, cuHapom Jloy, cuHapom
ITerpena, MHOXKeCTBEHHAsI MuenoMa. Taxke MOXKeT ObITh BbI3BaH TOKCHYECKUM TMOPAKEHHEM
NPOKCUMAJIbHBIX KAHAJBLEB COJSIMH TSDKEJBIX METaJUIOB, HEKOTOPBIMH JIEKapCTBEHHBIMHU
npenapaTamm.

B HOpME B mpokcHMaJIbHBIX KaHaIbIAX peadbcopOupyercs 10 90% npopuabTPOBaHHBIX
OukapbonaroB. Bceriencteue HapymeHus peabcopOumm OukapOOHATOB B TNPOKCUMAJIHbHOM
KaHanble, OukapOOHATYpHUsl Pa3BUBAETCS MPHU HOPMAIBbHOH KOHLIEHTpannu OMKapOOHATOB B
TUIa3Me KPOBU. JTO BEAET K METaOOINYECKOMY allUA03y MPH OTCYTCTBUH MOIKUCICHUS MOYH,

HECMOTPsI Ha COXPAaHHbIE MEXaHU3MbI AUCTANBLHON CeKpeLur HoHOB H+

1.2.1.3. Cunapom ®PaHkoHH

Cungpom  @ankonm (ge  Touu-JleOpe) —  3aboneBaHue,  OOYCIOBIIEHHOE
reHEePATM30BAHHON TUC(PYHKINEH MPOKCUMAJIbHBIX KaHAJBIEB, MPUBOMSIICH K HAPYIICHUIO
peabcopOuu aMUHOKHCIIOT, TJIFOKO3bIL, Kanus, HaTpusi, BOAbL, (ocdaTor, OMkapOOHATOB,
MOYEBOH KHUCIIOTHI .

Paznmuuarot nBe Gopmbl 3a001€BaHUS:
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1.2.1.3.1. IlepBuuHblli Mauonatuyeckuii cuUHAPOM DaHKOHW, B OOJIBIIUHCTBE
CJly4aeB HOCSIIMHA CHOPAIUYEeCKHH XapakTep, €AMHUYHBIE CIy4al MOTYT SIBJISATHCS
HACJIEICTBEHHBIMH (2yTOCOMHO-PELIECCUBHOE, Ay TOCOMHO-IOMHHAHTHOE HACJIEJOBAHNUE).

1.2.1.3.2. Bropuunsiit cunnpom @aHKOHHM, OOYCJIOBJIEHHBIH T'€HETHYECKHMHU
Oone3HsiMu  (LMCTUHO3, TAJNAKTO3€MHUS, HACIEICTBEHHAs HEMEPEHOCUMOCTb (PPYKTO3BI,
TUpO3uHeMHUsl), rukoreHo3 (tum 1), Oone3nr BuiabcoHa-KoHOBanoOBa, MHUTOXOHAPHANIBHBIC
nuronatuu, 6onesns Jenra, cuanpom JIoy), TOKCHYECKHM eHCTBHEM JIEKapCTB (T€HTaMHULUH,
TETPALMKIIMH, aHTUPETPOBUPYCHbIE TIpemaparhl), COJeH TSDKEIBIX METaJuloB, JHOO
Pa3BUBAIOIIUICS BCJIEACTBHE IEPBHYHOTO AaMMJIOWUIO033, MHOXECTBEHHOW MHUEJIOMBI U
HEKOTOPBIX IPYTrux 3a00seBaHH.

Bropuunsiii cuHapom @aHkoHH, OOYCIOBICHHBIA TI€HETUYECKMMU OOJE3HIMHU
(LIMCTUHO3, TaJTaKTO3EMUS], HACJIEACTBEHHAs HEMEPEHOCUMOCTD (PPYKTO3BI, TUPO3UHEMIS)

Haubonee yacroii mpuuunoi cnaapomMa PaHKOHM y AETEH SBISIETCS LICTUHO3 , PEIKOe
ayTOCOMHO-pELeCCHBHOE 3a00JIeBaHNE, KOTOPOE XapaKTEPU3yeTCs] HAKOIUIEHHEM KPHUCTAJIOB
IUCTUHA BHYTPU JIM30COM M COMPOBOXKAAETCS  MPOTPECCHUPYIOIIMM  MOPAKEHHUEM
WHTEPCTULHAIBHOW TKaHU TOYEK C MCXOAOM B XPOHHUYECKYIO MOYEUHYI0 HEJOCTATOYHOCTH,
yacToTta BcTpedaeMocty ~1:200000 moBopoxxaeHnHbx (EBpona, CIIIA).

Hedekr nHU30COMaNbHOTO TMEPEHOCUYMKAa IMCTHHA — LIUCTHHO3WHA BBI3BIBACTCS
paznmuyabiME MyTauussMu B reae CTNS (xpomocoma 17p13). Hambonee dacto BbIIBiIsIEMast
Oonpiras nenenus reda CTN.S TOTHOCTBIO HAPYIIAET €ro (QYHKIUIO.

Hapymenue TpaHcropTra LHCTHHA dYepe3 JIM30COMANBbHYIO MEMOpaHy BemeT K
HAKOIUICHUIO [IUCTHHA B JIN30COME, CHI)KEHUIO [INCTHHA U LINCTEHMHA B LIUTO30JI€, YTO MPUBOIUT
K TOBBILICHHUIO MPOAYKLIHUN PEAKTHBHBIX PAJUKaJIOB KHCIOPOAa, BbI3bIBaeT uctouieane AT u
CTHMYJIUPYET arornTo3.

1.2.1.4. PenanbHas rioxkosypust

Penanprass rmoxo3ypus — 3a0ojeBaHue, OOyCIOBJIEHHOE HApYLIEHHEM TPAaHCIIOPTA
TJIFOKO3bI B IPOKCUMAJTBHBIX KaHAJIbLAX [TOYEK, PH HOPMAJIBHOM YPOBHE IIFOKO3BI B KPOBH.

AyTOCOMHO-TOMHHaHTHOe HacnienoBanue (tun A) (OMIM 233100) - myTamust reHa
SLCS5A2 narpuii-rimoko3Horo kotpancrnoprepa-2 (SGLT2), xpomocoma 16p11.2;

AyTocoMHO-perieccuBHOe HacnenoBanue (turn B). o OMIM 606824) - mytauus reHa
SLC5A1 narpuii-rnroko3Horo korpancnoprepa-1 (SGLT1), xpomocoma 22q12.3.

B  (dusuonormueckux  yCIOBHSIX TJIIOKO3a TMOJIHOCTBEO — peadcopOupyercs B
NPOKCUMAJIbHBIX KaHablax. PeabcopOiust OCHOBHOM Macchl I0K03b! porcxomut B S1 S2 S3
U CEerMEeHTax NpPHU Y4YaCTUH TNOYEYHO-CHEeUU(UIHOTO HATPUH-TIIOKO3HOIO TpaHCIOpTepa-
2moMuHaNbHOW MeMOpanbl. OcTaBIIascs 4acTh TNIFOKO3bI yAAISETCs U3 (PUIbTpa B CErMEHTE
MOCPEACTBOM HATPUH-TIFOKO3HOTO TPAHCHOPTEpa -1. DTOT TPaHCHOPTEP TaK XKE MPUCYTCTBYET
U B TOHKOW kumuke. Kak u npyrue mMeMOpaHHbBIE TPAHCIIOPTHBIE CHCTEMBI, TPAHCIIOPTEPHI
TJIFOKO3bI UMEIOT TIpefes HachlaeMocTH IIpu CHMKEHMH MMOYEYHOro mopora sl TJIFOKO3BI,
HECMOTpPSl HAa HOPMAaJIbHBIH YPOBEHb caxapa B KPOBHU , TMOSIBIISIETCS PEHAJbHASI TIFOKO3YPHS H
CerMEHTaX IMpPH YYaCTUH MOYEHHO-CIIEHU(PUYHOIO HATPHUHA-TIFOKO3HOIO TpaHCIopTepa-
2moMuHaNbHONW MeMOpaHbl. OcTaBIIasicst 4YacTh TIFOKO3bl  yAaJsieTcsl U3 (PHIIbTPa B CETMEHTE
NOCPEICTBOM HATPHH-TIIFOKO3HOTO TPaHCHOPTEpa-1. ITOT TpaHCIOpTEp TaK YK€ MPUCYTCTBYET U
B TOHKOH kuike. Kak u ipyrue MmeMOpaHHbIE TPAHCIIOPTHBIE CHCTEMBI, TPAHCTIOPTEPHI MIIFOKO3bI
UMEIOT TMpees HachlaeMoCcTH. [Ipy CHIYKEHNN MMOYE€YHOTO IOPOoTa AJIsl MITFOKO3bI, HECMOTPS Ha
HOPMAJIbHBIH YPOBEHb CaXxapa B KPOBH, MOSIBIISIETCS PEHAIbHAS TIIFOKO3YPHSL.

1.2.2. IletrseBble TyOy10naTHH

1.2.2.1. Cunapom baprrepa

Cunnpom bapTTepa — ayToCOMHO-pelLiecCUBHOE 3a00JieBaHue, 00yCIOBIEHHOE AeeKkToM
peabcopOuun HaTPHS U XJIOPUIOB B TOJICTOM BOCXOJSIIEM KOJIEHE eTin I eHe, 11 KOToporo
XapaKTePHO pa3BUTHE THUIIOKAINEMHH, THIIOXJOPEMUH, METa0OJMYECKOro ajkano3a |
THITEPPEHIHEMUYECKOTO THIEePaIbIOCTEPOHU3MA.
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1.2.2.1.1. Heonaranshbiii cuanpom baprrepa (tum I) (OMIM 601678) - mytauus reHa
NKCC2 (mokyc SLCI12A1, xpomocoma 15q21.1), mepBuuHbIli nedeKT HaTpU/Kaaui
xJopunaoro korpancnoprepa (Na-K-2CL) Toncroro Bocxonsiiero KoineHa nerim I eHe.

1.2.2.1.2. HeonatanpHeiii cuaapom baprrepa (tum 1) (OMIM 241200) - myTauus reHa
ROMK (noxyc KCNJ1, xpomocoma 11q24.3), Hapymenne ¢pyHkuun kaHaia ROMK (AT®-
YyBCTBUTEJbHBIN PEKTU(DUIMPYIOLTHHA KaJTHEBbIH KaHAI) TOJICTOrO BOCXOSIIErO KOJIEHa METIIN
I'enne.

1.2.2.1.3. Knaccuueckuii cuaapom baptrepa (tun I11) (OMIM 607364) - myTarus reHa
CLCNKB (1p36.13), nedext crpyktypsl karana CLC-Kb (mouedyno-crienui uaHbBIH X TOPUIHBIH
KaHaJT) TOJICTOTO BOCXOJISIIIEro KoJjieHa neTniu [ exe.

1.2.2.1.4. HeonataneHbelil CHHAPOM bapTrepa, acCOMUPOBAHHBINA C CEHCOHEBPAIBHON
tyroyxocteto (tun IV) (OMIM 602522) - myranust resa BSND (1p32.3), Hapyuienue
CTPYKTYpbl MeMOpaHO-CBsi3aHHOH cyObpenuuuibl xnopuaabx kanainos CIC-K (CIC-Ka, CIC-
Kb).

IIpu tune I HeonatansHOrO Bapuanrta nepsuuHbi Aedexr Nat+-K+-Cl-xorpancnoprepa
NPUBOAUT K HAPyIIEHUIO peadcopOLuu HATPUsL B TOJICTOM BOCXOAALIEM KosieHe retiu [ enie.
ITorepst HaTpusi BeOET K CHMKEHUIO BHYTPUCOCYOUCTOrO OOb€Ma, aKTHUBALMU TMPOAYKLUHU
pPeHMHA U aJbJOCTEPOHA, MOBBIMEHUIO (YPAKIMOHHONW SKCKPELMH Kalius C TOCIEAYOLIeH
THITOKAIMEMHUEH U MeTaOOIMYECKIM aJIKOJIO30M

I[Ipn Tume 2 HeoHATaNIPHOrO BapuaHTa HapymeHue ¢yHkmu kaHama ROMK
NPEMATCTBYET BO3BPAIICHUIO peadcopOMPOBAHHOIO KaMsl B MPOCBET TOJICTOTO BOCXOMSIIETO
kojieHa et [ enne, uto cHmxkaer GyHkumo Na+-K+-2Cl- kotpancnoprepa

IIpn HeoHaTaNbHOM BapHaHTe CUHApPOMa bapTTepa pa3BuBaeTCsl rUNEPKATIBLUYPUS H
He(PPOKAIBLITHO3.

Knaccuueckwnii BapuanT ( Tum I1I) conmpoBokaaeTcst HAPyIIEHHEM TPAHCIIOPTA XJIOPHIOB
yepe3 OazonarepanibHyr0 MeMOpaHy OOpaTHO B LIUPKYJISILUIO, YTO BEAET K THUIIOBOJIEMHU W
MOCTIEAYOLIEH AKTUBALIH PEHUH-aHTHOTEH3UHOBOM CHCTEMBI c pa3BUTHEM
THITOKATMEMHUECKOTO META0OINIECKOT0 aJIKaI03a.

HedpokanbunHO3 OTCYTCTBYET.

1.2.3. JlucrajabHble TyOyJIONATHH

1.2.3.1. Cunapom I'mresibmana

Cunppom  T'mrenpmana (OMIM  263800), cemeiiHass  TUNOKaIHEMUYECKast
THIIOMAarHe3eMHus, COJbTEPSIOINasl TyOyJIOmaTHsl, XapakTepU3YIOINAsCsl TUIIOMAarHe3eMHUEH,
THIOKANBLIUYPHEH W BTOPUYHBIM aJIbJIOCTEPOHHU3MOM, KOTOPBIH MPHBOAUT K Pa3BUTHIO
THIOKIMEMHUH U METAOOINYECKOMY AJIKaJo3Yy.

XapakTepeH ayTOCOMHO-PEeCCHUBHBIA THN TMepeaadd — MyTalusl I'eHa B JIOKyCe
SLCI24A3 wna xpomocome 16ql13. Ten komupyer tHasun-ayBcTBUTENbHBI Nat+-Cl-
kotpaHcriopTep (NCCT) nucTampHbIX H3BUTHIX KaHAJBLEB.

Hedexr Nat+-Cl-koTpaHcnopTepa NPHUBOAUT K CHkeHHIO TpaHcnopta NaCl B
IUCTAJbHBIX U3BUTBIX KaHAJbIAX C MOCIEIYIOIIUM PAa3BUTHEM THIIOBOJIEMHH U CTHMYJISLIUEH
PEHHUH-AJIBAOCTEPOHOBONW  CHCTEMBl. BO3HHKAIOT THUNOKATHEMHUs, TUMOMArHE3eMHs U
MeTabOoINUeCKHi aIKaos.

1.2.3.2. JucTanbHblil peHAJIbHBIN TYOYy asspHbIi anuao3 (I Tum)

Jucraneupiii PTA (I tum) (OMIM 179800, OMIM 602722) — 3aboneBaHue,
XapaKTEePU3YIOIIEeCs]  TSDKEJBIM — THIEPXJIOPEMHUYECKUM — METa0OJMUYECKUM  allHI030M,
BCJICZICTBHE HAPYLIEHHS SKCKPEIMH BOJOPOJHBIX HOHOB B TUCTAIIBHOM OTAENE HeppoHa .

IlepBuunsbiii nuctanbbiil PTA:

1.2.3.2.1. AyToCOMHO-TOMUHAHTHBIN, MyTauus rena SLC4A1 (xpomocoma 17q21-22),
HapyILIeHHEe CTPYKTYPHhI XyuopuaHo-OukapbonarHoro antunoprepa-1 (AE-1 - anion exchager 1)
6azonarepanbHON MEMOpPaHbI KOPTUKAIBHBIX COOMPATENbHBIX TPYOOUeK.



12322,  AyrocoMHO-peniecCUBHBIH € TyroyxocTeto, myrtauus reHa ATP6V1BI1
(xpomocoma 2pl3), HapymeHue cTpykrypbl Bl cyOwpenununsl Bomoponuoit AT®azbl
BCTABOYHBIX KJIETOK TOMYJSIIMH A anuKadbHOH MeMOpaHbl KOPTHKAJIBbHBIX COOMPATENbHBIX
TpyOOUeK.

1.2.3.2.3. AyrocomMHO-peLieccHBHbII 0e3 Tyroyxoctn, Mmytauuss reHa ATP6VOA4
(xpomocoma 7q33-34), xommpyromuMm anbpa-4 cyOvenmnHmMiy BomopomHoil  AT®azbl
BCTABOYHBIX KJIETOK TOMYJSIIUH A anuKagbHOH MeMOpaHbl KOPTHUKAJIBHBIX COOMPATENbHBIX
TpyOOUeK.

Hapsiny ¢ cemeiinpiMu popmamu 3a601€BaHuUs, BCTPEHAOTCS U CIIOPAJUYECKHE CITyUaH.

Bropuunsie (nmpuoOperénnsie) ¢opmbl nuctanpHoro PTA ommcaHel npu MHOTHX
MATOJIOTMYECKUX COCTOSIHUAX, OOYCJIOBJIEHHBIX PACCTPOMCTBAMH MeTadOJIM3Ma KaJbLUsl C
HE(QpPOKANbLIMHO30M W THNEPKAJIbLUYPHEH, MEPBHYHBIM  THIEPIAPATUPEOUTH3MOM,
JIEKApCTBEHHBIM U TOKCHUECKUM TOBPEXKACHUEM, TPYTUMHU OYEUHBIMHU 3a00JI€BaHUSIMH, B TOM
qucie MENYJUIPHOH KHUCTO3HOH OOJe3HbI0 M ryO4yaTod IMOYKOH, ayTOMMMYHHBIMH
3aboneBanmsiMu (TuneprammarnoOynuHemusi, cuaapom lllerpeHa, ayTOMMMYHHBIH TeMaTHT,
TUpEOUaNT, (GUOPOZUPYIOIIMI aNBBEOJUT, CHUCTEMHAs KpacHas BOJYAHKA, Y3EJIKOBBIN
NepUAPTEPUUT).

HapymeHnue skckpenuy aMMOHHUSI TPU BCEX BapuaHTax BTOPUYHO. PeabcopOrmst
OukapOoHaTa KOJIWYECTBEHHO HOpPMAJlbHA, HO, B COOTBETCTBUU C MOBBIMIeHHEM pH Moum,
ONpenesieHHasl CTerneHb OukapOoHarypum  oOs3arenbHO mnpucytcrByer (Menee 5%
PO HIBTPOBAHHOTO KOJIHYECTBA).

IIpu TsDKETOM XPOHHMUECKOM MeTabOIMYECKOM anuao3e KocTh odecrneunsaeT 10 40%
OydepHOii eMKOCTH KPOBH; HEUTpasH3alysi HOHOB BOJOPOJA KOCTHBIM KapOOHATOM BBI3BIBAET
BBICBOOOXKICHHE KAJIbLIUS U3 KOCTH BO BHEKJIETOUHYIO *KHIKOCTb, YTO BEAET K HAPYIIEHHIO €&
HOPMAJIbHON CTPYKTYPBI U Pa3HOOOPA3HBIM KOCTHBIM Ae(pOpMaLIUsIM.

DKCKpeLusi nuTpaTa B MPOKCUMAJIbHOM KaHAJbLE CHIDKEHA, UTO SIBISIETCS OCHOBOH
(dbopmupoBanust HeYPOKAITBIIMHO3A.

1.2.3.3. IIceBaornnoanbA0CTEPOHU3M

[IceBmOrumoambAOCTEPOHU3M -  TETEPOTreHHas TIpymna  KJIWHUYEeCKHX  (opm,
BO3HHUKAIOIINX BCIENCTBHE HECMOCOOHOCTH albJOCTEPOHA OCYIIECTBISATH CBOU OCHOBHBIE
¢dusnosornueckre 3¢pGHeKkThl o 00eCMEYSHHIO YKCKPELIMH NOHOB KaJIUs U BOJOPO.IA.

1.2.3.3.1. IlceBnorunoanbaocTepoHusm, Tvm I:

- ayTOCOMHO-IOMHUHAHTHas peHanpHas Gopma (OMIM 600983) - myraunu rena MLR
(NR3C2, 4q31.1) MUHEpaIOKOPTUKOUAHBIX PELENTOPOB TIJIABHBIX KIJIETOK COOHpAaTEIbHBIX
TpyOoOUek. Y MJaneHIeB ONMCaH TPAH3UTOPHBINA CHHAPOM THIIEpKAIMEMUN U MeTab0INIECKOTO
aimo3a 0Oe3  mMOTepH  CONM, €ro  pPacCMAaTPUBAIOT KAk  BapHAaHT  PEHAJIBHOTO
nceprorunoanpaocrepoHm3sMa THN I CrocoOHOCTh MOOKHUCIATH MOYy IMOCHE HAarpysKd
KHUCJIOTaMH TIpH 3a00JIEBAaHIH COXPAHEHA, HO SKCKPELHUs KHCIIOT MOYKaMH CHIDKEHA B CBSI3HU C
OUeHb HHU3KOH SKCKpermeid aMMOHUs. XOTS CHHKEHHE MPOAYKIHH aMMOHHS OOYCJIOBJIEHO
CaMOH rHnepKajneMue, B MEXaHU3Me Pa3BUTHS 3TOH (POPMBI KIIFOUEBYIO POJIb UTPaeT AepuuuT
aNbJOCTEPOHA WIIM PE3UCTEHTHOCTh K HEMY MIOYE€YHBIX KaHAJBIICB;

- ayTOCOMHO-peLeccuBHast mnonuopranHas ¢opma (OMIM 600228, OMIM 600760,
OMIM 600761) - myTtaumu B T€HaX, KOOUPYIOIIUX o, P, Y CyObeOUHHIBI HATPUEBBIX
snutennanpHbeix kKaHatoB (ENaC) cobupartenbHbix TpyOouek (SCNNIA, SCNNIB, SCNNIG,
12p13, 6p13) . Hedext TpaHcopTa HATPHS BO MHOTHX OPTaHax, COAEPIKAIUX SITUTEITHATbHbIE
HATPHUEBBIE KAHAJIBI — B TOYKAX, JIETKUX, KUIIEYHUKE, SK30KPUHHBIX JKeNe3ax.

1.2.3.3.2. TlceBporunoansaocrepornsm, ta Il (cuaapom Gordon — cuaapom I'opaoHa):

- ayTOCOMHO-IOMUHAHTHOe HacienoBanue (OMIM 601844, OMIM 605232, OMIM
605775, OMIM 603136) - myrauuu B reHax WNK4, WNKI, KLHL3, CUL3, xopupyroummx
KHMHA3bl, OTBETCTBEHHBIE 32 TPAHC- M MAPALEUTIOJSIPHOE ABIDKEHHE XJIOPa, YTO BTOPUYHO
NPUBOAUT K MOBPEKACHUIO CEKpelny Kaius U Bomopona. IlosbimeHa peabcopOuust xmopuna
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HATPUs B TOJICTOM BOCXOJSLIEM KOJIEHe TEeTIH [ eHite, YTO MPUBOANUT K HAPYLICHHIO CEKPELIHH
KaJIMs 1 BOJOPOJA B KOPTUKAIBHBIX COOMPATENbHBIX TPyOOUKaXx.

- IpuoOpeTEHHBIE (POPMBI IICEBIOTUITOATBIOCTEPOHN3MA OIIMCAHBI TPH OOCTPYKTUBHON
yponatuy, TYyOyJOHMHTEPCTULHAIBHOM HeppuUTe, TSKEJIOM MHeloHepure, CeprnoBHIHO-
KJIETOYHOU HepponaThuu, CUCTEeMHOH KpPaCHOW BOJYAHKE, aMUJIOUJ03€, MHOXKECTBEHHOM
MUEJIOME, HEOHATATBbHOM MEIYJUIIPHOM HEKPO3€, OHOCTOPOHHEM TPOMOO3€ OYEUHON BEHBI.

1.2.3.4. HedporeHHbIi HecaxapHblii 1nader

Hedporennslii HecaxapHblli amader - peakoe HACIEeACTBEHHOEe 3abosieBaHUeE,
XapaKkTepU3yeMoe OTCYTCTBHEM IPOHULAEMOCTH COOHMpaTeNbHBIX TpPyOOuUeK mJsi BOABI U
PE3UCTEHTHOCTBIO K ACHCTBUIO aHTUANYPETUUECKOTO TOPMOHA MPH €ro a€KBAaTHON CEKPELUH.

X-cueruteHHas perieccuBHas ¢opma (OMIM 304800) — myranuu rera AVPR2 (sokyc
X(q28), KomupyOIIero peuenTop K apruauH-Basonpeccuny (V2R) B kieTkax coOupaTenbHbIX
TpyOOUeK.

AKTUBHPYSICh IPU CBSI3bIBAHUU C Ba30IPECCUHOM, peLenTop V2 BbI3bIBAET MOBBILIEHHUE
HAM®. 310 NPUBOIUT K MEPEIBUKEHHUIO B CTOPOHY aIUKaIbHONH MeMOpaHbl BHY TPHKJIETOYHBIX
BE3UKYJI COZIEPIKAIUX BOJHBIC KaHaJbI akBaropuHa-2 (AQ-2), 4To MOBBIIAET MPOHULIAEMOCTh
KaHaJIbLEB JJIs BOABL. | eHeTndeckuii nepekT, BKIIIOYaroIui pa3InyHOe KOJHMYECTBO MyTaLluH B
reie V2-penentopa,IpuBOAUT K CHIKEHHIO CBSI3bIBAHUS BAa30NPECCHHA C PELENTOPOM
YMEHBIIEHUIO CHUHTE3a WM YBEIMYEHMIO Jerpajaluu camoro peuenrtopa. B pesynbprarte
OJIOKMpYETCs aHTUANYPETHYECKOe IeHCTBIE aHTuanypeTrndeckoro ropmoHa (A1) . Pasnuynble
MyTallH aCCOLUHUPOBAHbBI C BapHaOeNIbHON pe3UCTeHTHOCTRIO K Al X-cLerieHHbIi BapraHT
HacJIeZIOBaHMs MOApa3yMeBaeT HaJIU4yue BBIPAXKEHHONH MOJUYPUHM Y MAaJbUUKOB, Y
ACHMIITOMATHUYHBbIX OOJIbLIYEO YacTh BPEMEHH JIMI JKEHCKOrO TI0Ja MOJUYyPHs MOXKET
BO3HUKHYTb B TE€UCHHE OEPEMEHHOCTH , KOTAa CEKpelys IUlaLeTapHOH Ba3OMpPECCHHA3BI
MPUBOJUT K MOBBIIIEHUIO KJUpeHca sHaoreHHoro AJIIN

AyrtocomHo-perieccuBHass popma (OMIM 125800) BbI3BaHA MyTalUsIMH B T€HE
akBanopuHa-2 (AQP2, nmokyc 12q13). boneroT kak MaTb4uKH, TaK U JEBOYKH.

[ToctpenenTopHbIll nedeKT 3aKIOUEH B HAPYLUICHUH MBIDKEHHS W TOCIEAYIOLIEro
CJIUSIHUS C JIOMHHAJIBHON MeMOpaHot AJIl -4yBCTBUTEIBHBIX BOAHBIX KaHAJIOB aKBAaIlOPUHA-2,
JIOKAJIM30BAHHBIX B IIMTO30JI€ TJIABHBIX KJIETOK COOMpPATENbHBIX TPYOOK, YTO MPENSATCTBYET
nacCUBHOM AU(QPy3un BOIBL

CymecTBoBaHHE€  ayTOCOMHO-IOMHHAHTHOH  (OpPMbI  HacienoBaHHUs  OOJE3HH
OCHAapUBAETCsl, HO €AUHUYHBIE CITy4Yad ONUCAHBIL.

IToMumMO reHeTHYeCKU-AEeTEPMUHUPOBAHHBIX, BCTPEUAIOTCS U CHOpPAAMUYECKUe Clydau
OonesHu.

1.2.3.5. Cunapom Jlugana

Cunppom Jlugmna (ncesmoanmbpocreponusM) (OMIM 177200) — HacnencTBEHHOE
3aboneBaHNe, XapakTEePU3YIOIIeecs] PAHHUM 1eOF0TOM TSXKENION apTepHabHON MMIIEPTEH3NH, B
COYETAHUH C HU3KUMH YPOBHSIMH aKTUBHOCTH PEHIHA U aJIbIOCTEPOHA TIA3MBbI, THITOKAIUEMHUEH
U METa0OJINIECKUM aJIKAJIO30M.

AyTOCOMHO-IOMHUHAHTHBIA TUN HacieaoBaHus - MyTauuu resos SCNNI1B, SCNN1G
(oxyc 16p12.2), KOTOpBIE MPUBOAST K HAPYIIEHHIO CTPYKTYPHI B U Y CyOBENMHUL aMHIIOPUA-
YyBCTBUTEJbHBIX SMHUTEINAIbHBIX HaTpueBbiX KaHaioB (ENaC) cBs3yrOIIMX KaHaJbLEB U
TJIABHBIX KJIETOK KOPTUKAIBHBIX COOMPATENbHBIX TPYOOK.

3amennenune nerpamaunu ENaC mposiisiercss n30ObiTouHoi peabcopbumedi HaTpus u
norepeii kamus. M30brounass peabcopOimst HaTpusi BeleT K apTePUAIbHOW THMIIEPTEH3UU
BCJICZICTBHE YBEIMYCHUSI 00bEMa LUPKYIUPYIOLIEH KPOBH, YTO NMOJABISET CEKPELIUI0 PEHUHA U
aJIBIOCTEPOHA.

1.3 DnuaemMuoiorusa
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X-CLEIUIEHHBI JAOMUHAHTHBIA TunodochaTeMUdeckuil paxuT sBISETCS Haubojee
4yacTol Hacienyemol ¢popmoii paxuta ¢ yacToroi BcTpedaemoctu 1:20000 - 1:50000 sxuBbIX
HOBOPOXKIEHHBIX. Jlpyrue HacnencrBeHHble (Gopmbl runodochaTeMHUECKOro paxuTa C
ayTOCOMHO-IOMUHAHTHBIM UJIH ayTOCOMHO-PELIECCUBHBIM TUIIOM HACJIEAOBAHUS BCTPEYAKOTCS
ropaszio pexe.

HsonuposaHHbII MIPOKCUMAJIbHBIN PTA, MEePBUYHBIN TEHETUYECKU-
nerepMUHUpOBaHHbIA cuHapoM Pankonu (OMIM 134600, OMIM 615605, OMIM 613388)
BCTPEUAIOTCS KpaitHe penko. JlaHHbIe O pacpoCTPaHEHHOCTH 3a00IeBaHII OTCYTCTBYIOT.

IlokasaTenu pacnpOCTPAHEHHOCTH CEMENHHOW PEHANbHOM IIFOKO3YPUH BapbUPYIOT OT
0,6% nmo 6,3%, B 3aBUCHUMOCTH OT JHAarHOCTHYECKUX KpUTEPHUEB, HCIOIb3yEeMbIX s
MOCTAHOBKH JUArHo3a.

Cunppom baprrepa sBisiercss kpaiiHe peakuMm 3aboneBaHueM. TodHas dyacrora
BcTpedaemoctu B Poccuu u Coennnennepix [lltatax nemwssectHa, B [lIBenmn - 1,2 ciydast Ha 1
MJIH 4Y€JIOBEK.

PacnipoctpaneHHOCTh cuHApOMa I uTeapMaHa - OKoJIO 25 ciiy4aeB Ha 1 MJIH 4€JIOBEK; B
€BPOIEONIHON MOMYJIALUN PaCPOCTPAHEHHOCTb METePO3UToT - 0Koo 1%.

Wsonuposanubii aucranbHelii PTA  BcTpewaercsa kpaiiHe penko. JlanHble o
pacIpoCTPaHEHHOCTH 3a00I€BaHUS OTCYTCTBYIOT.

IIceBnornnoanbIOCTEPOHU3M BCTPEUAaETCs KpaillHE pEeaKo, 4YacToTa BCTPEYaeMOCTU
1:47000 xuBBIX HOBOPOKIAEHHBIX.

OnuaeMuonorust HepoOreHHOro HecaxapHoro AnadeTa 3aBUCUT OT THIIA HACICIOBAHUS.
X-cueruieHHbIH He()POTeHHBIN HecaxapHbIi AHa0eT KpaiHe penkoe 3a00IeBaHne, TEM He MEHee,
[0 4aCTOTE BCTPEYAEMOCTH IPEBBIIAET ayTOCOMHO-PELECCUBHBIN TUIl B COOTHOLIEHHH 9:1.
YacToTa MyTaLMil y JIUL My>KCKOTO 1oJia coctasiisaeT 4 ciaydas Ha 1000.000 HaceneHus.

Cungpom Jlunana BcTpewaercs KpailHe peako. JlaHHblE O pacHpOCTPaHEHHOCTH
3a00neBaHMs OTCYTCTBYIOT.

1.4. Koguposanune no MKb-10

Hapymenus, passuBaromnecs B pe3ysibTare AUCHYHKIIH MOYEUHbIX KaHabIeB (N25)
N25.0 — INoueunas ocreoguctpodus

N25.1 — HedporeHHslit HecaxapHbIii fuader

N25.8 — ipyrue Hapymenus:, 00yCIOBICHHbIE TUCHYHKIUEH TOYEUHBIX KaHAJbIIEB
N25.9 — Hapymenue GpyHKLIUHN MOUEYHBIX KaHAJIBLEB YTOYHEHHOE

1.5. Ilpumepe1 AUATHO30B

1. Tunodocharemmueckuii paxur, X-CLEIUICHHbI JOMHHAHTHBIH. XpOHHUYECKas
GonesHb mouek 1 craaus.

2. T'umodochareMuyeckuil paxuT, ayTOCOMHO-JOMHUHAHTHBIN. XpOHUUEcKass OOJNe3Hb
nouek 1 cragus.

3 IlpokcumanbHBIN peHATBHBIN TYOY IsipHBIi annao3 (1 Tum), ayTocOMHO-peeCCUBHBIN.
Xponuueckast 6one3Hp novek 1 cramus.

4. Hedponarndyecknii nuctuHo3. Bropuunsiii cuagpom ne Tonu-/ledpe-DPankoHu.
Xponuueckas 6one3nb novek 1 cragus. OTcraBaHue PU3MUECKOrO Pa3BUTHSL.

5. PeHanbHas rOKO3ypus, TUIT A.

6. I'mroxozo-ranmakTo3Has Manbabcopbuwst, Tun B. Bropuusblii HehpoOKanmbLHUHO3.
Xponuueckast 0one3Hb novek 1 cramust.

7.Curnpom baptrepa (tum II1), x1accuyeckuii BapuanT. XpoHudeckasi 601e3Hb novex 1
cTanus

8. Cunnpom baprrepa (tun 1), HeoHaTaNbHBIN BapuaHT. X poHU4eckasi 60J1e3Hb mouek |
CTazusl.

9. Cunppom I'nrenpmana. Xporudeckast 0oje3Hb rmouek 1 cragus.
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10. ducranbHblil peHaNbHBIA TyOysapHbId anuno3 (I Tam), ayTocOMHO-peneCCUBHBIN.
Xponuueckasi 60oye3Hb novek 1 cramust.

11.IlceBporunoanpaocreporn3m (tun 1), peHampHast ¢popma. XpoHudeckas OOJe3Hb
nouek 1 cragus.

12 IlceBporunoansaocreporn3m (tun II). AprepuanbHasi THNEPTEH3Us 2 CTENEHb.
Xponuueckasi 0one3Hb novek 1 craams.

13.Hepporennsiii HecaxapHbii nuadeT, X-CLEIUIeHHBIH peLecCHBHBIN. XpOHUYECKas
GonesHb mouek 1 crapus.

14.Cunnpom Jlupana. AprepuanbHasi THIEPTEH3Us 2 CTENEeHb. XpOHHUYecKas: OOJNe3Hb
Mo4eK 2 cTajus.

1.6. Knaccuduxanus

ITo mokamu3anuu TPAHCIOPTHOTO AedekTa pasu4arT MPOKCUMANIbHBIC, TETIECBBIE H
IUCTaJIbHbIE TYOYJIOATHH.

K npokcumaneHbeIM — TyOyJomatusM  OTHOCSAT  runodochareMudeckuil  paxuT
npokcuManbHblii PTA, cuaapoM @aHKOHH, PEHATBHYIO MIIOKO3YPHIO.

K metneBbM TyOyomaTHsIM OTHOCST CHHAPOM bapTtTepa (pa3nuyaroT HEOHATAIbHBIN

U KJ1accudeckuii cuaapom baprrepa).

K mucranbHbiM TyOynomaTHsiM OTHOCAT CHHApPOM [ wrenmbMmaHa, auctambHbii PTA,
TNICEBIOTUTOATBIOCTEPOHI3M, He(pPOTreHHBIN HecaxapHbIi quadet, cuaapom Jluania.

2. JlmarHocTukKa

2.1. 7Kay00b1 1 aHAMHE3

2.1.1. IlpoxcumaJjibHble TYOYJIONATHH

2.1.1.1. I'unogocaremMudyeckuil paxur

BakeH aHanu3 pogOCIOBHOMN: MOUCK CIIyYaeB MOATBEPIKAEHHOTO 3a00JI€BAHHS Y YWICHOB
CEMbU U POJICTBEHHUKOB.

3aboneBanne Manudectupyer B Bo3pacte 9-13 wmecsneB. Knmanueckas kapTuHa
MPOSIBJISIETCS] OTCTABAHUEM B POCTE, Pa3HOOOPA3HBIMU CHMITOMAMH paxuTa (HaubOoyee paHHHIA
CHUMIITOM — TPOTPECCUPYIOIEe, HECMOTPSI Ha MPOBEASHNE MPOPHIAKTUKN PaXUTa OOBIYHBIMH
703aMU BUTaMUHA D, HCKpUBJIEHNE HUKHUX KOHEYHOCTEH). 3yObl OSBISIFOTCS C OMO3/IaHUEM,
TUMUYHBI Ae(eKThl SMaIU U MHOJKECTBEHHBIH KapHec.

2.1.1.2. lIpokcumanbHblIil peHATBHBIH TYOyasapHbIi auugo3 (I1 Tum)

Haubonee gacto 3adoneBanne MmanugectTupyeT B Bo3pacte 1-18 mec.

EnuHcTBEHHOE  KIMHMYECKOE TMpOSIBJIEHHE ayTOCOMHO-AOMHUHAHTHOIO TUNA —
oTctaBaHue B pocre IIpu ayTOCOMHO-peliecCCUBHOM THUIIE HapsAy C OTCTaBaHHEM B pOCTe
NPUCYTCTBYIOT TJIa3HbIE aHOMAJIMU (TJIayKOMa, KaTapakTa), a TAaKXKe OTCTaBaHHE B YMCTBEHHOM
pa3BUTHH . /{7151 TPaH3UTOPHOIO MJIaIEHYECKOrO TUIA XapaKTePHbI: 3aJepKKa POCTa, CHUXKEHHE
amreTuTa, TOLUTHOTA, PBOTA, MPUCTYITBI AETUAPATALIUN W THIIOTOHHH.

2.1.1.3. Cunapom Paukonn (ne Tonu-Jledpe)

Cumnromel cuHzapoMa DaHKOHU: TONMYPHUS, NETHAPATALMs, MbIedHas ciabocTb,
OTCYTCTBHE alMeTUTa, IIoXast MpuOaBKa B BECe, 3a7epKKa POCTa, PAXUTONOAOOHBIE N3MEHEHUS
CKeJleTa, OTCTaBaHHE B YMCTBEHHOM Pa3BUTHH.

Haubonee wactoii npuumHOi cuHIpoma PaHKOHHW y [eTed SBISETCS LUCTHHO3.
HNudanrunpras Gpopma HepponaTHIeCKOro MUCTHHO3a MAaHU(ECTUPYET ¢ cuHapoMa DaHKOHU B
BO3pacte 6-12 MecsiieB ¢ OBICTPOH MHpOrpeccHeil 10 TEPMHUHAIBHON CTaAUM XPOHUYECKOU
MOYEYHON HETOCTAaTOYHOCTH (K 8-12 romam).

IOBermbHYIO POpMYy HEPpPOMATHUECKOTO LIMCTHHO3A OTIIMYAIOT OoJiee Mo3nHui nedoT

TE€YeHHEe NyOEepPTaTHOrO TEepPHOAa, MEHbINAs BBIPAKEHHOCTb KIWHUKH CHHIpOMA
®aHKOHU, MEIJIEHHAs] TPOTPECCUsI 10 XPOHUYECKON MOYEYHON HEAOCTATOYHOCTH

Bspocnas popma OonesHu npoTekaer ¢ U30IMPOBAHHBIM MOPAKEHUEM TJIa3.

2.1.1.4. PenajibHasi TIIOKO3ypHs
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UzonupoBaHHas peHalbHas TIIOKO3ypus (TUM A) mpoTekaeT O€CCUMITTOMHO.

OCHOBHBIMH KJIMHHYECKUMH CHMIITOMaMH TJIFOKO30-TaJIAKTO3HOH Manbadbcopbumu (Tum
B) siBnsitoTCA: BOASHUCTAsI AMApesi, OTCYTCTBHE MPUOABKU B BeCe, MPU3HAKH 00E3BOKHBAHHUSI.

2.1.2. Ilet/ieBble TYOy1OnaTHH

2.1.2.1. Cunapom baprrepa
[MonuruapaMHUOH/HENOHOIIEHHOCTh

Huskas macca tena npu pokaeHUU

3apepikka pocTta

[Monmypust (¢ 3MH301aMU TSKEJIONW AeTUAPATALIAHN )/ TIOTUAUIICHS
MpimeyHasi THIOTOHUS

Cynoporu

2.1.3. IucranbHble TyOy10naTHH

2.1.3.1. Cunapom I'nrenomana

B Tteuenme nnmrenbHOro BpeMeHH 3a00JE€BaHHE MOXKET MPOTEKaTh OECCUMITOMHO,
u3penka HaOJIFOMAITCS SMU30ABI IMXOPAAKH, PBOTHI, OOJIEH B KMBOTE, MBIIIEUYHONH CIa00CTH,
TETAaHUU.

2.1.3.2. lucTtajabHbId peHaNbHbIN TYOYasipHbIil anuao3 (I Tum)

3aboneBanne MaHU(ECTUPYET B BO3PACTE OT IIECTH MECALICB O IBYX JieT. TUMUYHbIE
NPOSIBJICHUS] - OTCTABAHHWE B POCTE U BBIPAXKEHHBIC PAXUTONOAOOHBIE M3MEHEHHs CKEJeTa.
I'mnokanuemMus - ofHa U3 OCHOBHBIX MPUYHMH IOJHUYPUH, BHE3ANHBIX KPU30B JEerHapaTalliy,
CepAeYHbIX apUTMHUM, BSUIBIX Napajnydell U COHJIMBOCTU.

2.1.3.3. IlceBaorunoaabao0CTEPOHN3M

IlceBporunoansaocreponu3sm tun [ BkrO4aeT J1Be KIMHUYECKUE (DOPMBL C
PEHAJIBHBIMU U C  [TOJIMOPTAaHHBIMU HApyIIEHUSAMU.

Haubonee uacto HaOMOMAIOT PEHATBHYIO ayTOCOMHO-IOMHHAHTHYIO (popmy. KinuHnka
BapuadebHa, MOXET MPOTEKaTb C YrpO30H KU3HU B CBSI3U C TSOKEJOW MOTeped COoNMu |
BbIPAKEHHOHN I'MIepKajueMUuei.

XapakTepHBbI:

MOJINYpUSl, TOJUAUIICHS,

SMU30AbI AeTUAPATALUHY,

3aepkKa PU3NIECKOTO PA3BUTHS,

apTepHualibHas TMIOTEH3Us

B BOspacte 1-2 jmer MOXeT HACTYyNUTb YJy4lIE€HHE, NPEANOJOXKUTENIbHO, 34 CUEeT
«II03PEBaHUS MPOKCUMAIBHOTO TYOYJISIPHOTO TPAHCIIOPTA, Pa3BUTHS KCOJIEBOTO» aIIETHTA U
YJIYUIICHUS] PEHAIBHOTO TYOYJISIPHOTO OTBETA HA MUHEPAJIOKOPTHKOUIBI.

IIpu BTOpOHi dopmMe C MHOXKECTBEHHOW OpPraHHOM  pPE3UCTEHTHOCTBIO K
MHHEPaJIOKOPTUKONAAM 3ITU30/bl MOTEPU CONM OTMEYAIOTCS Cpas3y MOCie POXKAEHHUs, TOTAa XKe
BO3MOJKEH U JIETaIbHbINH UCXON.

Y MnaneHueB Tak)ke ONUCAH TPAH3UTOPHBII CHUHAPOM TUIEPKAIUEMUU U
MeTaboMUecKoro anuao3a 0e3 morepu coju. Jta Gopma Ha3BaHA THNEPKATUEMHEH paHHEroO
BO3pacTa, €€ pacCMaTPUBAIOT KaK BAPUAHT PEHAJIBLHOTO MCEBIOTUIIOAbAOCTEPOHN3MA THUII .

2.1.3.4. Heporennnlii HecaxapHbIid Auader

ITepsblie npu3Haku OoNE3HN HAOMOJAIOT B BO3pacTe 3-6 Mec:

NOJMypHs (YacToe BbleIEHHE OOIBIIOr0 KOJINYECTBA TMIOTOHUYHON MOYN),

NOJMIUNCHS (CHITbHAS JKAKIA);

HEI0CTaTOYHOE HapacTaHUE MacChl TENa,

3a/1eprKKa pocTa;

NPUCTYIBI 00€3BOKMBAHUS. CHIDKEHHE TYpropa KOXKH, PBOTA, 3arOpbl, HEOOBSICHUMOE
MOBBIIIEHUE TEMIIEPATYPBI, IPH TSKEIIOM 00€3BOKUBAHUH — CYIOPOTH.
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B panHem BO3pacTe mONMypUS U TOJUAMIICHS MACKUPYIOTCS (PH3HOJIOTHYECKON
NOJIMypUeH M TOJMHMIUICHEH TPy[AHOTO BO3PAcTa, TaK K€ MOXKET HaOJIOAaTbCs OTCYTCTBHUE
JKAXKABL, B CBA3U C HE3PEJIOCTBIO €€ LIEHTPA WJIK HEYYBCTBUTEIBHOCTBE) OCMOPELENTOPOB.

B BO3pacTe crapuie roma skaxkaa U NOJUYPHs SIPKO BBIPAJKEHBI, AETH BBINUBAIOT U

BBIIENAIOT 10 6-10 J'I/(MZ/CYT). B nanpHeliiieM MOXeT MpPHUCOEAMHMUTHCS 3aepiKKa
NICUXOMOTOPHOT'O Pa3BUTHS, CTENEHb €€ 3aBUCUT OT BPEMEHH ITOCTAHOBKHM AMarao3a. [lpu paHo
HAYaTOM JICYEHUH OTCTaBaHWE MOXKHO JINKBUIHUPOBATD.

2.1.3.5. Cunapom Jlugaaa

XapakTepHbI: TsDKeNas apTepHaibHas TUIEPTeH3Us, OBICTPasi yTOMISIEMOCTb, TTOJINY PHSI
MBILIEYHAs] THIIOTOHUSI.

2.2. PusukaabHoe 00c/Ie0BaAHHE

2.2.1. IlpoxcumaJjibHble TYOYJIONATHH

2.2.1.1. T'unodocharemuueckuii paxur (Ppochar-1uader)

OO0muii ocMOTp TOAPa3yMeBaeT OLEHKY (PU3MUECKOro pasBUTHS peOeHKa, COCTOSHUS
KOCTHOH CHCTEMBI, MOJCUET YacTOThI JABIXaHHUS, CEPAEYHBbIX COKPAIEHHUH, ayCKyJbTAIHO
JIETKUX, CEPALa, TATbIAIHIO KHBOTA.

XapakTepHBbI:

HU3KUH/KpaiiHe HU3KUH POCT;

pPaxuUTONOAOOHBIE W3MEHEHHMs CKeJleTa, BKJIOYas BBIPAXKEHHYIO Je(hOopMamuio
(BapycHas/BaibryCHasi) HIKHMX KOHEYHOCTEH.

2.2.1.2. llpokcumanbHblil peHATBHBIH TYOyasapHbii auugo3 (I1 Tum)

OOmmuit ocMOTp mozapa3syMeBaeT OLEHKY (PU3MUecKoro pa3BUTHS peOEHKA, MOACYET
YaCTOTBHI JIBIXaHUS, CEPACYHBIX COKPAIIEHUH, ayCKYyJbTALMIO JIETKUX, CEpPALA, MaJbIIALIHIO
JKUBOTA.

XapakTepeH HU3KUI POCT.

2.2.1.3. Cunapom Pankonu (ne Tonu-/ledpe)

OO01uii OCMOTP MOAPA3YMEBAET OLIEHKY (PU3HUUECKOTO Pa3BUTHS peOeHKa, YMCTBEHHOTO
pa3BuTHA peOeHKa, COCTOSHUS KOCTHOW CHCTEMbI, MBIIIEYHOH CHUCTEMBI, MOACUET YacTOTHI
IBIXaHUS, CEPACUHBIX COKPAIEHHH, ayCKYJIbTALMIO JIETKUX, CEPALA, MANbIAIHIO )KUBOTA, yUET
00BbeMa BBIMUTON JKUIKOCTH, TUYype3a.

XapakTepHBbI:

HU3KWI/KpaitHe HU3KUI POCT, BEC,

PaxuUTONOAO0HBIE H3MEHEHUS CKEeTa;

MBILIEYHAsT THITOTOHUS

TIOJIY PUST.

Pannumu u aTOrHOMOHUYHBIMU SKCTPAPEHATBHBIMU NPOSIBJICHUSIMHU
He(QpPOMAaTHIECKOr0 IMCTUHO3a CYMTAIOTCS OTJIOKEHUS KPHCTAJIOB LUCTHHA B POTOBULE
(xepaTomaTysi), BBIIBIIIOIIUECS CO BTOPOTO rofa JKM3HM, B JAATbHEHIIEM MOTYT MOPaKaThCs
SHAOKPHHHBIE OpPTaHbl (THIIOTHPEO3, CaXapHbIi [uadeT, THIIOroHaa3M (Y MaJIbYUKOB), HEPBHAs
cucreMa (HEHpPOMHOMNATHS, SMUJIENCHS, MO3KEUKOBblE M IHPAMUIHBIE PaCCTPONCTBA,
OTCTaBaHME B YMCTBEHHOM Pa3BUTHH), IIEYCHb U TIOKENYIOUHAS JKele3a.

2.2.1.4. PenajibHas INIIOKO3ypHs

OO0wuii ocMOTp TOAPa3yMeBaeT OIEHKY (hPU3MUECKOro pasBUTHsS peOeHKa, COCTOSHUS
MBILIEYHONW CHCTEMBI, MOJCUET HaCTOThI IBIXAHUS, CEPACUHBIX COKPALICHHH, ayCKYJbTAlHIO
JIETKUX, CEP/LA, MabITALIUIO KHBOTA, YUET 00bEMa BBIITUTOH JKUAKOCTH, TUYPE3a, UCCICAOBAHUE
94aCTOTHI U XapakTepa CTyJa.

JLJ1s1 TIFOKO30-TallaKTO3HOHM ManbabcopOuuu (Tin B) xapakrepHsl:
HU3KHH BEC;

CHIDKEHHE TYPropa KOXKHbIX ITOKPOBOB;

MBILIEYHAsT THITIOTOHUS,

BOJSTHUCTASI TUAPES.
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2.2.2. lletsieBble TyOy10NATHH

2.2.2.1. Cunapom baprrepa

OOt ocMOTp MoApa3yMeBaeT OLEHKY (PU3NUECKOro pPa3BUTHs peOEHKa, MBIIISYHON
CUCTEMBI, IOJICUET YACTOTHI AbIXaHUs, CEPACUHBIX COKPAILLEHUH, ayCKYIbTALMIO JETKUX, CepALa,
NAJIBIALMIO KUBOTA, YUeT 0ObeMa BBIMUTOH JKUAKOCTH, AUype3a.

XapakTepHBbI:

-HU3KUI/KpaliHe HU3KUN POCT, BEC,

- MBILIIEYHAs! TUTIOTOHUS,

- TIONIUYPUS.

2.2.3. IucranbHble TyOy10naTuu

2.2.3.1. Cunapom I'mtenbmana

B Tteuenne nmmrenbHOro BpeMeHH 3a00JI€eBaHHE MOXKET MPOTEKaTh OECCHMIITOMHO.
OO0muii OCMOTp MOAPA3YMEBAET OIEHKY (HU3UYECKOro pasBUTHS pPeOeHKa, COCTOSHHS
MBILIEYHONH CHUCTEMBbI, MOJCYET YaCTOThI JbIXaHUS, CEPAEUYHBIX COKpALIEHHH, ayCKyJbTalLUio
JIETKUX, CEPALa, MATBIAINIO XKUBOTA, yUeT 00beMa BBIITUTON KUIKOCTH, TUYPe3a.

2.2.3.2. lucTtajabHbIH peHaNbHbIN TYOyasipHblil anuao3 (I Tum)

OO0wmuii ocMOTP TOApPa3yMeBaeT OIEHKY (hPU3MUECKOro pasBUTHsS peOeHKa, COCTOSHUS
KOCTHOH CHUCTEMBI, MBIIIEYHON CHCTEMBI, MOJICUET YaCTOThI IbIXaHHs, CEPACUHBIX COKPAIIECHU,
AyCKyJIbTAIIMIO JIETKHX, CepAlLa, NaJbIALUI0 JKUBOTA, y4eT oObeMa BBIMUTOH JKUAKOCTH,
auypesa.

XapakTepHBbI:

- HU3KUH/KpaliHe HU3KUH POCT, BeC,

- PaxXUTONONOOHBIE H3MEHEHUS CKEIeTa;

- MBILIEYHAs! THIIOTOHUS

- TIONTUY pHst

2.2.3.3. llceBaorunoaabaoCTEPOHN3M

OO0mmit ocMOTp MoOApasyMeBaeT OLEHKY (PU3NUECKOro pasBUTUsA peOeHKa, U3MEpPEHHE
apTepualbHOrO  JABJE€HMs, I[IOACYET YacTOThl JAbIXaHMs, CEpPAEYHbIX COKpaleHUH,
ayCKyJIbTALUIO JIETKHX, Cep/La, MaJblallHI0 KUBOTA.

IlceBporunoansaocreponusm tum I: s obenx Gpopm (peHANbHON U MOJTUOPTAHHON)
XapaKTEePHbI 3aepPKKa (PU3MUECKOro pa3BUTHS, CHUMITOMBI IETUApATAINH, apTepUabHAs
runoteHsus. Jns mosimopranHoii ¢gopmbl (Cpasy mocie pOKACHUs), TOMHMO CHMITTOMOB
JeruapaTaliuy, TakKe XapakTepHbl 3aTpyJHEHNE bIXaHus, Kallleb, OJbILIKA.

IlceBporunoansaocreponnsm tun II  (cunapom Gordon) passBuBaercs B
MOJPOCTKOBOM BO3pacTe, BCeraa MPUCYTCTBYET TsbKeNasi apTepuasbHasi THIIEPTEH3HS.

2.2.3.4. Heporennnlii HecaxapHbIii Anader

OO0mmit ocMOTp MOApasyMeBaeT OLEHKY (PU3UUECKOro pasBUTUsA peOeHKa, U3MEpPEeHHe
apTepualbHOIO  JABJE€HMs, [OACYET 4YacTOThl JbIXaHUs, CEPAEUYHBbIX COKpALIEHUI,
AyCKyJIbTALIMIO JIETKUX, Ceplla, MaJbNalHI0 >KMBOTA. XapaKTePHBI. HHU3KOE/OUEHb HHU3KOE
¢dusnyeckoe pa3BUTHE, CAMIITOMBI NETHAPATALINH, TIOJTUYPHS, TTOJUAHUIICHS.

2.2.3.5. Cunapom JIugaaa

OO0mmit ocMOTp MOApasyMeBaeT OLEHKY (PU3NYECKOrO Pa3BUTHs peOeHKa, M3MEpeHUe
apTepualbHOrO  JABJEHMs, IIOACYET YacTOThl JAbIXaHMs, CEpPAEYHbIX COKpaleHUM,
ayCKyJIbTALUIO JIETKHX, Cep/La, MaJbIallHI0 KUBOTA.

OnpenensroTcs:

TsDKeasi 0ObeM3aBUCHMasl apTepHaIbHAast THITEPTEH3US

OTCTaBaHHE B TICUXMYECKOM U (PH3MUECKOM Pa3BUTHH

MBILIEYHAsT THIIOTOHUS, OBICTpasi yTOMIISIEMOCTb, TaX UKAPIUS

TIOJIY st

2.3. JIabopaTopHasi AMATHOCTUKA
2.3.1. IlpoxcumaJibHble TYOYJIONATHH
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2.3.1.1. I'unogocparemuueckuii paxur

Benymumu 71a00paTOPHBIMH CUMIITOMaMHU FGF23-3aBucumbix bopm
runodocparemudeckoro  paxura (X-CHeryieHHbIH noMuHaHTHBIH ['®@P, ayrocomHuo-
nomuHaHTHBIH ['OP, ayTocomuo-penieccusHbiii [ ®P) sBrstorest: runogpocharemust (menee 0,8
mmodb/n), ¢ocharypuss  Kampumit ceiBopotku u 25(OH)D3 OH)D3B HOpMe ,ypOBEHB
1,25(2Hn3kui WM HOPMAJIbHBIA ,YPOBEHb MapaTrOPMOHA HOPMAJBHBIA MM HE3HAYUTEIBHO
nosbimeH. OTcyTcTByer Merabonmuueckuii anuno3. [loBbllleHA AaKTHBHOCTb INEIOYHOM
docdarasel. [Todueunpie GyHKIIUN OCTAFOTCS COXPAHHBIMH.

Pexomennyercs uccienoBanue:

KIIC (pH xposu, crangaptHeiii Guxapoonat - HCO3 ', BE)
OMOXMMHYECKOTO aHAJIN3a CyTOYHONW MOYH: onpeaenerne GochaTos;
COOTHOIIEHUH (pocaTb/KpeaTHHHUH B pa30BOi (BTOPOH yTpEeHHEH) MOPLIUN MOYH;
OMOXUMIYECKOTO aHajau3a KpoBu: ¢ocdop, Kampluii, KpeaTHHUH, IenouHas Gocdarasa,;
YPOBHSI MAPaTTOPMOHA.
Huarsocraueckue kpurepnn FGF23-3aBucumeix Gpopm runodochareMuieckoro paxura
npeacTaBieHsl B Tabmume 1.
Tabmuua 1. - [{uarnoctuueckue kpurepun FGF23-3aBucumeix popm runogocdaremudeckoro

paxuTa

Iloxasareanp X-I'pP

Docdop cHIBOPOTKH Huxe Hopme (runodocdaremust)

Jxckpenns Ppochatos ¢ Mmouoit Beitie HOpMBI (ppakuHOHHAS SKCKpenus >
15%)

Kanpumii CeIBOpOTKH Hopwma

DKCKpeLysl KaJIbLiMsl C MOYOH Hopma

Dxckpenusi Oenka ¢ MOYoH Hopwma

DKCKpeLysi aMUHOKUCIIOT C MOYOH Hopma

DKCKpeLsl IITI0KO3bI C MOUOH Hopma

1,25(OH)D3 Hwuxxe HopMBI/HOpMaA

25(0H)D, Hopma

ITapatropmMoH HopMma/He3HaunTeIbHO NOBBIIIEH

KIIC OTtcyTrcTBre MeTabONIMYECKOTO alua03a

2.3.1.2. llpokcumanbHblil peHATBHBIH TYOyasapHbIi auugo3 (I1 Tum)
Pexomenayercs ucciaenoBaHue:

KIIC (pH xposu, craugapTHbiii Guxapoouat - HCO3 | BE);

pH cBexeBbINyIIEHHONH MOYH,

OMOXMMHYECKOrO aHaIu3a CYTOYHOM MOYHM. TIOKo3a, (ocdarsl, Kajabowii, OeNok;
aMMOHUH, UTPATBI, TUTPYEMbI€ KHCIIOTH,

COOTHOIIEHHH (ochaThl/KpeaTUHNH, KaJbIUH/KPEaTHHIH B Pa30BOH (BTOPOH yTpEHHEH)
MOPIIMH MOYH;

OMOXMMHYECKOTO aHajv3a KPOBU. KaJMH, HATPWUH, XJIOpUABIL, Kaimblui, ¢ocdop,
KPEaTUHUH, TJIFOK03a.

JIMarHoCTHYECKHEe KPUTEPUH MPOKCUMAIBHOIO PEHAIBHOro TyOyJsipHoro arunmosa (11
THII):

MeTa0OJUYECKU allUI03;

pH Moum < 5,5 (B yc/IOBHAX I€KOMIIEHCHPOBAHHOTO allUA03a),

SKCKPELHst aMMOHUS — B HOPME;

SKCKPEIHsI IUTPaTa — B HOPME,
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bpakuuonHas skckpenus OukapOonara 6onee 15-20% (mpu HCO3 B mmasme > 20
MMOJTB/JT)

2.3.1.3. Cunapom Daukonu (ne Tonu-/ledpe)

Pexomennyercs uccienoBanue:

KIIIC (pH xposwu, crarnaptHsiii Oukapdonat - HCO3, BE);

pH cBexeBbINyIIEHHONH MOYY,

OMOXMMHIYECKOTO aHAIN3a CYTOYHOW MOYM: THTPYEMbIE KHUCIIOThI, aMMOHMUMA, KaJTbIU,
docdarsl, TIFOK03a, OETOK, AMHHOKUCIIOTHI, KaJIUi;

COOTHOIUEHUH KaJbLUui/KpeaTuHuH, (PochaTbl/KpeaTHHUH B Pa30BOM MOPLHHM MOYHU
(BTOpast yTPEeHHSS MOPLHS);

OMOXMMHYECKOTO aHajM3a KPOBHW: KW, HATPHUH, XJOPUABL, Kaiubluid, docdop,
KPEaTHHHH, TJIF0K03a.

Kpurepun nuarnoctuku cuaapoma @aHKOHH

MeTabonnueckuil anuno3 (nmpokcuManbHblil PTA co CHUXKEHHEM YPOBHS CTaHAAPTHBIX
OukapboHaToB HIKe 18 MMOITB/T);

reHepai30BaHHas aMUHOALUAYPUS,

nporennypust (HeOONbIIas WIIH YMEPEHHast);

TIIIOKO3YPHs,

docdatypus;

runoocdaremus;

TUIOKAJINEeMHUs], THIIOHATPUEMUS;

TUIOYPUKEMUS,

MOJINYpUs,

paxuT

2.3.1.4. PenajibHas INIIOKO3ypHs
Pexomennyercst uccnenosanue: odmero anammza moun (rmokos3a), KIIC (pH kposw,
crannaptabii Oukapdonar - HCO3, BE); OuoxuMudeckoro aHaiu3a KpOBU: TITIOK03a, KaJluH,
HATPUH, XJIOPUIbL, KPEATHHHH.
JlnarHocTuyeckue KPUTEPUH PEHAJIbHON IIFOKO3YPHUU:
YPOBEHb IIIOKO3bI B KPOBH — B HOPME
SKCKPEIHsI MIFOKO3bl ¢ MOYOH — MOBBIIIEHA (TTIOK03ypust oT 2 r/cyT 10 30 1/cyT).

2.3.2. lletsieBble TyOy10NATHH

2.3.2.1. Cunapom Baprrepa

Pexomennyercs uccneaoBaHue:

KIIIC (pH xposwu, crangaptHsiii Oukapdonat - HCO3, BE);

OMOXMMIYECKOT0 aHAJIN3a CYyTOYHON MOYH: KaJIbIIH,

COOTHOIIEHUS KaJIbLIUH/KPEATHHIH B Pa30BOH MOPIIUY MOYH (BTOPAsi yTPEHHSST TIOPIIHS),

OMOXMMHYECKOTO aHaJu3a KPOBU: KaJiMil, HATPWIA, XJIOPHUIbI, KaJIbLUH, MarHui
KPEaTUHUH.

JlmarHocTuueckue KpuTepuu cuaapoma baprrepa:
TUTTOKAJTUEMUST,
TUTIOXJIOPEMHUST,
TUITOHATPUEMHUS,
MeTa0O0JIUYECKUI aIKaIo3;
TUTIEPKATBLNYpUs (HEOHATATIBHBIA BAPHAHT);,
He(POKATBLIHO3 (HEOHATAbHBINA BAPUAHT).
IIpu kmaccuyeckoM BapuaHTe CHHAPOMA HE(PPOKAIBIIMHO3 OTCYTCTBYET.
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2.3.3. IucranbHble TyOy10naTuu

2.3.3.1. Cunapom I'mtenbmana

Pexomenayercs uccnenoBaHue:

KIIIC (pH xposwu, crangaptHsiii Oukapdonat - HCO3, BE);

OMOXMMHIYECKOTO aHajin3a KpPOBU. KW, HATPUH, XJIOPHIbI, MAarHUN, KaJIbLIUK,
KpeaTHHHH.

Juarnoctuueckue kpurepun cuaapoma I'urenpmana:
TUIOKAJIUEMUS,

MeTabOoINUeCKHi aKazo3

TUIIOMarHe3eMus;

CHIDKEHHE SKCKPELNH KaJIbLIUs ¢ MOYOH (TUITOKAIIBIIYPHS).

2.3.3.2. lucTrajabHbId peHaNbHbIN TYOyasipHbIil anuao3 (I Tum)

PexomeHnnyercst uccienoBaHue:

KIIC (pH xposwn, crargaptHsiii Oukapdonat - HCO3, BE);

pH cBexeBbINYyIIEHHONH MOYH,

OMOXMMHYECKOTO aHAIN3a CYTOYHOW MOYH: THUTPYEMBbIE KHUCJIOTHI, AMMOHHHN, KaJbLIUH,
docdarsl, TIHOK03a, OEIOK;

COOTHOIUEHUH KaJbLUUi/KpeaTuHuH, (PochaTbl/KpeaTHHUH B Pa30BOM MOPLHHM MOYHU
(BTOpast yTPEeHHSS MOPLHS);

OMOXMMHYECKOTO aHajH3a KPOBU: KaJMi, HATPHH, XJOPUABL, Kaimbluid, ¢ocdop,
KPEaTHHUH.

Juarnocruueckue kputepuu auctaibHoro PTA (1 tum):

MeTaGomruecKnii aluao3; cTanaapTHI GukapGonar (HCO3 ) B miasme < 15 MMOJIB/I;
pH Mouu > 6,0 (peakiust MOYHM BCETAa MIEIOYHAs);

SKCKPEIHsi aMMOHUST CHUKEHA

SKCKPEIHsl UTPaTa CHIKEHA

(bpakunonHas skckpenus onkapdonara menee 3% (mpu HCO3 B mia3zme > 20 MMOJIB/I1).

2.3.3.3. IlceBaornnoanbaA0CTEPOHU3M

PexoMmeHnnyercs uccienoBaHue:

KIIC (pH xposwu, crarmaptHeii bukapdonar - HCO3, BE)

pH cBekeBBINyIIEHHON MOYH

OMOXMMHUYECKOT0 aHAJIN3a KPOBU: KaJIMi, HATPHIA, XJIOPUIBL, KPEATHHUH
AKTHBHOCTH PEHUHA IJIa3Mbl, KOHLIEHTPALMH aJIbIOCTEPOHA IJIa3MBl.

JIMarHOCTHYECKHE KPUTEPUH TICEBIOTHITOATBIOCTEPOHNU3MA!

2.3.3.3.1. IlcesgorunoanbaocTepoHusM T I

THITIOHATPUEMUST

TUIEPKATHEMUST

MeTaboMYECKUH aluao3

MOBBIINIEHHE AKTUBHOCTH PEHUHA U KOHIIEHTPAIIMU allbOCTEPOHA TIA3MbI
MOBBIIIIEHUE HATPUS U XJIOPUJIOB B MOTE, CIIOHE, Kajie (ToJTuopranHas ¢gpopma) .
2.3.3.3.2. llcepnorunoanbaocreponusm tur Il (cuaapom Gordon)
TUIEPKATUEMUST

MeTabOMUECKUH aluIo3

CHIDKEHHME aKTHBHOCTH PEHUHA
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HOpMaJIbHast WJIM HU3Kasi KOHLIEHTPALHS AJIbAOCTEPOHA I1J1a3Mbl (P HOPMAJIBLHOM YPOBHE
KpEeaTHHHHA B KPOBH)

B cnydae BbIABICHHS TUMEPKATHMEMHH W KUCJIOM pPeakUMd MOYH JIMarHo3
MCEBIOTUMNOANbAOCTEPOHN3MA CIEAYET MOATBEPIKAATh UCCIECIOBAHUEM aKTUBHOCTH PEHHHA U
COJZIep>KaHUs ajb/IOCTEPOHA B CHIBOPOTKE KPOBHU.

2.3.3.4. Heporennnlii HecaxapHbIii Auader
PexomeHnyeTcst uccnenoBaHue:

KIIIC (pH kposw, cranaapTHbiii GukapGonar - HCO3 , BE);

OTHOCHTEJIbHOH TUIOTHOCTH MOYH, OCMOJISTIBHOCTH TUIA3MBI, OCMOJISTIBHOCTH MOYH |

OMOXMMHYECKOTO aHajM3a KPOBU: HATPUH, XJIOPHUIbIL, KaJIWUH, KPEaTUHHH, MOUYEBHHA,
TJIFOKO3a.

IIpoba ¢ 5K30reHHBIM AHTUANYPETHUECKUM TOPMOHOM

JJABII-tect (1-ne3amMuHO-8-D-apruHuUH Ba3ONPECCHH-TECT) — Mpoda C BBEACHHUEM
A" Cyth mpo0OBl 3aKkiFOYeHa B OINPEIENICHUH PEAKLUH IMOYEYHOTO KOHLIEHTPALIHOHHOTO
MeXaHU3Ma Ha BBEJCHHE 3K30I'€HHOTO Ba3omNpeccHHa. J{eTsiM 1o roja naHHyro npody mpoBOAST
B UCKJIFOUMTENIbHBIX CIyYasix.

OcMOAIBHOCTD MOYH NIOCHIE IPUMEHEHHs Ipernaparta JoJXHa noBbimnaTees 10 800-900
MOcm/kr (rutotHocts no 1020-1025) B mocnemoBaTenbHO COOpPAaHHBIX aHATM3aX MOYU.
OTcyTCTBHE MOBBILIEHUS OCMOJIAJIBHOCTH M OTHOCUTENIBHOM TUIOTHOCTH MOYU MOATBEPKAAET
PE3UCTEHTOCTh cobmpaTenbHbIX TpyOouek Kk geiictBuro AJIl, 9TO XapakTepHO IS
HeporeHHoro HecaxapHoro nuabera.

JlmarHocTHYeCKHe KpUTepUu He(hPOreHHOTO HECaxapHOro auadera

2334.1. AHanusz Mouu:

CTOMKasl TUMOCTEHYpusi (HU3Kash OTHOCUTENbHAs IOTHOCTH Moun 1001-1004, Huskas
OCMOJISITIBHOCTB MOYH - MeHee 250 MOcMm/kr);

B MO4Y€ HeT Oelka, TIIF0KO3bI, OCAI0K HOPMAJIbHBIN

23342, HccnenoBanue KpoBU:
TUTNIEPOCMOJIIIBHOCTB I1a3Mbl > 300 MOcM/Kr
TUIEPHATPUEMUS.

2.3.3.5. Cunapom Jlugnaa

PexomMennoBaHO HccaeqOBaHUE!

KIIIC (pH kposwu, crangaptHsiii Oukapdonar - HCO3, BE)
OMOXMMHYECKOTO aHAJIN3a KPOBU: KaJIMH, HATPHA, XJIOPUIbI, KPEATHHUH
AKTUBHOCTH PEHUHA IJIa3MbI

YPOBHS aJIbIOCTEPOHA IIa3MBI.

JluarHocTHueCKHe KpuTepuu cunapoma Jluama:
TUIIOKAJIUEMUA

MeTabOIHYECKHUH aJIKaIO3

HU3Kasd aKTUBHOCTDH peHI/IHa I1J1a3MBI

HHU3KHE YPOBHH aJibJIOCTEPOHA TJIa3Mbl.

24. HNHcTpyMeHTAJIbHAS AHATHOCTUKA
2.4.1. IlpoxcumajibHbIe TYOYJIONATHH
2.4.1.1. I'mnogocparemuyeckus paxur

C uenpt0 OmpeAeNeHHs] BBIPAXKEHHOCTH PAaXUTUYECKUX HU3MEHEHHH  CKeJeTa
PEKOMEHIOBAHO MPOBOAUTH:
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peHTreHorpauio KUCTel, onpeneneHne KOCTHOTO BO3pacrta
JIE€HCUTOMETPUIO
peHTtrenorpaduro TpyOYaThIX KOCTEH TOJIEHEH ¢ 3aXBaTOM KOJEHHBIX CyCTABOB.

yJ'IpraSBYKOBOe HUCCICOOBAHUE TTOYCK Y HCJICUCHBIX JleTel Bcerma B HOPME, HO B XOI€

nedeHus  1,25-auruapokcu-puraMuHoM Dy 00513aTEIbHO PEKOMEHAOBAH JAWHAMHUYECKUH

KOHTpOJb Y3 mouex B CBsI3U C BO3MOKHOCTBIO Pa3BUTHS HEQPOKAIBIIITHO3A.
2.4.1.2. IIpoxkcumanbHblil peHATBHBIN TYOYasipHbIH anuao3 (II Tum)
Pexomenaosano nposeaenue Y 3U nmouek npu mocTaHOBKE TUATHO3A.
[Ipn nepBUYHOM NMPOKCUMAJILHOM pEHAIBHOM TyOy IsipHOM anupo3e Y3U mouek Bcerna
B HOpME.
2.4.1.3. Cunapom Pankonu (ae Tonu-/ledpe)
BusyanuzaunoHHbIe HCCIEAOBAHUS HE UTPAIOT BAKHOW POJIM B TOCTAHOBKE COOCTBEHHO
nuarnosa cuaapoma @ankonu (ne Tonu-/lebpe).
PexomennoBaHO POBEAECHUE:
VY3H nouek, MOUEBOI0O My3bIpsi
peHTreHorpadust KUCTeH, onpeneseHue KOCTHOTO BO3pacTa
JIEHCUTOMETPUS
pentrenorpadus TpyO4aThIX KOCTEH TOJIeHeH ¢ 3aXBaTOM KOJEHHBIX CyCTABOB.
2.4.1.4. PenajbHas INIIOKO3ypHs
JIiss  TIOCTAaHOBKM ~JMArHo3a TJIFOKO30-TalakTO3HOH — Manmbabcopbumu  (tunm  B)
pexoMeHoBaHo nposeneHue Y 3H mouek, ¢ Lenbio BhISIBICHUS He(QPOKAIBIIMHO3A.
Bumsyanuzaunonsasle MccinenoBaHus He TPeOYHOTCA NPU H30JIUPOBAHHOH pPEHAJIbHOMN
TIIFOKO3ypHH (THIT A)
2.4.2. Ilernesblie TyOyJOnaTHH
2.4.2.1. Cunagpom Baprtrepa
JINs  TIOCTaHOBKM  KJIACCHYECKOro, JMOO HEOHATalbHOro CcHHIApoMma baprrepa
PEKOMEH/IOBAaHO TMPOBEACHUE YJibTpa3BykoBoro wuccienosanus (Y3M) modek ¢ wembro
BBIABJIEHHUSI HE(PPOKATIBLNHO3A.

2.4.3. JucranbHble Ty0OyJaonaTuu

2.4.3.1. Cunapom I'mresibmana

PexomennoBaHo npoBeneHue yibpTpa3Bykosoro uccnenosanus (Y 3M1) mouek, MoueBOro
ny3bIps ¢ Helbio AudepeHnnaIbHOl TUarHOCTUKH C HEOHATAIbHBIMHI BapUaHTAMU CHHAPOMA
baptrepa.

2.4.3.2. JucTanbHblil peHANBbHBIN TYOyasipHbIii auuao3 (I Tum)

PexomennoBano mposenenne Y3M modek ¢ IeNbIO BBISBICHUS HE(DPOKAIBIIMHO3A,
yposuTHasa (CoCTaB MOYEBBIX KaMHel — GocdaT Kambius).

C 1enbio OLIEHKH BBIPAXKEHHOCTH PAXUTHUECKUX U3MEHEHUN CKeJleTa PeKOMEHI0BAHO
NPOBEIEHUE PEHTreHOorpauu KUCTEH, OompeneNeHne KOCTHOTO BO3PacTa, ACHCUTOMETPUH,
peHTresorpaduu TpyO4aThIX KOCTEH rojieHeH ¢ 3aXBaTOM KOJIEHHBIX CYCTaBOB.

2.4.3.3. IlceBaornnoajbaoCTEPOHU3M

PexomennoBano nmposenenue Y3H mouek npu nocraHoBke AuarHosa. Y3H nodex npu
NICEBAOTUII0AIbAOCTEPOHU3ME - BCETAa B HOPMeE

2.4.3.4. Hedporennslii HecaxapHbliii 1uader

PexomeHnoBaHO TpoBeAeHHWE yIbTpa3BykoBoro uccienoBanus (Y3M) mouek:
MOCTOSIHHOE BbIIeNIeHHue OOoJbImoro odbemMa MOYHM CHOCOOCTBYET IMOSIBJICHUIO TUIIOTOHHU H
IUIaTaluy cCOOMPaTEeNbHON CUCTEMBI MTOYEK, MOYETOYHUKOB I MOUEBOTO ITy3BIPSL.

2.4.3.5. Cunapom Jlugnaa
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PeKOMeHHOBaHO MPOBEACHUEC BU3YyaJIN3allUOHHbBIX I/ICCJ'IGI[OBaHI/Iﬁ JJIA
muddepeHnanbHON THarHOCTUKN B 3aBUCUMOCTH OT MPEAINOoIaraeMoil HO30JIOTHH.
Busyanuzaunonnsle nccnenoBanus npu cuaapome Jlnnaia HemHGOpMaTHBHBIL.

2.5. MHuas guarnocTuka

2.5.1. IIpoxcumajibHbIe TYOYJIONATHH

2.5.1.1. I'mnogocparemuyeckus paxur

Y nauueHtoB ¢ I'®P pexkOMEeHIOBaHO MOPOBEAEHUE TE€HETUYECKOrO AaHaliu3a IpHU
BO3MO)KHOCTH.

2.5.1.2. IIpoxkcumanbHblil peHATBHBIN TYOYasipHbIH anuao3 (II Tum)

PexomennoBaHo mpoBeneHHE OCMOTpa OQTaIbMOJIOra, HEBPOJIOra NPH HATHYUU
MOKa3aHUM.

2.5.1.3. Cunapom ®Panxonu (ae Tonu-/ledpe)

C uenpro UCKIIIOUEHHs He(PPOMATHUECKOTO UCTUHO3a, OoJe3HN BuibcoHa Kak mpU4rH
curnpoma Pankonu (ne Tonu-/ledpe), pekoMeHI0BaHO OPTAIBMOJIOTHUECKOe 00CIeIOBaHNE C
MIPUMEHEHUEM LIEJIEBOU JIAMITBI.

[Ipu oranemonornyeckomM o0CIeIOBAHUN MOKHO OOHAPYKHUTh OTIIOKEHHUS] KPUCTAJIIOB
uuctuHa B poroBuue, konen Kaitzepa-®ueiimiepa. Takke omnpaBaaHa KOHCYJbTaLUs
o(rampMoIora Mpy MOAO3PEHUH Ha TaJIAKTO3EMHUI0, CUHAPOM Jloy (BpolkaeHHast KaTapakTa).

VY nauueHTOB € LMCTUHO30M IIPU TMOSBJIEHHWH IPU3HAKOB 3HIOKPUHOJIOTMUYECKOH,
HEBPOJIOTUYECKON MaTOJOTMH PEKOMEH0BAaHA KOHCYJbTAlLUs SHIOKPHHOJIOrA, HEBpOJora ¢
LIEJIBIO OTIPENeNICHUs NaTbHENIIero 00beMa JONMOJHUTENbHBIX HCCIEOBAHUH.

Kputepun auarHOCTHKM HEPpPOMATUYECKOr0 LUCTHHO3a, KaK MPUYMHBI CHHIpPOMA
DaHKOHU:

OOHapy>XeHHe KPHUCTAJUIOB LMUCTHMHA B POTOBHLE NPH TOMOLIM MIEJEBOH JIAMITBI
(TOSBISIFOTCS. CO BTOPOTO rofia JKU3HHU, K BO3PAcTy 16 MecsIeB, U MMEIOT BUJA UTOJIbYATHIX,
OMAJIECHUPYIOIUX TOMYyTHEHUH);

NOBBIIIEHNE COAEPIKaHUS LHUCTUHA B JIEHKOUMTAaX (MMOpakeHHbIE TOMO3UTOTHI 2-15
HMOJIB/MT Oejika; B HopMe < 0,5 HMob/Mr Oernka);

Hanuuue myTanuii B rene CTNS.

2.5.2. JducranbHbie TyOyJI0NATHH
2.5.2.1. JucTanbHblil peHANBbHBIN TYOyasipHbIii auuao3 (I Tum)
PexomennoBaHa ayanorpamMma ¢ LEJIbO BbIABJICHHs CEHCOHEBPAJIbHON TYTOYXOCTH.

2.6.ludggepeHuHaNbHAS JTHATHOCTHKA

2.6.1. IlpoxcumajibHbIe TYOYJIONATHH

2.6.1.1. I'mnogocparemuyeckus paxur

FGF23-3aBucumbie  ¢popmel ['®P  nHeoOxommmo muddepeHunpoBaT € OOBIYHBIM
BUTAMHUH-D-IepUIUTHBIM PaxUTOM, MANCTAIBHBIM PEHAJIBHBIM TYOYJSIPHBIM  aH030M,
cunapomom Pankonu (ne Toru-Iebdpe).

Hacnencteennnlii 'GP ¢  runepkanbuuypueil oTiH4aercss OT X-CLEIJIEHHOTO
nomuHaHTHOrO I'®P moseimeHHbIMU ypoBHsAMH 1,25(0OH)D30OH)D3 2,25(HU3KHM ypOBHEM
napaTropMOHa U BBICOKOH aOcopOumeii Kalblusl B KHIISUHUKE).

s GonpumacTBa PopM PP CcymiecTByeT reHeTHIeCKOe MOATBEPKIECHHUE.

2.6.1.2. IIpoxkcumanbHblil peHANBHBIH TYOYasipHbIH anuao3 (II Tum)

Cunpnpom ®ankonu (ne Tonu-Jlebpe);

JlucTanbHbIA peHaNbHBIN TyOYyIsipHbIi aruno3 (1 tum)

2.6.1.3. Cunapom ®Panxonu (ae Touu-/{edpe)

CoueTaHHOE OBPEKACHNE MHOTHX MapLUATbHBIX (PYHKIHHA MPOKCUMAJIbHBIX KaHAJIbLIEB
otanyaer cuHapoMm Pankonu (ne Tonm-ZlebOpe) ot apyrux TyOynonaruii (IPOKCHMAJIBHOTO H
nuctanbaoro PTA, peransHOro runodochareMudeckoro paxura).
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2.5.1.4. PenajibHas IVIIOKO3ypHs

Penanbhyto raoko3ypuro HeoOxoauMo audQepeHIpoBaTh ¢ CaXxapHbIM AHAOETOM,
cuaapoMoM MPaHKOHM, MEUTUTYpHsAMHU (rajakTo3ypuel, (pyKTO3ypHeH, JaKkTo3ypued Hiu
MIEHTO3YPHEi).

C menpl0  HCKIIOWEHHS — caxapHOro  amabera  INIFOKO3YPHUIO  HEOOXOAMMO
UHTEPIPETUPOBATh MapajlielbHO U3MEPEHUI0 KOHLEHTPALUU TIIOKO3bl B CHIBOPOTKE KPOBH.
OtcyTtcTBHE METAOOINUECKOTO alluA03a CPa3y UCKII0UaeT CUHAPOM PaHKOHM.

2.6.2. IlerneBble TyOyJonaTuu

2.6.2.1. Cunapom baprrepa
HuddepeHunanbplii  TUarHo3 NPOBOISAT € CHHAPOMOM [ uTenbmaHa, CceMeHHON
TUIIOMarHe3eMuen c TUTNIEPKANBLIY pUei/HeQpOKATbLITHOZ0M, BCEMHU Cly4asMu

THITOKAIMEMHUYECKOTO aJIKajio3a, OOYCIOBICHHOTO W30BITOYHBIM MPUMEHEHHEM NETJIEBBIX HIIH
THA3UHBIX AUYPETUKOB, PBOTOM, KULIEYHON NOTEPEN HATPUS U Kajus, IOTepel XJIOPUAA 4epes
KOXY NPU MYKOBHUCLIUJIO3€.

2.6.3. /lucranbHble TYOyJONATHH

2.6.3.1. Cunapom I'mresibmana
JuddeperunanbHbIi TUarHO3 MPOBOIAT ¢ CHHAPOMOM baptrepa.
2.6.3.2. JucTanbHblil peHANBbHBIN TYOyasipHbIii auuao3 (I Tum)

I'enetnueckn nerepmMuHupoBaHHbIe (Gopmbl nuctanpHoro PTA (I tum) meobxommmo
muddepennmpoars ¢ npokcuManbHbIM PTA (11 Tum), B T.4. B cocTaBe cuHapoma DaHkoHU (ae
Tonu-/lebpe), nceBIOrUMOATBIOCTEPOHU3MOM, MIEPBUYHON THIIEPOKCATYPUEH U HEKOTOPBIMH
IPYTUMH BapHaHTaMH He(POKaJIbIIMHO3A.

2.6.3.3. IIceBaornnoanbaoCTEPOHU3M

[IceBporunoanpaocrepoHusM Heobxonumo auddeperunposaTs ¢ auctanbHbiM PTA (1
tun), npokcumanbHbM PTA (11 Tum), runopeHHHEMUYECKIM THITOAIbAOCTEPOHU3MOM.

2.6.3.4. Hedporennslii HecaxapHbIii 1uader

[TepBuuHast MOMTUAMIICUS

LleHTpanbHbIi HECaxapHBIH AHA0ET

OcmoTrueckuil muypes, BCIencTBre TUa0eTHUECKOH THITEPTITMKEMUH.

Ilpu naHHbIX cocrostHusix mpoBeneHue JIJIABII-tecta BbI3bIBaeT MOBBILIEHUE
OCMOJISITTBHOCTH | TUIOTHOCTH MOYH. BO3MOKHO MPUMEHEHHUE TECTa C OTPAaHIMYEHHEM KUAKOCTH.
Hukorna He cnenyer mpoBOIUTE TECT C BOJHOW ACTIPUBALIUEH B MPUCYTCTBUN TUIIEPHATPUEMHIU
W/WTM TIOBBILIEHHOW OCMOJISIBHOCTHU TTIa3Mbl. B 3TOH cuTyaluy, a TakKe B psfe CIydaeB H y
MJTaZICHLIEB, TOCTATOYHO MAPHOTO aHAJTN3a OCMOJISUIBHOCTH MOYH U TIA3MBL.

IHepBuyHAs MOTUANNICHS, WJIH TICHXOT€HHAS] MOJWIMIICHSI, BO3HUKAET Y OOJNBHBIX C
NCUXUYECKUMH HAPYLICHUSMH WM Y JIML, [peOBbIBAOMINX B JJIUTEIBHOM TPEBOXKHO-
MHHUTEJIBHOM COCTOSIHUHU. XapaKTEePHO U30BITOYHOE NOTpedneHune JKuakocTH (1o 12 i/cyr), uto
NPUBOAUT K CHIDKEHHIO OCMOJIUIBHOCTH TuiasMmbl (240-280 mOcwm/kr). IlomaBienne cekperun
AJIl' conpoBoOXKaeTCs YMEHBLUIEHHEM €ro KOHIIEHTPALWH B IUIa3Me€ KPOBU M YMEHBLICHHEM
peabcopOuuu BOABI B AWMCTANbHBIX OTHeNax HedpoHa. Iloka OCMOSSIBHOCTB TUIA3Mbl He
BO3PACTéT 1O HOPMAJIbHBIX 3HAYEHUMN, BbLAENsETCS OONbIION 00beM pa3BeAeHHOW MOYH
(ocmomstibHOCTE MOuH MeHee 250 MOcM/kr, TIoTHOCTB MeHee 1005).

Y 60JIbHBIX € HEHTPAJBHBIM HECAXAPHBIM AHA0ETOM, HMEIOLINX AOCTYI K BOXE, IPU
COXPaHHOM MEXaHU3Me BOSHHKHOBEHHSI JKaXKIbl OyeT OTMEUAThCs MOJUYPHsl (OCMOJISIIBHOCTD
moun MmeHee 250 MOCM/KT, OTHOCHTENbHAsi TUIOTHOCTh MeHee 1005-1007), momumuncusi u
HOpMaJIbHast OCMOJISIIBHOCTB 11a3Mbl (280-295 MOcm/kr).

IMapenxumaTo3Hble 3200/1eBaHUA

CymectByeT menblii psin 3a00NIeBaHMA, COMPOBOXKIAEMBIX IMOBPEKIECHUEM MOYEYHBIX
KaHaJIbLEB W HMHTEPCTHIHA C CHMIITOMAMH IOJUYPUH M TOJUAWUINCHH. DTO IHCTAIbHBIHI
pEeHaJbHBIN KaHANBLEBBIH alWA03, LUCTHHO3, HeppoHODTH3, OOCTPYKTHBHAS YpONATHS,
aMHJIOUI03 TIOYEK, CEPIIOBUIHO-KIIeTOUHAst HepomnaTust, cuaapoM LllerpeHa, MuesoMHas moyka
u Hedpomatuss npu OONE3HH JeTKuX Ienei; Hedponatus, OOYCIOBIEHHAs OTPaBJICHHEM
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CBHHIIOM, JICKAPCTBCHHO-UHAYUHUPOBAHHOEC  TTIOBPECKICHUEC (CO.]'II/I JIUTUA, LII/II[O(bOBI/Ip,

amdorepunuH B). Jluypes B 3TUX ciydasx He mpeBbIIaeT 3,5 .]'I/(MZX CyT).
2.6.3.5. Cunapom Jlugnaa
IlepBuuHbIi rUNepaIbAOCTEPOHU3M
Hexotopsie Bapuantsl cunapoma Muenko-Kymmnara

3. JIeuenue

3.1. KoncepsaTupHoe jeyeHue

3.1.1. IlpoxcumaJjibHble TYOYJIONATHH

3.1.1.1.I'nnodocparemuyecKus paxur

CrannaprtHas Tepanust FGF23-menunpyembix runodocharemudecknx paxutos (X-I'OP,
ayTOCOMHO-IIOMHHAHTHBII ['®P, ayTocomHO-penieccuBHblil '@P) ocHOBaHa Ha OTHOBPEMEHHOM
D (wame KaNpIUTPUOSHA3HAUYEHUH HEOpraHuueckux (ochaToB W aKTUBHBIX AaHAJIOTOB
BUTAMHHA , TAK K€ UCTIOJIB3YEeTCs ab(PaKalblUA0N) H HAMIPABICHA HA KIMHUYECKOE N3JICUeHUE
paxuTa, YIy4LIeHHe TUCTOJOTMH KOCTHOH TKaHU .PaHHee Havaso JieueHusl O3BOJIsIeT H30eKaTh
nepopmaumu kocted. Jl03bI M UIMTENbHOCTb JICYCHHS ONPEAEISIOTCS BBIPAKEHHOCTHIO
PaxXUTHUYECKUX U3MEHEHHH, ypoBHEM (pocdaToB B KpOBH, BO3PACTOM MAIMEeHTOB. bosee BbIcOKne
J03BI TIPENapaToB HEOOXOUMBI B Ha4Yalle TEPAIUU U B IEPHOABI HHTEHCUBHOTO POCTa peOeHKa.

Ontumanbablie 10361 pochaTos He onpeneneHbl. OOBIYHO PEKOMEHAYETCS IEPOPANTbHBIN
npueM ¢ocdara B 1oze 30-40 MI/kr B AeHb 110 3neMeHTapHOMy docdopy B 4-5 nmpuemos 1,25-
ouruapokcu-sutaMuH D3 mpumensiercss B exenHeBHOH pose  0,02-0,05Mmkr/kr/cyT(20-
50mr/kr/cyT) B 2-3npueme

Bo3mokHO moBblieHue 10361 GochaToB B MEPUOIBI MHTEHCHUBHOrO pocra (mo 55-70
MI/KT B IIeHb 10 djieMeHTapHoMYy (hocdopy). Llenas — noctiskenue ypoBHs GocdaToB CHIBOPOTKH
1,0-1,2 MMob/m.

B  Hacrosmee BpeMs IpHMEHSETCs  PacTBOp  HeopraHumueckux  ¢ocharos
(omHO3aMereHHbIH GocdaT HaTpus 2-BOIHBIA — 5 T U AByX3aMemeHHbIH Qocdar HaTpus 12-
BOnmHBIH — 10 r Ha 250 M BOABI), KOHEUHBIH PAacTBOP COAEPXKHUT 7,44 Mr 3J€MEHTapHOTO
docdopa B 1 M.

B GonpimHCTBE ClydaeB He yaaeTcsi OJHOCTBIO HOPMAJIM30BaTh YPOBEHb (ocdaToB B
CBIBOPOTKE.

3amemenue pocdara npeanouTuTenpHee npoBoauTh B popme Phosphat Sandoz, Tak kak
B oxHOH Tabnerke comepxkutrcss 790 Mr murpara, MNPeNOTBPALIAIOINETO pa3BUTHE
He(pOoKaNIbLIHO3A. Taxoxe BO3MOXKEH npuemM npernapara Reducto-spezial
(Harpuriguruaporendochar u auHaTpuii ruaporeHdocdar). OmHako, oba mnpemapara Ha
tepputopun Poccutickoin @eaepanuu He 3aperuCTPUPOBAHDL.

Ontumansabie  1o3bl  mpemapatos  1,25(OH)D3 2 ne onpemenensl. C  1enbro
npenoTBpatieHuss  (pOpMHPOBaHUS He(PPOKATBLUHO3a HEOOXOONMM JWHAMHYECKHI KOHTPOJb
SKCKpEIMH KaibLUs C MOYOH, comepykaHus KanbLus, ¢ocdopa, aKTHUBHOCTH IIEJIOYHON
docaraszbl B ceiBopoTKe KpoBH, Y 3U mouek. B xauecTBe anbTepHATUBBI KAIBLUTPHOIY MOXKET
OBITh HCIIOJIB30BAH AJTb(aKaIbIHIOI

Ponb neuenns pekOMOMHAHTHBIM TOPMOHOM POCTA OLICHUBAETCS MPOTHBOPEUHBO

CyiecTByeT eOUHCTBEHHOE pPAaHIOMU3HPOBAHHOE uccienoBanue Zivicniak M. et al,
KOTOpPO€ MOKA3aJI0 3HAYUTENBHOE yIy4lleHne JUHAMUKH pocTa y 8 u3 16 gereil, noiay4aBLInX
PEKOMOMHAHTHBIN TOPMOH POCTA.

3.1.1.2. lIpoxkcumanbubiii PTA

Pexomennosano nmpumeHenne bukapbonara vatpus (pactsop 4%: B 1 ma — 0,5 MMounb)
WIA LWTpaTHas cMech (Kajus-HaTpusi ruaporeHuuTpar - 1 Tab/l MepHas Jnoxka
rpaHyJIMpoOBaHHOrO mopomka - 1,197 r numonHOH kucnotsl, 0,967 xanus rugpokapOOHaTa,
0,835 r Harpus umrtpara, uto coorBercTyer 10,138 mMmonb murpara) 10-15 Mmonw/kr/cyT (B
TPHU-YEThIpE TIPUEMA).
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JleueHne HOCUT 3aMECTUTENIbHBIA XapakTep C LB BOCIIOJIHEHHs OOJBIINX TOTEPh
OnKapOOHATOB, MPOBOIUTCS €KEIHEBHO U HEMPEPBIBHO, IIeNb - MOANEPIKAaHHE CTaHAAPTHOTO
OukapOoHaTa CBIBOPOTKH Ha ypoBHE 21-24 MMOIB/1.

3.1.1.3. Cunapom Pankonu (ae Tonu-dedpe)

IIpn cuagpome @DaHKOHU OCHOBHBIE Ji€4eOHbIE MEPOIPHATHS HAIMpPAaBICHBI Ha
KOPPEKLIUIO KaHAJIBLIEBBIX MOTCPD JKUAKOCTH U SJICKTPOJIUTOB.

PeKOMeHHOBaHa AACKBaTHaA peruaparaiuus — NpHUEM BOJAbI JOJDKEH COOTBETCTBOBATH
IUype3y U KOPPUTHPYETC MPU BO3PACTAHUU SKCTPAPEHANBHBIX MTOTEPh JKUNKOCTH.

PexomennoBaHna  Koppekuus ~— MeTabONIMYeCKOro  anmuao3a,  THIOHATPHEMMH,
THITOKIMEMHH, TUiodochareMun.
PexomeHnoBaHbI:

- bukapOonat Hatpus (pactBop 4%: 1 Mi — 0,5 mmonb) 10-15 MMONB/KI/CyT (B TpH-YeThIpe
npuemMa), LeNnb - NOAJep’KaHhe CTaHnapTHOro OukapOoHaTa CHIBOPOTKH Ha ypoBHE 21-24
MMOJIB/JI;

- ipenapatbl Kaiust 4-10 MMOJIB/KI/CyT (B TpU-UETBIPE MTpHEMA);

- mepopaJjibHbIi pueM ¢ocdara B no3e 30-40 MI/Kr B AeHb MO dj1eMeHTapHOMY (hochopy
B 4-5 nmpuemoB. Bo3MokHO moBbIeHHe 10361 (HOochaToOB B IEPUOIABI HHTEHCUBHOTO pocTa (10
55-70 mr/kr B neHb mo snemeHTapHoMy (ocdopy). Llens — nmoctmwxenue ypoBHs ¢ocdaTo
ceiBopoTkH 1,0-1,2 Mmonb/n. B Hacrosimee Bpemsi MPUMEHSIETCS PAaCTBOP HEOPTaHUYECKHX
docdaroB (ogHO3aMmerneHHbI docdar HATPUs 2-BOOHBIM — 5 T U IByX3aMelleHHbIN ¢ocdar
Hatpusi 12-ommbiii — 10 r Ha 250 Mu BOABI), KOHEUHBIH pPacTBOpP COAEPXKHUT 7,44 wr
snemenTapHoro pocdopa B 1 M

- HazHauenne 1,25(OH)D3 -2-0,02-0,05mkr/cyT (20-50MI/Kr/CyT) B HECKOJIBKO ITPHEMOB,
C LEeNbI0 MPOQUIAKTHKH He(pPOKAIbLIUMHO3A-TUHAMUYECKHHA KOHTPOJIb SKCKPEINH KaJbLUs C
MOYOH, conmepkaHus Kamblws, ¢ocdopa, akTHBHOCTH INENOYHON (hocdarasbl B CHIBOPOTKE
kpoBH, Y3U mouek. B kadecTBe albTepHATHBBI KAJIBLUTPHUONY MOXKET OBITH HCIIOJIB30BAaH
anb(akaabIuIoN

IIpn HemoctaTouHON 3(PPEKTHBHOCTH BBILIETIEPEUNUCIECHHBIX JEYEOHBIX MEPONPUATHI
O TMPEAOTBPALICHUIO TOTEPb BOXBL, Kajus, HATPUs PEKOMEHIOBAHO TNPUMEHEHHUE
uHnoMmeraruaa 0,5-1,5 Mr/kr/cyT B Ba nmpuema (0OBIMHO MPUMEHSIETCS 10 2-JIETHETO BO3PACTa).
IIpumenenne mnpemnapara y pereii off label — BHe 3aperucTpupoOBaHHBIX B WHCTPYKIMU
JEKapCTBEHHOTO CPEACTBA IMOKA3aHUH — OCYILIECTBISIETCS MPH HATMYHUU TOINHCAHHOTO
UH(POPMHUPOBAHHOTO COTJIACHS POAMTENEH / 3aKOHHBIX MpEACTaBUTENeH (MHIOMETAINH B BUIE
TabJIeTOK OPHUIMANTBHO pa3pelIeH K MPUMEHEeHHIo ¢ 14 neTHero Bo3pacra).

C uenpro BOCHOJHEHMsI MOTepb KapHUTHHA mnpuMeHsiercss L-kapHutuH B posze 50
MI/KT/CyT (B 4eThIpe prema), IIsi KOPPEKLUH THIIOTUPeo3a - L-THPOKCHH.

PexoMeHI0BaHO AOTIOMHUTEIBHOE SHTEPATBHOE MUTAHUE YePe3 HA30TraCTPaIbHBINA 30HA
WA TaCTPOCTOMY IUJIsl KOPPEKLHUs OEITKOBO-3HEPTreTHUECKOW HEOCTATOYHOCTH, KOTOPBIE TAKXKe
MOTryT OBITh HCIIOJIb30BAHBI UII BBENEHHs JIGKAPCTBEHHBIX IMPENapaToB, B ClIydae OTKa3a
pebeHka.

Cnemnduueckass  Tepanusi  HeponmaTHyeckoro UHCTHHO3Aa  Ipenaparom,
coAep:KAlIUM LUCTeAMHHA OUTAPTPAT).
Jleuenne (Ui HETIPOJOHTUPOBAHHOH (HOPMBI LIUCTEAaMHHA OWUTApTpaTa) HAUMHAETCS C

2
HU3KoM 103b1 0,2 1/M /CyT, mpu XOpOoIIed MepeHOCHMOCTH CJIEAYET MOCTENEHHO YBEIMYUBATh

2
no3y B TedeHue 4-6 Henenb 10 ueneBoit 1,30 r/m (st manuentos 1o 12 net) u 2 r/cyt (nus
MaIUeHTOB cTapiie 12 jet, mpenapat HeoOXOAUMO MIPUHUMATH Kaskble 6 4acoB MakcumaibHast

2
7I03a HE [OJDKHA mpeBblmath 1,95 1/M /cyr. DddexktuBHOCTD nefcTBUA LHCTEAMHHA
PEKOMEH/IOBAaHO KOHTPOJIMPOBATH IO OMPENEICHHUI0 KOHLIEHTPALMHA [IUCTHHA B JiefikonuTax (<
1,0 HMONIb IMCTHHA HA MUJUTUTPaMM Oenka). PaHHee HazHaueHHE LUCTEAMHHA CIOCOOCTBYET
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3aMEUICHUIO MTOYEYHBbIX (DYHKIMHA, MPEeJOTBPAINAET 3KCTPAPEHANbHbIC IMOPAXKEHUsSI OPTraHOB U
yaydwaer poct. (I pacTBOpeHHs KPUCTAUIOB LMCTHHA B POTOBHULE NMPUMEHSIOT KaIlIW,
conepskamue uucreamut (0,5% - He MeHee 4 pas/cyT).

3.1.1.4. PenajibHas1 INIIOKO3ypHs

[Ipu u30MMpOBaHHON PEHANIBHON TIIFOKO3YPHUH (THIT A) HE PEKOMEHIYETCS TPOBENCHNE
CHEeLMATBHOTO JIEUEHHs, TaK KaKk B HEM HeT HeoOxomumocTu. B ciydae BwIpakeHHOH
TJIIOKO3YPUH M BO3HUKHOBEHHMH TNPEXOMASINEH TUIOTIMKEMHUU PEKOMEHAyeTcst Ooraras
yreBOAaMu AKeTa 7151 BOCIIOJHEHUs IOTePhb caxapa ¢ MOUYOM.

IIpn TIHOKO30-rallakTO3HOM CcHUHApPOME Manmbabcopbumu (Tun B) pexomeHmyercs
aZieKBaTHasl peruapaTalusi, COOTBETCTBYIOIIAs SKCTPapeHaJbHBbIM MOTEPSM >KUAKOCTH, IO
JKU3HEHHBIM TIOKa3aHUSIM MPUMEHsIETCS [ueTa, MOJHOCTHIO MCKIIOUAIoLass CMECH, OBOLIH,
(pPYKTBL, MOJIOUHBIE U IPYTHE MPOAYKTHI, COAEPIKALIIE TIIFOKO3Y U TaJaKTo3y.

3.1.2. lletsieBble TyOy10NATHH

3.1.2.1. Cunapom Baprrepa

YcrpaHeHue Aeruapatalidu  MyTeM NPONOJDKHTENbHBIX HH(Y3UH H30TOHHYECKOTO
pacTBOpa XJOpHUIA HATPHUS U BOCIIONHEHHE HEOCTATKA XJIOPH/IA KaJlUsl, HHOTAA B COYETAHUH CO
CIIPOHOJIAKTOHOM.

JleueHne MHAOMETALIMHOM MOXKET OBITh HA4aTO HE paHee 4-0 Hemenu >Ku3HU. OObraHas
no3a 0,5-1 mr/kr B neHb (B 3-4 mpuema) 0OBIYHO TOCTATOYHA [T YCTPAHEHUS THITOKATUEMHIH U
MeTa0OJIMUECKOro  ajKkajo3a 0e3 MOCHenyrIero BBEAeHHs XxJjopuna Kamms. HWHorma
HEOOXOIMMO JajbHEHNIIee MOBBILICHHE I03bI 10 2-3 MI/Kr B AeHb. JleueHue Ha3HAuYaroT
MO’KU3HEHHO.

IIpumenenne wuanomeranmHa y paeredl off label — BHe 3apermcTpupoBaHHBIX B
UHCTPYKLHH JIEKAPCTBEHHOI'O CPEACTBA TIIOKA3aHUH — OCYLIECTBISIETCS NPU HAIMYUU
NOJNMCAHHOTO  MH(POPMHUPOBAHHOIO  COTJIACHA  POAUTENCH/3aKOHHBIX — MpPEACTAaBUTENEH
(MHIOMETAIMH B BUE TaOJIeTOK OQHUIMATILHO pa3pelieH K MPUMEHEHHUIO ¢ 14 TeTHero Bo3pacra).

3.1.3. IucranbHble TyOy10naTuu

3.1.3.1. Cunapom I'utenbmana

Pekomennyercsi MOXM3HEHHOE MPHMEHEHHWE TpenaparoB MarHwsa. HaunOomnbimei
OMOMOCTYMHOCTBIO O0NAaar0T mMpemaparbl XJOPHAAa MAarHus, JIAKTaT W aclapTaT MarHus.
[enecoobpaseH nmpuemM MarHus XJIOPHIA B HAYAIbHOH 103€ 3 MMOJIb/M2/CYT uiu 4-5 Mr/Kr/cyT
(B Tpu-ueThBIpe TMpHEMa) , MPHU MPUCOCTUHEHUH WHQEKIUH, CONMPOBOMIAIOLINXCS PBOTOH H
auapeei, 103a MoBBIIAETCS. B ciiydae BOSHMKHOBEHHSI OCTPOHM TETAHMH BBOAMTCS PACTBOP
MgCl2 20% (0,1 mmons Mg/kr), BO3MOKHO BBeneHHe Kaxkabie 6 4yacoB. CyibdaT Maraus
o0JlazjaeT CyLIeCTBEHHO MEHbIIEH OHOAOCTYITHOCTBIO.

KombOunammst amunopuna ¢ xjopugoMm kamust (1-3 mmonb/kr/cyt, B 3-4 mpuema)
MIPUMEHSIETCS TPU CTOMKOW CUMIITOMATUYECKON TMIIOKAIUEMUN, HE KOPPUTHPYEMON XJIOPUAOM
MAarHus .

Beicoknme m03bI MarHusi  CHOCOOCTBYIOT  BO3HHKHOBEHHIO JAMAPEH, IOITOMY
HOpPMaJT3aLHsl YPOBHEH ChIBOPOTOYHOTO MArHHS SIBJISIETCS TPYAHO HOCTIKUMOM 3a1a4ei.

3.1.3.2. lucranbubiii PTA

Lenp Tepanuu — KOpPEKIUs alu103a, NPOPIIAKTHKA JATbHEHIIEro OTIOKESHHS KaJIbLUs
B TIOYKAaX.

PexomennoBano npumenenue: Oukapbonara Hatpus (pacteop 4%: 1 ma — 0,5 Mmoub)
W/WIM  LUTPaTHOH cMmecH (Kanmus-HaTpus ruaporeHuuTpar - 1 Tabd/l mepHas Joxkka
rpaHyJIMPOBaHHOrO mopomka - 1,197 r numonHOH kucnotsl, 0,967 xanus rugpokapOOHaTa,
0,835 r Harpwust urpata, uro coorsercTyer 10,138 MMonb nuTpara) - 5-8 MMONB/KI/CyT (B TpH-
YeTbIpe MpuemMa) - y Aetei 10 2 jet, 3-4 MMOJIB/KI/CyT - y netei crapiue 2 jieT, 1-3 MMOJIb/Kr/CyT
- y aetei crapiue 6 Jer.
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JUis  [OMTEeNhHOrO  MpHeMa, C  LeNbl0  NPOPHIAKTHKHA — IPOTrPEeCCHPOBAHUS
He(QpOKaNTbLIHO32 00s13aTEIPHO PEKOMEH/IOBAHO MPUMEHEHUE KaTHsA-HATPHs THAPOTEHIINTPATa.

Bo3mokHa ~ KOppeKIHst  OCTEONmaTHH  aKTUBHBIMU  MeTaboJuTaMH  BUTAMHHA
D3(uHnuBUIyanbHBIA TOAXOA ,IPUMEHSIETCS] ¢ OCTOPOKHOCTBIO M3-332 BOSMOXKHOCTH YCHIICHUS
TUTIEPKATTBIUYPHH).

3.1.3.3. IlceBaorunoaabao0CTEPOHN3M

IIpu neyenun ncesgorunoanbaocTepoHnsma I Tuna pekoMeHa0BaHbI:

- UCKJIFOUEHHUE U3 AUEeThI KaJIuN-Coep KalluX MPOAYKTOB,;

- BocrnioiHeHue comu - BBeneHue NaCl mo 1,5 r/kr/cyt (mo 50 mmounb/kr/cyT). o3a
noadupaeTcss HHIUBUAYAIBHO, HCXO/S U3 CYTOUHBIX MOTEPh HATPHSI C MOYOH, yPOBHEH HATPHs,
KaJus B KPOBH, MOKA3aTENEH albAOCTEPOHA U AKTUBHOCTH PEHUHA B IIa3Me. Y AeTel MepBhIX 2
JeT KM3HHM A03bl XJIOPUAA HATPHUs, KaK MPaBHIIO, BapbupyT oT 4 r/cyt mo 12 r/cyr. B
OOJBIIMHCTBE CIy4aeB ¢ BO3PACTOM NOTPEOHOCTh B COJIM 3HAUUTENIBHO CHIDKAETCS

- KOppeKLus MeTadoIn4eckoro anunosa; dOukapoonat Hatpus (pacteop 4%: 1 mu — 0,5
MMOJIb) 1-4 MMOJIB/KT/CYT.

IIpu neyenuu ncepnorunoanbaocTepoHusma Il Tuna pekoMeHayeTcs OorpaHuYeHue COJII,
Ha3HauYeHHUe THA3UAOB (THAPOXJIOpoTHasua 1-2 Mr/kr/cyr).

3.1.3.4. Heporennnlii HecaxapHbIii Auader

Ilenu nedeHust - BOCMOJHEHME JKUOKOCTU, COOTBETCTBYIOLIEE €€ MOTEPsIM, CHHUIKECHHE
MOJINY PUH.

PexomennoBaHa nueTa ¢ OrpaHHYEHHEM COJIH U Oenka (11 yMEeHbLIEHUsI OCMOTHYECKOH
Harpy3KH).

PexomMennoBaHa afekBaTHas peruaparanus: BOAa AaeTcs Kaxable 1-2 yaca U He MEHee
2-3 pa3 HOUYBIO, NPHU BBIPAXKEHHON AeruapaTaliy, TUIEPTEPMUH IOKA3aHO BHYTPUBEHHOE
KarejpbHOe BBelNeHHe 5% pacTBOpa TJIFOKO3BI C MOCHENYIOIIUM IepexonoM Ha IapobHoe
NepopajbHOE BBEEHUE

IlepopanbHblil NpUeM KUIKOCTH HE AOJIKEH ONPaHUYMBATHCS MO KOJUYECTBY U BPEMEHH.

PexoMeHna0BaHO Ha3HAYEHHE NUYPETUYECKON Tepanuu:. TMAPOXJIOPOTHA3UA B 103€e 1-2
MT/KT/CYT.

JleiicTBre CBSI3aHO C WHOYIIMPOBAHHBIM THIIOBOJIEMHEN yBEJIHMUEHUEM peadcopOumm
HaTpus U BOAbI B MPOKCHUMAJbHOM KaHalblle, YTO CHUXKAeT BOJAHYIO Harpy3ky Ha A/Il-
YyBCTBUTEJbHBIE YACTH COOMPATENbHBIX TPYOOK.

Bo3MOKHO Takske UCTIONB30BAHUE aMIIOpua - B go3e 0,3 Mr/kr/cyT

Bo3MOkHO codeTaHHOE MPUMEHEHHUE IBYX MpEenapaToB, Tak Kak aMuiIopuz odiajgaer u
KaJauiicOeperaro M AeHCTBUEM .

Hectepounnsie npoTuBoBOCaNUTENbHBIE Tipenapatsl . Munomeranus 0,75-2 mr/kr/cyT
(B mBa-TpH mpuema).

bnokupyss peHaNbHBIH CHHTE3 MNPOCTArJAHAUHOB, SBJSIOLIUXCS AHTArOHUCTAMU
AHTHINYPETUYECKOTO TOPMOHA, MPenapaTr MOBHIIIAET KOHLIEHTPALMOHHYIO CIIOCOOHOCTD MOYEK

IIpumenenne npenapara y aereii off label — BHe 3aperucTprpoBaHHBIX B UHCTPYKLUHU
JIEKAPCTBEHHOI'O CPENCTBA IOKAa3aHUNW — OCYLIECTBISETCS IPU HAJW4YUM [OANHUCAHHOTO
UH(POPMHUPOBAHHOTO COTJIACHS POAMTENEH / 3aKOHHBIX MpeACTaBUTENeH (MHIOMETAINH B BUIE
TabJIeTOK OPUIMATBEHO pa3pelleH K MPUMEHEeHUIO ¢ 14 jeTHero Bo3pacra).

3.1.3.5. Cunapom Jlugana

Pexomennyercsi orpannueHne MOTpeONeHHsT COJNHM, Ha3HaueHHe KanukcOeperaromux
IUYPETUKOB (aMIJIOPUA, TPUAMTEPEH).

[IprMeHeHe CIMPOHOIAKTOHA HELleNIeCOO0Pa3HO, B CBS3H C PE3UCTEHTHOCTHIO K HEMY .

3.2. Xupypruieckoe JjieueHae

[Ipu mo31HO HA4YaTOM JIeYeHUN TUTTO(POCHATEMUIECKOTO PaXUTa BO3MOKHO IIPOBEIEHUE
OPTOMENNYECKOH XHUPYPrUYECKOH KOPPEKLUUH Ml yCTPaHEeHUs nedopManmii HUKHHUX
KOHEUYHOCTEH.
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Xupyprudeckasi KOppeKIusl TOJDKHA MPOBOAMUTCS TOCHE 3aKPBITHS 3MH(U3APHBIX 30H
pocra.

I[Ipn HeppomarHMyecKOM LUCTHUHO3€ B  TEPMHUHAIBHOH  CTaguH  ITOYEYHOM
HEIOCTATOYHOCTH METOAOM BhIOOpPA SIBISIETCS TPAHCIUIAHTALNS TTOYKH

Cungpom @aHKOHM HHUKOTJAa HE PpELUIUBHUPYET B TPAHCIUIAHTATe, & BbIIBJICHUE
KPUCTAJUIOB LIUCTHHA B TIOYEYHOW TKAHU OOBACHSAETCS HX 3aHOCOM JICHKOLUTAMH U
MakpodaraMu X03siMHa. POICTBEHHUKHY MALUEHTA, SIBISIFOIINECS T€TEPO3UTOTHBIMI HOCUTEIISIMHU
LIUCTUHO3a, MOTYT OBITh AOHOPAMH TOYKH, T. K. 3TO 3a00JeBaHHE y HUX HE Pa3BHBAETCSL.
Jleuenne nHMCTEAMMHOM TMOCHAE€ TPAHCIUIAHTALUMM TOYKU JOJDKHO TNPOAOJDKATBCA — AJIs
BO3JIEHCTBUS HA SKCTPAPECHAIBHBIE TPOSBICHUS LIUCTUHO3A.

4. Peadbuaurauus
[Tpu TyOynonaTusix peabuINTAIOHHbBIE MEPOTIPUSITHS HE TPUMEHSIFOTCSI.
Bo3morkHa peabunurtanus Mocie OpTONEANYECKON KOoppeKuuu aehopMaruil HUNKHIX
KOHEYHOCTEH y MalneHToB ¢ runodochareMudecKum paxuToM.

5. llpodunakTuka ¥ JUCNIAHCEPHOE HAOII0AeHHe

S.1. Ilpo¢unakrTuxka

PexomeHayeTcss reHeTHdyeckoe KOHCYJIbTHPOBAHUE pOAMTENIEH AeTedl ¢ BTOPUUYHBIM
cuHapoMoM PaHKOHH, 00YCIIOBICHHBIM T'€HETHUECKUMH OOJIE3HSIMH (LIMCTUHO3, TaJAKTO3EMHUS,
HACJIEICTBEHHAsT HEMEePEHOCUMOCTh (PPYKTO3bI, TUpo3uHemus (tum 1), rmmkoreno3 (tum 1),
6one3np Bmunmbcona-KonoBanmoBa u ap.), runodocareMudeckuM paxuToM, CHHAPOMOM
baptrepa, cunapomom IurenbmaHa, HEQPOTEHHBIM HeCaXxapHbBIM JAHAOETOM, C IIEJIBIO
OOBSICHEHUS] 3aKOHOMEPHOCTEH HACJIEOBAHUS W MPOTHO3UPOBAHMS PHUCKOB IOBTOPEHHS
0OoJIe3HU TIPU TOCTEAYIOMUX OEPEMEHHOCTSIX.

Marepu 1 oyloBrHA cecTep OOIbHBIX HEPPOTeHHBIM HECAXapHBIM JHA0ETOM MAJTbYHUKOB
- HOCHUTEJIU MyTaHTHOTO T'€Ha, PUCK OOJIE3HU Cpeny CHIHOBEH M HOCHTENbCTBA CPEAH AO0Uepeil
paBen 50%.

AHanu3 poIOCIOBHON COCTOHUT B TIOMCKE CIYYaeB MOATBEPKIESHHOTO 3a00JIEBAHUS U €T0
OCHOBHBIX CUMIITOMOB Y YIEHOB CEMbU U POACTBEHHUKOB.

BeposiTHOCTE pokneHus peOeHKa C MOBTOPHBIM ClIydaeM CHHApOMa | uTenbMaHa y
poauTeNei, yxke UMEr X 00IpHOTO pedeHKa, cocTanisieT 25%. bonee crapmiuM neTsM CeMbH,
HE HMMEIOIINX IPHU3HAKOB CHUHApoMa | mrenbmaHa, Takke HeoOxomumo mnposepenue JIHK-
TUArHOCTHUKH, B CBSI3H C BO3MOKHOCTBIO MOSIBJICHHUS KITIMHIYECKUX CUMITTOMOB B O0Jiee o3 1HUIH
MEPUON XKU3HU. YUUTBIBAsi XOPOLIUI MPOrHO3, AaHTEHATAIbHBIN TMarHo3 CuHApoMa I urensmana
HE PEKOMEHAYETCsl.

5.2. Benenne nanueHTOB

5.2.1. IlpokcumanbHbIe TYOYJI0NATHH

5.2.1.1. I'nnogocdaremuueckuii paxur

B Hauane Tepanuu, B TeUEHHE YETHIPEX HENENb, PEKOMEHIYETCs exkeHenenpHbli (1 pas B
HEJIeNIF0) KOHTPOJIb JIA0OPATOPHBIX IMOKAa3aTesel, ypoBHel kanmblus, (ocdopa, merodHon
docdaraspl, mapaTropmMoHa B KpPOBH, IKCKpeUuH Kanublus, ¢pocdaTtoB ¢ MOUYOH, mMoO3qHEe -
amMOyJIaTOPHBIN KOHTPOJIb POCTA, TAOOPATOPHBIX TAaHHBIX [JIsI ONTHMAJIbHOHN alaNTalliy TePaTuH
JIOJDKEH MPOBOJUTBCS HE MEHEee UYeThIpeX pas B Iofl.

HeoOxoanMocTh pagnoNorn4eckoro KOHTPOJIS paxuTa ONpPenesieTcs] KINHIUECKUMHU U
OMOXMMHUYECKUMH KOHTPOJIBHBIMH MTOKA3aTEISIMU

VY3U nouek OOMKHO MNPOBOAUTBCS HE MeHee | pasa B roj JUlsl HCKJIFOYEHMUs
HeQpOKaNIbLHO3A.

5.2.1.2. IlpoxcumManbHbIi peHANbHbIN TYOyasipHblil anuaos (I Tum)

KonTpone KIIC, 3nekTposuToB KpoBU (KaJuii, HATpHUH, XJopunasl) - 1 pa3 B 3 mecsua
(mocne moxpOopa ONTUMATLHOM N03bI OMKapOOHATa HATPUS).

5.2.1.3. Cunapom ®anxonu (ne Tonu-/Aedpe)
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Kontpone KIIC, cbIBOpOTOUHBIX YpPOBHEW KpeaTWHHHA, Kajus, HATPHsl, XJIOPHIOB,
kanbius, pocdopa - 1 pa3 B 3 mecsima (mocie moadopa ONTUMAIBHBIX 03 OukapOoHaTa HATPHS,
npemnapara kanus, ¢pocdara, KaTbLIUTPUONA WIH aTb(PaKaabIHI0a).

Pagnosnoruyeckuit KOHTPOJIb paxHTa OMPEAENSeTCS KINHIUECKUMH U OMOXUMHUYECKUMHU
KOHTPOJIbHBIMU MOKa3aTesIMU.

Y3U mnouek OOMKHO NPOBOAMTHCS HE MeHee | pa3 B Troa Ui HCKIIIOYEHHS
He(pOKaNIbLIHO3A.

5.2.1.4. PenanbHasi INIIOK03ypHUA

HabmroneHue nanueHToB ¢ H30JIMPOBAHHON pEHANBHON TIIFOKO3ypUei He TpeOyeTcsl.

5.2.2. IleTaeBbie TYyOyI0NATHH

5.2.2.1. Cuaapom Baprrepa

KonTpone KIIC, snexTponuToB (Kajwii, HATPHUHA, XJOPHUIbI), KAJIbLUS U KPEATHHHHA
CBIBOPOTKH - 1 pas B 2 mecsina (rocie nogdopa OnTUMAaIbHON 103bl HHAOMETALMHA).

VY3H nouek - He MeHee 1 pa3za B rox mociie yCTaHOBJIEHMsI AUArHO3a HEOHATAJIbHOIO
cunnpoma baprrepa.

5.2.3. lucranbHble TyOyaonaTuu
5.2.3.1. Cunapom I'mrenibmana

AmMOynaTtopHoe HaOJoIeHne OonpIIMHCTBA  OE€CCUMITTOMHBIX MAI[UEHTOB
ocyecTsisieTcst Hepponorom 1-2 pasa B rog. B xakaplii BU3UT manueHTa 0co00e BHUMaHHUE
ynemsiercss »kanobaM, OOyCIIOBIEHHBIM THIOKaIHEeMUed (ycTajiocTh, MbllieuHas ciadocCTs,
3aropskl, ceplevyHas apUTMHs) U TUIIOMAarHe3eMuel (TeTaHus, CyJOpOTrH, NapecTe3nH, OOIb B
CyCTaBax M MBIIILAX ), OIPEACISIFOTCS ChIBOPOTOYHBIE YPOBHU KaJIHsl, MarHusi, OukapOoHaTa.

5.2.3.2. IucTranbHbIN peHAJbHBIN TYOyasipHbii auuaos (I Tum)

KonTpone KIIC, 31neKTposuTOB KPOBU (KaJuii, HATPHUH, XJopuasl) - 1 pa3 B 3 mecsua
(mocne mopdOopa ONTUMATLHOM 1036l OMKapOOHATA HATPUS).

VY3H nouek — 1 pa3 B 6 MecsLes.

5.2.3.3. IlceBaorunoanba0CTepoOHH3M

KonTpons aprepuansroro nasnerns, KIIC, ypoBHs kpeaTHHHHA, 3JEKTPOJIUTOB KPOBH
(xanuii, HATPUH, XJIOPUIBI).

5.2.3.4. HedporeHHblii HecaxapHbIii 1uader

KonTpone KII[C, kpeaTHHNHA, SJIEKTPOIUTOB KPOBH (KaJMii, HATPUH, XjIopuzsl) - 1 pa3
B 3 Mecsina (ociie moadopa ONTUMATBbHON METUKAMEHTO3HON TePaTIHH).

VY3H nouek — 1 pa3 B 6 mMecsLes.

5.2.3.5. Cunapom JInaana

KonTpone KIIIC, 351eKTpoauToB KPOBHU (Kaui, HATPUIL, XJIOPUIIbI).

6.1. OcnoxxHeHus

Cunpnpom PaHKOHH, TCEBIOTHIIOANBAOCTEPOHU3M (THI 1), He(ppOreHHbIH HecaxapHbIA
nuaber: TsKeNnas AeTUApaTaLus.

I'mrok030-ranakTo3HbIl CHHAPOM MajbaOcopOuuu (Tun B): Tspkemas mermpparanus,
He(QPOKAITBLITHO3.

Huctanbubiii PTA (I Tun): HeQpoKaabIIMHOS.

6.2. Ucxoabl 1 Nporuo3

6.2.1. IlpokcumanbHbIe TYOYJI0ONATHH

6.2.1.1. I'nnogocdaremuueckuii paxur

IIpn paHHEM YyCTaHOBIIEHHMH JaMarHo3a runodocareMudeckoro paxura, Teparus
docharom u 1,25-nuruapokcu-sutTaMuHOM D3 crocoOCTBYeT M3NIEYEHHIO PAaxXUTOMOMOOHBIX
nedopmanui, CTPYKTypa KOCTHOH TKaHU MOJHOCTHIO HE BOCCTAHABINBACTCS.

6.2.1.2. IlpoxcuManbHbIi peHANbHbIN TYOyasipHbIii anuao3 (II Tum)
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JituTenpHast TmoAIIeNadnBarommas tepanus 3PQPEeKTHBHA, a NPU TPAH3UTOPHOM
MJTAZICHYECKOM THIIE BBI3BIBAET OBICTPOE YBEJIWYEHHE POCTa U C BO3PACTOM MOXKET OBIThH
npepBaHa 0e3 OMaCHOCTU PelUANBA CHHAPOMA.

6.2.1.3. Cunapom ®anxonu (ne Tonu-/Aedpe)

[Iporao3 3aBUCHUT OT MPHUYWHBI, OOYCJIOBUBLIEH 3a00JIeBaHUE, TSKECTH MOYEUHBIX U
JKCTpapeHaJbHbIX MposiBieHui. Unnonatnyeckuii cuaapom Pankonu (ne Torn-Iledpe) moxer
NPUBOAUTE K XPOHUYECKOW MOYEYHOH HENOCTATOYHOCTH B IOAPOCTKOBOM HJIM B 3PEIIOM
BO3pacTe.

Hedponmaruyeckuii HUCTUHO3 BENET K XPOHUYECKOW TMOYEUHOH HEAOCTATOYHOCTH,
HApPYIIEHUSIM 3PEHUs, THIOTHPEO3y, MPOTrPECCUPYIOIIUM HEBPOJIOTHYECKHM PaCCTPONCTBAM,
muornariy. PaHHee HasHaueHUE crenn(UUECKOH Tepamuy LUCTHHO3a IMO3BOJISIET OTCPOUYHUTH
HACTYIUICHHE XPOHUYECKOH MOYEYHOH HEOCTATOYHOCTH U YIIYUILIHTD (PU3NIECKOE Pa3BUTHE.

6.2.1.4. PenanbHasi INIIOKO3ypHUA

[Ipn M301MpPOBAaHHON PEHATBHOHN TIFOKO3YpPHH MPOrHO3 OsarompusteH. [Ipu rimoko3o-
raJlakTO3HOM CHHAPOME MasibadCopOIuu MPOrHO3 ONaronpusTeH, eCIH JICYeHHEe HAdaTo O
NOSIBJIEHHST HE(PPOKAITBLINHO3A.

6.2.2. IleT1eBbIe TYOyIONATHH

6.2.2.1. Cuaapom Baprrepa

B GonpmmHCTBE CitydaeB NpOrHo3 OmaronpusATHbeIA. WHTENNEeKTyanbHOE pa3BUTHE HeE
crpagaer. Ilpu HeoHatanmpHOM cuHApOMe bapTrepa runepkanbLUuypusi COXpaHsSeTCs,
He(QPOKANTBLIHO3 MEAJICHHO TPOTPECCUPYET, MPUBOJS K IOYEYHOH HEJOCTATOYHOCTH.

6.2.3. lucranbHble TyOya0naTuu

6.2.3.1. Cunapom I'mresibmana

[Iporuo3 npu cuaapome [ urenrpmana B OONBIIUHCTBE CIy4aeB ONArONPUSITHBIN.

6.2.3.2. IucTranbHbIN peHAJbHBIN TYOyasipHbIid auuaos (I Tum)

IIpu muctanbHom PTA mporHo3 OmarompusiTeH, €Ciiu JIeUeHUEe HAa4yaTo O MOSBICHUS
HepokanbLuuHO3a. HedpokanbMHO3 MEAJIEHHO NPOTPEeCcCUPYET, NPUBOAS K IOYEHHOM
HEJOCTaTOYHOCTH.

6.2.3.3. IlceBaOrunoanba0CTePOHH3M

Ilpuy ayTOCOMHO-pELECCHBHOM BapHaHTE ICEBAOTUIOATIBAOCTEpOHM3Ma Tulm [
(momuopranHas ¢opMa) BO3MOXKHBI JIeTalbHble HCXOABL [Ipu ayTOCOMHO-IOMHHAHTHOM
BapuaHre (peHanbHas popma) mporHos dosee OaronpusiTe .

6.2.3.4. Hedporennnblii HecaxapHblii 1nader

UznedeHnst oT BPOXKIEHHOrO He(PpPOreHHOro HecaxapHoro nuadera He Hactymaer. B
IPYOHOM BO3pAcTe€ BO3MOXKEH JIETAIBHBIA UCXOJ Ha (POHE 3IOKAYECTBEHHOH THIIEPTEPMUH, He
MO AAOLIEHCS JICUSHUIO aHTUITUPETHKAMH, BCICACTBHE OBICTPO Pa3BUBLICHCS AETHAPATALIAU.
Co 2-ro roma >KM3HM TPOTHO3 YIJIYYIIAETCS B CBSI3U C TOSIBJICHHUEM JKXKIbl U CIIOCOOHOCTH
aJ€KBATHOTIO MPUEMA KUIKOCTH.

6.2.3.5. Cunapom JInaana

HecBoeBpemeHHast [uarHoCTUKa CUHApPOMa JIuaama u OTCyTCTBUE afieKBaTHON Teparuu
TSDKEJION apTepHATbHON TMIEPTEH3UH MOXKET NMPUBECTH K PA3BUTHUIO XPOHUYECKON MOYEUHON
HEJOCTaTOYHOCTH, BIUIOTH A0 TEPMUHAJILHON CTaIHUH.

7. THAMKATOPBI KAYeCTBA 0KA3AHUSI MEAULHHCKON NOMOIIH AETSM C

TyOyJIONATHSIMHU
N Kpurepnii IToporosoe Meroauka pacuera
/1 3HAYCHHUE
1 [BeimosHEHO HCCIIETOBaHNE 100 % [KonmuecTBO meTeil, COCTOSIUX Ha

KHCJIOTHO-IICJIIOYHOI'O
COCTOSAHUA KPOBU
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yaeTe ¢ TyOyJonaTuei, KOTOpbIM
BBINIOJTHEHO UCCIIE0OBAHUE KUCIOTHO-
[1IEJIOYHOTO COCTOSTHUS KPOBH

HaOII0NEHHUEM JIeTEN C
TyOynonaTusiMu

2  |BBIIOJHEHO HCCIIENOBAHNE 95 % [KomuecTBO meTeil, COCTOSIMUX Ha
OMOXMMHUYECKOT0 aHAIN3 yueTe ¢ TyOyJonaTuel, KOTOpbIM
KPOBHU (KaJui, HATPUH, BBITTOJIHEHO UCCIIEIOBAHHE OMOXUMUYECKOTO
X TOpHIBI, KabIui, hocdop, AHAJTN3a KPOBH
KPEaTHHUH, TJIF0K03a)

3  |BpmmoaHEHO HCCIemOBaHIE 100 % [KonmuecTBO meTeil, COCTOSIMUX Ha
oO11Iero aHamM3a MO4H yueTe ¢ TyOyJonaTuel, KOTOpbIM
(rroko3a, 6emnok) BBLITIOJTHEHO UCCIICOBaHIE OOIIEro aHam3a

MOYH

4 |BoITiOHEHO HCCIIeIOBAHUE [Konu4aecTBO feTel, COCTOSIIITUX Ha
OHOXMMHUYECKOT0 aHATH3a 90 % yueTe ¢ TyOyJonaruel, KOTOpbIM
MouH (TJIF0K03a, hocdarsl, BBITIOJTHEHO UCCIIEIOBAHHE OHOXUMHYECKOTO
KaJbLIHi, OEI0K) aHaM3a MO4H (TJII0K03a, pocdaTer,

KaJbIUH, OeJI0K)
S  |BBIMONHEHO UCCIEAOBAHNE 100 % Konu4aecTBO feTel, COCTOSIITUX Ha
pPH cBekeBBINMYIIEHHON MOYH yueTe ¢ TyOyJonaTuel, KOTOpbIM
BBITIOJIHEHO Hccienosanue pH
CBE)XEBBINYIIIEHHON MOYH
6 [Bemonaeno Y3U modek 100 % [KonudecTBo sieTel,, COCTOSIINX Ha
yueTe ¢ TyOyJonaTuel, KOTOpbIM
BeITIONIHEHO Y 3U mouek

7  |BeINOIHEHO U3MEPEHUE 100 % [KonnuecTBo nereil cocTosAMmUX Ha

ApTepHabHOIO 1aBJIEHUs yueTe ¢ TyOyJonaTuel, KOTOpbIM
BBINIOJTHEHO U3MEPEHHE apTepUaIbHOIro
aBJICHUSI

8  |OxBar cTanoHapHbIM 100 % Konmuectso nereit ¢ TyOynonarusmuy,
neueHneM B [POLIELINX JEUEHUE B
He(hPOJIOTHIECKOM HedposorudeckoMm otaenernn [ /b
otnenennu PJIKb v PJIKB x 100 % /

oOlee KOJUYECTBO JETEH,
HY>KIAIOIIUXCS B JICUEHUH B
HedposorudeckoMm otaeaeruu [ J1b
v PJIKb

9 [[lonHOTa BBINONHEHUS 95 % KonnuecTBO NanueHToB, Y KOTOPBIX
[pEKOMeHaLui oce [PEKOMEH/IALIMH BBITOJHEHBI B IOJTHOM
BoImrcky n3 PJIKb obbeme x 100 % / obimee KOTUIECTBO

Mal€HTOB, BHIMMCAHHBIX U3
oraenenuii I'J1b, PJIKB,

10 |OxBat AUCHaHCEPHBIM 95% Konmuectso nereit ¢ TyOynonarusmuy,

OXBAYE€HHBIX TUCITAHCEPHBIM
HaOroneueM x 100 % / xonmuyecTBo

nereii ¢ TyOyJonaTusiMu
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®enopenko A E. 3aseayromuit  JIOP-otnenennem PJIAKB M3 JIHP, BHemraTHbIi
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Jonenxkoii Haponnoti Pecniybanku o npoduimo «Ilenuarpusiy:

Ne
o Damunus, UMsl, OTYECTBO Mecto paboTs!
I'maBHBIA crenuanucT OTAeNa OXpaHbl MAaTEPUHCTBA U
1 JIsnnuk Bukropus nerctea  JlemapramMeHTa — OpraHu3allMM  OKa3aHWs
" | AnexcaHapoBHa meaunuHckoi momoru M3 JIHP, npencenarens Paboueit
Ipynmbl
I'maBHBIA cHenMaNuUCT OTAENa OXPaHbl MATEPUHCTBA U
) Mumyk CsetnaHa nercrBa  JlemaprameHTa ~— OpraHM3aluM  OKa3aHUs
" | OneroBHa MemuiuHcko momomm M3 JIHP, 3amecturens
npencenarens: Padoueil rpynmsl
Bpau-meroauct PecniyOrkaHCKOro IIEHTpa OpraHu3aluu
3ApaBOOXPAHEHUs,  MEOULIUHCKOM  CTaTUCTUKU U
3 JIuxosun Enena uHpOpMaNOHHBIX TexHoJoruit M3 JIHP, BHewmraTHbIN
" | AnexcaHapoBHa pecnyonukanckuii cnieumannct M3 JIHP mo Bompocam
IETCKOH WHBAJUTHOCTH u amOyJlaToOpHO-
MOJIMKJIMHUYECKON OMOIIU AETSIM
4 Kyuepenko Huna 3aenyromuii  kadenpod  AeTCKMX — MH(EKIMOHHBIX
" | IlerpoBHa oonesneri 'OO BITO JIonHMY um. M. I'oprkoro
IIpodeccop xadenpsr nerckux HHPEKITUOHHBIX OoNe3HEH
Bbobposuukast AHTOHHHA
5. P TOO BIIO [osHMY um. M. Topbkoro, mOKTOp
HBanosHa
MEANLMHCKUX HayK
JoueHT xadenpbl AETCKUX HHPEKUHMOHHBIX OOje3Hel
I'0O BIIO JonHMY wum. M. I'oppkoro, BHEIITATHBIN
Mensenesa Bukropus o
6. Banepbenia peciyOnmkanckuit  cnemmamuer M3 JIHP  mo
P WH(PEKIIMOHHBIM OOJIe3HsIM MeAUATPUYECKOro mpoduls,
KaHIUAAT MEIUIIMHCKUX HayK
Tnsaesckuii eopri Houent kadenpbl mnexuatpuu, HeoHatojorun DOUITO
7. P oo BIIO HouHMY wum. M. Toppkoro, kanaumar
JleoHnnoBuu
MEANLMHCKUX HayK
Tonosko Onbra Houent kadenpbl mnexuatpuu, HeoHatojorun DOUITO
8. oo BIIO HonHMY wum. M. Toppkoro, kanaumar
Ky3spMuunuHa
MEANLIMHCKUX HayK
Houent kapenpsr nequarpun Ne 1 'OO BIIO lostHMY
. uM. M. 'oppkOro, = BHEINTATHBIA  pecnmyONMKaHCKHUN
Octposckuit Uropp
9. cnequanuctr M3 JIHP 1o  racTposHTepojoruu
MaxkcuMoBHY
NeIUaTPUIECKOro npoduiss, KaHIUAAT MEIUIUHCKIX
HayK
Houent kadenpe! nenuatpun Nel I'OO BIIO JouHMY
uM. M. 'oppkOro, = BHEINTATHBIA  pecrmyONMKaHCKUN
Yennan Jlronmuna
10. cnequanuct M3 JJHP mno  kapauopeBmarojoruu
Jleonunosna
NEeIUaTPUIECKOro Npoduis, KaHIUAAT MEIUIIUHCKIX
HayK
Becconos JMurpuii 3aMecTUTENb T€HEPATbHOTO JUPEKTOpa 10 HEOHATOJOTHHI
11. P JPLIOMu/l M3 JIHP, BHeIITaTHBIA pecnyOIrKaHCKUN
AHaToNBEBUY
criermmauct M3 JIHP mo HeoHnaronmoruu
Bpau-ueBponor HEBPOJIOTHYECKOTO OTJEJIeHUs]
Mockanenko MapuHa P P . pe N A
12. PecniyOnukaHckoii NeTCKON KIMHIYECKOH OoMbHUIBEI M3

AHaToJibeBHA

JIHP




Mockanenko Cepreii

JoueHTt kadenpsl IeTCKOW XUPYPrUU U aHECTE3HOJOTHU
0O BIIO HonHMY wum. M. I'oppkoro, BHEIUITATHBIN

13. BateHTHHOBHH pectiyOnmkanckuit  cnemmamuetr M3 JIHP  mo
aHECTE3NOJIOTUU TEeNUATPUIECKOro NMpOopuIIsd, KaHIUAAT
MEANLMHCKUX HAyK
[Tmenuynas Enena 3asenyromuii kadeapoit neguatpuu OUIIO I'OO BIIO
14.
BrnanuMmuposHa JouHMY um. M. I'opbkoro
3aBeAylOLUN OTHENeHUEeM JAEeTCKOW KapIMOJOTHH U
Koros Baucias KapaAMOXMpyprum Huctutyra  HEOTIOXKHOHN 51
15. BOCCTaHOBUTENbHON xupypruu umenu B K. I'ycaka M3
I'ennanbeBuu N .
JUHP, BHemTatHbIil pecryOnukaHCckui creuuanuct M3
JUHP 1o kapauoxupypriu neguaTpudeckoro npoduis
3aBeayrouui OTHEJIEHUEM HEBPOJIOTUHU
16 IIpoxoposa Jlronmumna PecnyOnukanckoli neTckoil KImHIUecKoi OonbHUIB M3
" | MuxalinosHa JIHP, BHewmTaTHbIN pecriyOnukaHCKuil crenuamuct M3
JIHP o HeBposioruu neguatpudeckoro npodus
17 Canexos HUrops 3aBeAyOLUI HEBPOJOTMYECKUM OTHeNeHueM Jlerckoro
" | AngpeeBuy KJIMHUYECKOro LeHTpa r. MakeeBKku
Houent xadenpsr otojapunrojornu ['00  BIIO
13, Anppees I[laBen TonHMY
Bnagumuposuu
uM. M. 'oppkoro, kaHauaaT MEIUIIMHCKUX HAyK
3aBeayrouui OTHEJIEHUEM OTOJIAPUHTOJIOTUU
19 ®denopeHko Axapeit PecnyOnukanckoit nerckoil kmuHmueckon OonbHUIB M3
" | EBrenpeBuu JIHP, BHemnTaTHBINA pecnyONMKaHCKUN crienuamuct M3
JIHP 110 0TOIapUHTOJIOTHH MeUaTPUIeCcKoro npoduis
20 Jlerxas Hatanes Bpau-nedponor PecnyGnnkanckoit JNETCKON
| MuxaiijgoBHa KJIMHHYeCKOoM OonbHuIb M3 JIHP
3aBeayrouui HeQPOJOTHIeCKUM OTHEJIEHUEM
1 ITanosa Hanexna PecnyOnukanckoli neTckoil kKimHnuecKoi OonbHUIB M3
" | UBaHOBHa JIHP, BHemTaTHbINA pecrnyOaukaHCkuii crieruanuct M3
JIHP o Hedponoruu neguatpudeckoro npodus
3aBeayrouui OTHEJIEHUEM MyJIbMOHOJIOTHH
29 Jlenapt TaTbsana PecnyOnukanckoit neTckoil KmHnuecKon OonpHIIB M3
" | BuranbeBHa JIHP, BHemTaTHbINA pecrnyOaukaHCkuii crieruanuct M3
JUHP o myJapMOHOJIOTHH MEAHATPUIECKOTO PO HIst
23 Mapxkos Cepreit I'maBHbIN Bpau PecriyOnmKkaHCKON NETCKOH KIMHMUYECKON
" | EBrenpeBuu OompHUIEI M3 JIHP
4 byxtusipos Dayapn 3aseayroumuit gerckum otneneHueM KY «{I'’Kb Ne 3
" | BanpTepoBuu r. JloHenka»
Bpau-anneprosor Pecniybnukanckoi JIETCKOMN
25 3uboposa HOmus knuHudeckoir  GompHMIBl M3 JIHP, BHemrarHbIi
" | BnanumuposHa pecriyOnmkanckuit  cnemmamuer M3 JIHP  mo
AJIJIEPTOJIOTUN NIETUATPUIECKOTO MPOGUIIs
2% Xunuackas MuaHa Bpau-undexmonucr PecnyGnukanckoi JEeTCKOU
" | Buxroposna KJMHI4Yeckoi 6onbHuIEl M3 JIHP
3aBenyromuil oTAeIeHnEM neTcKoi odTampmonoruu KY
27 Korny6eii ['anuna «II'Kb Ne 20 r. JloHenka», BHEIUTATHBIN
" | BnanumuposHa pecniyOnukanckuii  cnemmamuer M3 JIHP  mo
o(TaTpMONIOrHy NEUATPHUECKOTO PO HIIS
3. Bnacosa Haranbs 3aBenyromuil JEeTCKUM OTAeNeHneM PecnyOmmkaHCKON

AHaToJibeBHA

KJIMHUYECKOW mcuxuarpuueckod OompHUIBl M3 JIHP,
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BHEINTATHBIN pecryOnmukanckuii cnermanuct M3 JIHP mo
NCUXUATPUH NTEANATPHUECKOT0 Npod st
Bpau-meroauct PecniyOmikaHCKOro IIeHTpa OpraHu3aluu
Uypunina Anna 3paBOOX PaHEHNH, MeL[I/ILII/I}vICKOI\/'I CTATHCTHKH ~ H
29. uHpOpPMALMOHHBIX TexHoJoruit M3 JIHP, BHemTaTHbIN
KoncrantunosHa o
pecniyonukanckuii - cnerpanuct M3 JIHP mo Bompocam
NEPBUYHOHN M PeadMIINTALIMOHHON MOMOIIHU IETSIM
Bpau-craTuctuk Pecny6nukanckoro LIEHTpa
OpraHu3aLuu 3/1paBOOXPaHEHNH, MEAULIMHCKON
30 MyxnbinnHa Hatanes CTaTUCTHKHU M MH(POPMAMOHHBIX TexHosoruiit M3 JIHP,
" | EBrenbeBHa BHEIUTATHBIN pecryOnukanckuii cnermanuct M3 JIHP mo
KOOpAMHAIMU paboThl C OETBbMHU-CHPOTAMH U JE€THMH,
OCTaBJICHHbIMHU 0€3 POAUTEIHCKOrO MOMEYECHHUS
H.o. 3aBEYIOLIETrO OTJeJIeHUEM IEeTCKOU
onkoremarogorun HHctutyTa HEOTJIOKHOU W
IOnpamesa Caernana o
31. ATIeKCAHTPOBHA BoccTaHoBuTENbHOM xupypruu uM. B K. I'ycaka M3 JIHP,
BHEIUTATHBIN pecryOnukanckuii cnermannct M3 JIHP mo
reMaTOJIOTHH NMEANATPUIECKOTro Ipodust
30 Mycradpuna Tumyp 3aBeayrouuil oTaeneHueM HoBopoxkaeHHbX J{oKTMO
| AxaTueBud M3 JIHP
33 Crproxosckas Enena 3aBenyromuii OTAEICHHEM HEOHATAIbHOTO HAOOACHHS U
" | AHaTONIBEBHA nedeHnst HopopoxkaeHHbix JAPLIOMuJl M3 JIHP
34. | Jtyrosa Enena Banepressa 3aBenyroumii otneneHueM HoBopokaeHHbIX KY «IKI'b
No 6 r. JloHerka»
Bpau neonaronoruueckoro oraeneHuss KY «UI'Kb Ne 6
35 Haspoukas Onbra r. JIoHeka», T[JaBHBIM  BHEIUTATHBIA  HEOHATOJOT
" | EBrenbeBHa yIIpaBlieHUs 3/1paBOOXPaHEHHUs aAMMHUCTpALIUH
r. JloHenka
36 Bomakosa Jlrogmuna 3amecTuTeNnh TJABHOIO Bpada Mo JieueOHOUM pabore
" | HuxonaesHa JleTckoro KIMHUYECKOro HeHTpa r. Makeesku
37 Eroposa TatpsiHa Bremrrarneiii pecybnukanckuii cneumanuct M3 JIHP no
" | AnexceeBHa SHAOKPHHOJIOTUH MEANATPHYECKOro pod st
3asenyromuii kadenpoit mponenesTrku neauatpun I'O0
38. | Kpusywes bopuc MeaeBs | groy 7o HMY i, M. Copbkoro M3 JTHP
3aBenyromuil IETCKOro HEeHTpa peaduiIuTaluu IeTed ¢
39 Hanumox Tamapa HapyLIeHUEM ciyxa 51 peun, BHEIUTATHBIN
" | AnexcannpoBHa pecriyONMKaHCKMIA  CHENHMANUCT MO  CypPAOJIOTHH
nenuatpudeckoro npoduiast M3 JIHP
40 Haneros Anpapeii 3asenyromuii kapenpoii nenuatpuu Ne 2, TOLEHT, AOKTOP
" | BacunbeBuy MEANLIMHCKUX HayK
2. Oo0mas xapakTepucTuka 3a00/1eBaHUA
2.1. Ompenenenne 3abomeBanHusi. XpoHmueckuit Ttomswmmr (J 35.0) — 310

UH(EKIIMOHHO-aJIEPTUYeckoe 3a00jieBaHNE ¢ MECTHBIMH TMPOSBICHUSMH B BHAE CTOHKOMN
BOCIIAJIUTENILHON peakni HEOHbIX MHUHAAINH, MOP(GOIIOTHYECKU BBIPAXKAOLIEHCS abTepannet,
3Kccymanuel u nponudeparue.

2.2. Knaccupuxanus XT (mo ConnaroBy U.B.):

1. Hecnemmuduyeckue:

a) KOMITeHCUpoBaHHast (hopma (M3MEHEHUS TOJBKO CO CTOPOHBI MUHJAJIHH);
0) nexomneHcupoBanHas popma:



HaJM4gre o0mux cuMnToMoB (cybdebpunuret, apTpanruu, TumMbpaneHur);
94acTOe PELUMANBHPOBAHUE AHTHHBI,
HAJIMYME COMNpPSDKEHHBIX — 3a00JeBaHMH  (TOH3WJUIOKAPAMUAIBHBIA  CHHIPOM,

XOJICLIUCTOXOJIAHTUT, X OJIAHTMOTENATUT, MUOKAPIHT, BET€TOCOCYAUCTAsT TUCPYHKLINA).

2.

cuduuce.

3.

4.

Crneunduyeckue: npu WHPEKIUOHHBIX TpaHyjemax, TyOepkynese, CKIepoMme,

JTHOJI0THS. qame BCETO B036y,[[I/ITe.]'I$[MI/I XPOHUYCCKOI'O TOH3UJIJIIUTA ABJIAKOTCA:

CTPENTOKOKKH (IOMUHUPYET OeTa-réeMOJTUTUIECKI CTPENTOKOKK IPYIIIBI A);
CTa(pUIIOKOKKH,

aICHOBHPYCHL,

acconauuy Bo3OyauTeneil (BKIro4ast rpuobl).

IlaTorenes. 3aboneBaHne pa3BUBACTCS B PE3yJIbTATE OCTPOH aHTMHBI MJIM NOBTOPHBIX

OCTPBIX TEPMUYECKUX M XUMHYECKUX PA3ApaKeHUMN, KOTOPBIE BIEKYT 3a COOOH OTHOBpPEMEHHOE
pasButHe XpoHHueckoro (apunruta. KapnosHeie 3yObl, pOTOBOE AbIXaHUE HEPEAKO SIBISIFOTCS
MOMEHTaMH, OOYCJIOBIIMBAIOLINMH Pa3BUTHE XPOHUYECKOTO TOH3HILIIHTA.

5. YcioBHA OKA3aHUA MeAMIHMHCKOH MOMOIIH
Jleuenue 60MBHBIX MPOBOAUTCS B aMOYJIATOPHBIX U CTALIMOHAPHBIX YCIOBHSIX.

6. Ilpu3HAKH M KPUTEPHUH JUATHOCTHKH 3a00/1eBAHHS
6.1. Knuanueckmue:

pPEUUANBUPOBAHUEC AHT'MHBI,

- IEPUTOH3WUINT, IEPUTOH3WILISIPHBIN adcrecc;
- cy6oedpumuter (37,1-37,3°C);
- MCTATOH3UJIJIAPHBIE OCIIOKHCHUS.

6.2. MectHble nposiBiaenust XT:

Iy>KKaMH,

pPyOIIOBBIE CAMKN MEKIY MUHAATUMHAMU U HEOHBIMH Y KKAMH,

PBIXJIbIe WU PyOLIOBO-H3MEHEHHBIE U YIUIOTHEHHBIC MUHIATUHBL,

KHUCThI MUHJIAJINH;

JKUIKUI THOM MJTH Ka3€03HbIe THOWHBIE MPOOKH B JTAKYHAX MUH/IAJIH,

cumnToM [ 'm3e — cTolikasi runiepeMust MepeIHUX HEOHBIX Ty KeK,

cuMOTOM 3aKa — OTEK BEPXHEro yrija, oOpa3OBaHHOIO TNeEpeaHed W 3aaHei

cumnroM IIpeoOpaskeHCKOro — BATMKOOOpa3HOE YTONIIEHHE KPaeB BEPXHEH 4acTn

NEPECAHNX U 3aJHUX NYKEK B BUIC I/IH(I)I/IJ'IpraL[I/II/I WJINU TUIICPILIA3 UM,

peruoHapHbIi TMMpaneHNuT (yBEITNICHNE TOAYETIOCTHBIX TUM(OY3IIOB).

I[J'If[ IMOCTAHOBKH JHAI'HO34a HGO6XOI[I/IMO Hajnune 2 u 00Jiee MECTHBIX MPU3HAKOB.

6.3. lIpusnaku aexomnencaunu XT:

cybdeOpunpHast Temreparypa (NOCTOSIHHAsI WM TEPUOAMYECKasi) BHE MepHOAa

O6OCTpeHI/I$I XPOHUYECCKOro npouecca B MUHAAJIMHAX

ACTEeHO-HEBPOTUYECKHUI CHHIIPOM,

NEePUOJUYECKHE apTPANITUH;

IUTUTENbHBINA M BBIPAXKEHHBIN MIEHHBIN JTUM(paTCHUT;

HapylleHUs CepAeYHON AesITeNbHOCTH, peructpupyembie Ha JKI;
4acTble KapAuaJruy,
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- HApPYLIEHUsT OCTPOrO WJIM XPOHHUYECKOro HH(PEKIMOHHOIrO Xapakrepa (DyHKIH

MoYeK, Cepala,

COCYAUCTON CTEHKH,

(YHKLHNOHATBHBIX U JJAOOPATOPHBIX METOAOB UCCIIETOBAHMS,
- HAJIMYME MECTHBIX U 00mux 3a00yeBaHMM, UMEIOINUX €IUHBIE C XPOHHYECKHM
TOH3WUIUTOM 3THOJIOTHMYECKHE U MTATOTEHETUYECKHE (PaKTOPHL.

6.4. JIaGopaTopHbIe:
- oOmuii aHaIu3 KPOBH C JICUKOLHUTAPHON (POPMYJIIO;
- OOLIMIi aHAJIU3 MOYH,
- OMOXMMHUYECKUH aHAJIN3 KPOBH,
- rpymmna KpoBH,
— pesyc-haktop;
- UMMYHOJIOTHYECKHE UCCIICIOBAHUS,

- OKT;

2

PErHCTPUPYEMBIX KJIMHMYECKH W C TOMOIIBIO

- OaKTepUOJIOTHYECKUH TIOCEB ¢ MHUHAAJMH Ha TATOJOTHYECKyl ¢Gaopy U
LI}/BCTBI/ITG.]'IBHOCTB K aHTI/I6I/IOTI/IKaM;
— Mas3ok 13 3eBa BL.

6.5. /lononHUTEIbHbIE JHATHOCTHYECKHE MEPONPUSITHSA

1. Koncynpranuss  Bpauda-cTOMAaTOJIOrA, Bpada-KapauOPEBMATOJIOra, Bpaya-
HEBpOJIOTa, Bpaua-Hedposora, Bpaua-nH(YEKIHOHUCTA — 110 TIOKA3aHUSIM.
2. VY3U cepaua.
3. Octpodaszosbie nmokazarenu (ACJIO, cuanosbie KUCIOTHI, C-peakTUBHBIN OeJoK,
PEeBMAaTOUIHBIN (PaKTOP) MPH HATMUHUN METATOH3WUIIPHBIX U COMATUYECKUX OCIIOKHEHHI.

4. Omnpenenenue conepkaHusi CEKpeTopHOTo IgA B citoHE.

5. Bupyconoruyeckoe uccienoBaHue CIU3U ¢ TOBEPXHOCTU MUHAAINH.

6. PenTrenorpadus opraHoB rpyJHON KIETKH.

7. lnddepeHunaNbHbIA JHATHO3

XpoHuUeCKui Tuneprpogus Hosoobpa3osanus
IIpusnak HEOHBIX DapuHrOMHUKO3
TOH3UJUIUT MUHAJINH
MUHIAJINH
HWuTokcukaums | TonsunnorenHas Her Her Her
I'mnepnnasus IIpusnaku be3 npusHakos OnHocTOpOHHEE Hanets!
HeOHBIX BOCTIAJIEHUsI, 00e BOCTIAJICHUS, yBEJIUYEHUE «+» OenecoBaToro
MUH/IJINH, MUH/IQJINHBI 00e MUHAATNHBI TKaHb 1[BETA
XapaxTep yYBEJINYEHbI yBEJINYEHbI BBICTYIIAIOT Ha
HaJIeTOB MOBEPXHOCTHU
MUHAAJINH
Jnmparuaeckne Y BeTUUEeHbI He ysenuuensl YBenuueHs! npu He yBenuyensl
Y3JIbI HIeHHBIE J/y HaJUIIHU
METAaCTa30B

ComnpsixkeHHbIe Ectb Her Her Her
3a00seBaHMS

8. JleyeHne XpOHHYECKOIr0 TOH3HJLJIUTA

8.1. KoncepsaTusHOE eueHue:

- MOBBILIECHUE PEAKTUBHOCTH OPraHU3Ma,
- MIPaBUJIBHBIN PEXUM TPYAA U OTABIXA,




- 3aKaJINBAHUE;

- paLMOHATBbHOE MUTAHHE;

- BUTAMHHOTEPAITHS,

- IeCeHCHOMITM3UPYIOLIas TePaITs;

- UMMYHOMOJYJISITOPBI,

- CaHATOPHO-KYpPOPTHOE JIEYCHUE,

- MEPOTPHUITH MECTHOT'O CAHUPYIOLIETO BO3ACHCTBHS HA MUHIAJINHBI: TPOMBIBAHNE
JIAKYH PacTBOPAMHU aHTHUCETITUKOB,;

- TOH3UJIOTPEH B BO3PACTHOMN AO3UPOBKE MIUTEIBHOCTHIO 60 qHEI;

- aHTHOAKTepUabHAS TEepamus MO MOKAa3aHUSIM: aMOKCUIIILINH 50 Mr/kr/cyT. B 3
npuemMa BHYTpb — 7 aHeH, amnumiuinH S0 Mr/kr/cyT B/M B 4 mpuema — 7-10 nueit, nedazonun 50-
100 mr/kr/cyT B/M 2-3 paza/cyt — 7 nHeit, nedorakcum 50-100 mr/kr/cyT 2 pa3a/cyT B/M uiu B/B —
8 nHeii, nedTpuakcoH: aersM Mitammero Bo3pacta 20-80 mr/kr 1 pas/cyr, crape 12 ner 1-2 v 1
pas/cyt — 7-10 nHei;

- o0e30onMBaHre N0 MOKa3aHWsAM: JeTsiM 110 roga 50% pacreop merammsona 0,01
MII/KT, AeTsM ctapine roga — 50% pactBop meramuzoia 0,1 M1 Ha TOA JKU3HH,

- UHQY3UOHHAS Tepamusi MO IOKa3aHWsAM: 5% pacTBOP DIIIOKO3bI + PacTBOPHI
3JIEKTPOJIUTOB B/B KamnesnbHO (00beM HH(PY3UN B 3aBUCUMOCTH OT BO3pacTa peOeHKa);

- JKApPOTIOHIDKAIOINAS TEPaInsl MO IMOKA3aHUsIM: Tapaneramoi NpH TeMIeparype
cabimme 38,5°C 10-15 Mr/kr — pasosasi 103a u He 6osiee 4 pas/cyT, ubynpoden BHyTpb 5-10 MI/Kr
— pas3oBas 103a, 2-3 pas3a B CyTKHU,

- reMocTaTudeckas Tepamnus 1o noxasanusm: stamsunar 0,1-0,25 r BHyTps B 2-3
npuema, 5% amuHokanpoHoBas kuciora 100,0 B/B IO MOKa3aHUSIM;

- CpeAcTBa NMMYHOKOPPEKLMH MO TOKa3aHUSAM — ayTOCepOTepanus, IPUMEHEHHE
UMMYHOCTHMYJIUPYIOLINX NPEnapaTos;

- BUTAMHHOTEPAITHS,

- ¢dusnorepanus: yaprpadoHOpOpE3 JEKAPCTBEHHBIX BELIECTB HA MPOSKIIUH HEOHBIX
muHnamH, KY® Ha Munamanussl (TyOyc-KBapi), cpenctsa pedieKTopHOro AeHcTBUS (Maccak,
aKKyMyHKTypa), nazeporepanus u MPT.

Kputepuu 3¢(peKTHBHOCTH KOHCEPBATUBHOTO JICUSHHUS:

- CaHaLUs JIAKyH MUH/IAJIVH;

- YMEHBIICHNUE YaCTOThI aHTUH,

- HOPMAaJTH3aLHsI TEMIIEPATYPhI TENa,

- YMEHBIICHNE TUTIEPEMHUH, HHPUIBTPALUN HEOHBIX TYIKEK;

- YMEHBLICHUE PErHOHAPHBIX JTUM(OY3JIOB.

8.2. Xupypruueckoe je4eHue — TOH3MII3KTOMHUS.

8.2.1. IlokazaHus K ONEepaTUBHOMY JICUCHUIO:

- XPOHUYECKUH AEKOMIIEHCUPOBAHHBIA TOH3WIIINUT,

— XPOHHUYECKUH CYOKOMITEHCHPOBAHHBIH TOH3WUIUT TpH  HE3IPPEKTUBHOCTH
KOHCEPBATHUBHOTO JieUueHUsI (B TEUSHHE 2 JIET KaX/ble 6 MECSIIEB);

- yIaJeHne MUHIAJIUH KaK BO3MOJKHOTO Odara WH(EKIHH.

8.2.2. IIpoTuBONOKa3aHMs K ONEPALIUN:

8.2.2.1. AGcomoTHBIE:

- 3aboneBanus kpoBu (remodius, TpoMOOTIEHUs, ICHKO3bI);

- HapyILIEHHs CBEPTHIBAEMOCTH KPOBH BCJIEACTBHE MPHEMa aCITHUPHUHA,
- OCTpble HH(pEKINHY,

- HEKOHTPOJIMPYEMBIE CUCTEMHBIE 00JIe3HH (KOJIJIAreHO3bl);



- JIEKOMITCHCALIHS] BHYTPEHHUX OPTaHOB U CHUCTEM.
8.2.2.2. OTHOCHTEILHBIE:

- Ha3ogapUHreaTbHAsT HEIOCTATOYHOCTD;

- MEHCTPYaLHsI,

- Kapuec 3y0o0B;

- MEePHUOJ STTUAEMUHN TPUIIIIA;

— 2-3 Hexenn 00 U NOCje BaKIIMHAIINM,

- BO3pacT 10 2 JIeT.

8.2.3. IloaroToska K onepauuu:

- CaHalusi POTOBOM MOJIOCTH,

- OTMeHa npuema canuuunartos 3a 10-30 nquel 1o onepanuy,

- HAa3HAYEHHE MEIUKAMEHTOB, YJYUIIAIOLINX CBEPTHIBAEMOCTh KPOBH (ITIpenapatsl
Ca, Buramun C, ackopyTuH 3a 7-10 gHeil, nmpu HEOOXOAUMOCTH BHKACOJI, STaM3MJIAT 33 3 JAHS 10
oreparum);

— NCUXOIPOPUITAKTUKA;

- KOHCYJIbTAIMS eauaTpa (KapIuoiora);

— Ha3HaYeHHE AaHTHOMOTUKOB TMAIMEHTAaM C pPEBMATHYECKOW OOJEe3HBIO WIN
HeQpUTOM.

OHepaTI/IBHOG BMECIIATCJILCTBO TMPOBOAUTCA HATOIMAK 1104 MECTHBIM WA O6H_[I/IM
obe30onBaHuEM.

AOCOIIOTHBIE MTOKa3aHus K o0mmeMy 00e3001MBaHuIO:

- JIOTOHEBPO3, HEBPO3, HEBPO3OMOAOOHbIE COCTOSIHUS,

- anjgeprudyeckasl peakiivsi Ha MECTHbIE aHECTETUKH,

— 6one3nb Jlayna.

9. llpodpunnaxruxa

- MOBBIIIEHHE O0IIel PEeaKTHBHOCTH OpPraHU3Ma,

- CaHALUs XPOHUYECKUX O4aroB HH(EKLHH,

- MIPaBUJIbHOE JICYEHUE aHTUHBI,

- paHHAsA OUArHOCTHUKA U CBOEBPEMEHHOE KOHCEPBATUBHOE JICUEHHE XPOHUYECKOTO
TOH3UJUINTA.

10. Ilucnancepusauus
— P KOHCEPBATUBHOM JICUEHUU TUCTIAHCEPHOE HAOIOACHHE B TeYeHHE 4 JIET;,
- MOCJIe TOH3WUIDKTOMUU TUCTIAHCEPHOE HAOIOACHNE B TEUCHHE 6 MECSILICB.

11. XapakTepucTHKA KOHEYHOI0 0’KHAEMOT0 Pe3yJabTATA JICYeHHS

Hopwmanuzanus o01mero COCTOSIHUS, TEMITEPaTyphl Tejia, HCUE3HOBEHHE BOCTIAIUTEIbHBIX
SIBJIEHUH B TJIOTKE.

12. IIpoaoNKHTENBHOCTD CTALIHOHAPHOIO JIEYECHHS:

Xupypruueckoe jieueHue — 7-8 CyTok (B 3aBUCHMOCTH OT BO3pacTa M OOIIEro COCTOSHUS
pebeHka).

KoncepsatusHoe neuenue — 10-12 nueit.
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13. Bo3mokHbIe N000YHDbIE JeHCTBUS U OCJT0KHEHHS:

Bcenencreue OTTOpKEHMS STHUTENNS COASPKUMOE JIAKYH MPUXOIUT B HENOCPEACTBEHHOE
COIPHKOCHOBEHHE C BEIECTBOM MHHIAJIUHBI, YTO B MEpHOAbl 000OCTpeHus1 naet obpa3oBaHue
JEHKOLMTAPHBIX UHQUIBTPATOB, HEOOJBIINX a0CIECCOB MM BEAET K TPOMOOGDIEOUTY MENKHX
BEH C JAJbHEHIIUM paclpOCTpaHEHHEM €ro Ha KpYIHbIE BEHO3HbIE COCyabl. Bce 3TO Moxker
SIBUTHCSl IPUYMHON MH(QUIIUPOBAHMS BCEro opraHusma. Mmeromuecs B nakyHax Oakrepuu mpu
COOTBETCTBYIOLINX YCJIOBUSX (OXJIaXIEHUE, TOHWKEHNE CONMPOTHBIIIEMOCTH OPraHU3Ma U T.1.)
BBI3BIBAIOT OOOCTPEHHUS B BHJE AHTUHBI, PA3BUTHE MEPUTOH3MIUIIPHBIX aOCIECCOB M AT Psift
00ImMX OCNOKHEHHH (MH(EKLIUOHHBIN MOTUAPTPUT, SHAOKAPIUT, BOCIIAJICHHE TIOYEK U T.1.).

14. PexomMeHaauMHU A5 aIbHEHIIUX HAZHAYEHUH U OTPAHUYEHUI:

IIpu KOHCEPBATUBHOM JIEYEHUHU — KYyPChI CAHALIUU KAXKbIE O MECSLIEB B TEUCHUE 2-X JIET.
B nocneonepaninOHHOM NepUOAE PEKOMEHIOBAH JOMAIIHHI PEKUM B TEUEHUE HENEIH.

15. PexoMeHaalMu A1 AUeTHYECKHX HAZHAYEHHUH U OTPAHUYEHUI:

B NMOCJCONCPallMOHHOM NIEPUOAEC NUCTA KUAKAsA, BUTAMUHU3UPOBAHHAsA, JICTKOYCBOACMaAs,
NPEUMYyHICCTBEHHO MOJIOUHO-PACTUTECIIbHAA, HE pa3dapakaroifas.

16. Pexomenaauuu K pe;xuMy TPyAa, OTAbIXA, PeadHIUTALIHSA:
PeaOunuranus B mocieonepaioHHOM nieproae 7-9 nHel, AucrnaHcepHOoe HAOMIOIeHNE B
TeueHue 6 MecsLEeB.

17. UHaMKATOPBI KA4eCTBA OKA3aAHUSI MEAULMHCKOH MOMOIIH AeTSAM ¢ XPOHHYECKUM

TOH3WIJINTOM
Ne | Unaukarop Meron uzmepenus IToporosoe
/o 3HauYeHue

UHANKATOpa
2. | ObecnieueHne COBPEMEHHbBIM KonnyecTBo MeENULIMHCKOTO
MEANIIMHCKUM 00OpyAOBaHHEM | 0OOPYIOBaHMS,
IJIs1 OKa3aHUsI 3a/1efiCTBOBAHHOIO JUIst okazaHus | 90%
KBaJTN(PUIUPOBAHHON KBaJH(PUIMPOBAHHON
MEAULIMHCKON MOMOLIH JETSIM C | MEIULIMHCKOM MOMOIIHU AETSM C
XPOHUYECKUM TOH3WJIUTOM XPOHUYECKUM TOH3UJJIUTOM
3. | Komnuectso 6onbHbIX, KOTOpRIe | KonmmuecTso mereii ¢
MPenOCTaBUIIN XPOHHUYECKUM TOH3UJUIUTOM
UH(POPMHUPOBAHHOE COTJIACHE HA | TOJYYaBLINX JICYCHUE U 100%
MEAMLMHCKHE BMEIIATENbCTBA, | NPEAOCTaBUBIINX
nepeunciennblie B JIIIMII netsim | mEQOpMUpOBaHHOE Corlacue Ha
C XPOHUYECKUM TOH3UJIJIUTOM Mea. BMemaTenscTso x 100%
/Kon-BO MPOJIeYeHHBIX OOJIBHBIX C
XPOHUYECKUM TOH3UJUIUTOM 34
OTYETHBIN MEPUOL
4. | KomnuecTBo 6onpHBIX, KOTOphIM | KonmndecTsBo aereit ¢
OBLIO MPOBEIEHO JIEYCHNE XPOHUYECKUM TOH3UIIJIUTOM ,
COTJIACHO KJIMHUYECKOMY MOJIy4aBUINX JIEYEHUE COTJIACHO 90%
MIPOTOKOJTY JITIMIT x 100% /Kon-Bo
MPOJICUEHHBIX OOJIBHBIX C
XPOHUYECKUM TOH3UJUIUTOM 32
OTYETHBIN NEPUOL
5. | KonmuuecTBO OOJIBHBIX, KonuuecTBo nmereti ¢
BBINHMCAHHBIX C YJIYULIEHHEM XPOHHUYECKUM TOH3WLJIUTOM, 60%
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Noy4YaBLUNX NleveHue,
BbINNCAHHBIX C YNyULLEHNEM X
100% /Kon-Bo nponeyeHHbIX
60/1IbHbIX C XPOHUYECKUM
TOH3WUNINTOM 3@ OTYETHbII

nepuos
6. KonnyecTtBo 60/bHbIX, KonnuecTBo geTeit ¢
BbIMUCaHHbIX C XPOHUYECKUM TOH3WUIINTOM,
BbI3[JOPOB/IEHNEM NnoslyyaBLUUX NeYeHue, 30%

BbIMWUCAHHbIX C BbI30POBEHNEM
x 100% /Kon-Bo nponeyveHHbIX
60/bHbIX C XPOHUYECKNM
TOH3UNIUTOM 3@ OTHYETHbIN
nepuog
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