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O0JacTh NpMMEHeHU

Hacrosiuuii ctangapTt ycTaHaBlIMBaeT KIMHUYECKHE PEKOMEHJAUUU (IIPOTOKOJ JICUECHHUS)
JTMArHOCTHKY U JiedueHus anemun [laiimona-brekdena (nanee — mpoToOKOI), ONMPeAesSIoni 00beM
W TOKa3aTelld KadyecTBAa BBHIMOJIHEHHUS MEIUIIMHCKOW TOMOIIM OOJBHOMY TPH BPOXKICHHOM
arutactudeckoii anemuu Jlaiimonna-bnexdena.

Hacrosimuit crangapt npeaHazHayeH Uil MPUMEHEHHS] MEAMIMHCKUMH OpPTaHM3alUiIMH U
yupexIeHusMUA (penepanbHbIX, TEPPUTOPUAIBHBIX M MYHHUIMIAIBHBIX OPTaHOB yIPaBICHUS
3[paBOOXpPAaHEHUEM, CHUCTEM O005S3aTeIhbHOIO0 U JTOOPOBOJBHOTO METUIIMHCKOTO CTpPaxOBaHUS,
IPYTUMH ~ MEIWIIMHCKUMH  OpPraHU3alldsMU  PA3IMYHBIX  OPTraHU3alMOHHO-TIPABOBEIX  (hopm

ACATCIIbHOCTH, HaHpaBHCHHOﬁ Ha OKa3aHHucC MGI[HHHHCKOﬁ IIOMOIIH.

2 HopmaTHBHBIE CCHLIKH

B HacrosiieM cTaHiapTe UCIIOJIb30BAHA CCHUIKA HA CIEAYIOINN CTaHAapT:
I'OCT P 56034 — 2014 Kiunuueckue pexoMeHAauuu (IPOTOKosbl JeueHus). OOmue

ITOJIOXKCHHUA.

N3nanue odunuampHOe

IIpumeuanue — Ilpu NoIp30BaHUU HACTOSIIUM CTaHAAPTOM ILE€IECOOOpPa3HO MPOBEPUTH ACHCTBHE
CCBUIOYHBIX CTaH/IapTOB B MH()OPMALMOHHOI cucTeMe 00IIero nojis30BaHus — Ha oduIManbsHOM caiite DenepanbHOro
areHTCTBA 10 TEXHUYECKOMY PpEryIUpOBAaHUIO M METPOJOTMM B CeTH VIHTepHET MWiIM 1O €XETOAHOMY
nHGOPMALlMOHHOMY yKa3aTento «HalnuoHanbHBIE CTaHAAPTHDY, KOTOPBIM OMyONIMKOBAaH MO COCTOSHHUIO Ha 1 sHBaps
TEKYyILIero roja, W IO BBIIYCKaM eXeMecsSuyHOro WHQopMannoHHOro ykaszatens «HarnuoHanbHBIE CTaHAApTBD 32
Tekymuil rof. Ecnu 3aMeHEH CCBUIOYHBINA CTaHApT, HA KOTOPBIM JaHAa HEJNATUPOBAHHASA CCBLIKA, TO PEKOMEHAYETCS
HCIOJIb30BaTh JECHCTBYIOLLYIO BEPCUIO 3TOT0O CTAHJAPTa ¢ YUETOM BCEX BHECCHHBIX B IaHHYIO BEPCUIO U3MeHeHUH. Ecnu
3aMEHEH CCBUIOYHBIM CTaHAApT, HA KOTOPBIM JaHa JaTUPOBAaHHAs CCHUIKA, TO PEKOMEHIYETCS UCIOIb30BaTh BEPCUIO
9TOr0 CTaHAapTa C YKa3aHHBIM BBIIIE TOAOM YTBepKIeHUs (MpuUHATHS). Ecnu mocne yTBepxkAeHHS HACTOSILEro
CTaHJapTa B CCHUIOYHBIA CTaHAApT, HA KOTOPBIA JaHAa JaTUPOBAaHHAs CCHUIKA, BHECEHO M3MEHEHHE, 3aTparuBarollee
MOJIOKEHHE, HA KOTOPOE JJaHa CCBhUIKA, TO 3TO MOJIOKEHHE PEKOMEHIyeTCsl IPUMEHSTh 0e3 ydeTa JaHHOTO M3MEHEHUs.
Ecnu cchUIOUHBIA CTaHIapT OTMEHEH 0e3 3aMEeHBI, TO MOJIOXKEHHE, B KOTOPOM JaHa CChUIKA Ha HEro, peKOMEeHIyeTcs

MPUMEHATH B 4YaCTHU, HC 3anamBa}ome171 9Ty CCBUIKY.



3 O0uue moJI0KeHus

[Tporokon Beaenus OONMbHBIX «JlmarHocTuka W JnedeHne Anemuu J[lalimonna-brexdenay
pa3paboTaH JIsl pEIICHUI CIIeTyIONINX 3aa4:

- ONpENEIICHUS! aJrOPUTMOB JUATHOCTUKHU U TMOCHEAYIOLIEH TEepanvu NAalUEHTOB C JAaHHBIM
3a00JIeBaHUEM;

- yHU(UKAMA pacyeToB 3aTpaT Ha MEAMIIMHCKYIO TOMOINb, pPa3pabOoTKu MporpaMm
00513aTeTLHOT0 METUITMHCKOTO CTPaXOBaHUs U Tapu(OB HA METUITUHCKUE YCIYTH;

- OCYIIECTBICHHUS KOHTPOJISI OOBEMOB, MOCTYMHOCTH W KAadyecTBa METUIIMHCKOW MOMOIIIH,
OKa3bIBa€MOW MALMEHTY B MEIUIIMHCKOW OpPraHu3allii, B TOM YHCIIE B paMKaxX IOCYJapCTBEHHBIX
rapaHTuii obecredeHus rpaxkaan OecrIaTHOM MEAUIMHCKONW TOMOIIBIO.

B Hacrosimem cranmapTe HCIONb3yeTcs YHU(DUIMPOBAHHAS IIKANa OICHKU yOeTUTEIbHOCTH

JI0KA3aTeNIbCTB MPUMEHEHHS] MEAUIIMHCKUX TexHoJoru B cooTBeTcTBUU ¢ [[OCT P 56034.

3.1 OTBeTCTBEHHbIEC HCIIOJTHUTEH

- Macuan Anekceil AJeKCaHIPOBUY — JI-p M. HayK, Mpod., 3aMECTUTENb TUPEKTOpa MO HAyYHOU
pabore ®I'BY «DenepanbHblii HAYYHO-KIMHUYECKUNA IEHTpP JAETCKOM TeéMaTOJOIUH, OHKOJOTHH H
umMmyHonoruu uM. Jmutpust PoraueBa» Munzapasa Poccun, npesunent HanmonansHoro obuiectsa
JNETCKUX 'e€MaTOJIOTOB U OHKOJIOTOB

- Cmerannna Hatanus CepreeBHa — A-p MeJ. Hayk, npod., 3aB. OTAEIOM ONTHMM3ALUHU JICUCHUS
remaronoruueckux 3adosneBanuii ®I'bY «®PenepanbHblii HayYHO-KIMHUYECKMM LEHTP JETCKOM
reMaTOJIOTMM, OHKOJOTMM M UMMyHosioruu uM. Jlmutpus PoraueBa» Munsgpasa Poccun,
npodeccop Kadeapsl OHKOJIOTHUH, TeMAaTOJIOTHH U JIyYeBOW Tepanuu MeauaTpruueckoro (akyibTeTa
I'BOY BIIO «Poccuiickuii HallMOHAJIBHBIN HCCIIENI0BATENIbCKUM MEAMLMHCKUM YHHUBEPCUTET HUM.
H.N. ITuporosa» Munsapasa Poccuun

- Macuan Muxann AnekcaHApoBUY — JA-p ME€J. HayK, 3aBEAYIOLIUN OTAEICHUEM TpaHCILIaHTalluH
TEMOIIO3TUYECKUX CTBOJIOBBIX KJIETOK Ne 1 DI'BY «DenepasbHblil Hay4yHO-KIMHUYECKUN LIEHTP

JETCKOM IreMaTOJIOTHH, OHKOJIOTUU U UMMYyHoJIoruM UM. [Imutpus Porauesa» Munsnpasa Poccun

- Jlykuna Enena AmnekceeBHa — mpod., 3aB. oTnenoM opdaHHbXx 3a0oneBanuii PI'BY

«I'eMaronornyeckuii Hay4Hsli HeHTp» Mun3apasa Poccun

PenensupoBanue u 0o0CyXXAEHUE COJCpPKAHUSA KIMHHUYECKUX PEKOMEHAALUH MpPOXOIWIO Ha
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caiire HO/II'O, HantmoHanbHbIX (popyMax, KOHPEPEHIUAX U ChE3/IaxX.

3.2 O0mme BONPOCHI

Anemus [laiimonna-bnexdpena (AIB) - penkas ¢opma BpoXIEHHON aruia3ud KPOBETBOPEHHS, B
OCHOBHOM KpaCHOKJIETOUHOW (SPUTPOHUIHOI), PAaHHETO M JETCKOr0 BO3pacTa, Pa3BHBAIONIASCS B
pe3yabTaTe amornTo3a 3PUTPOUIHBIX MPEANIECTBEHHHUKOB B KOCTHOM MO3Tre BCIEICTBHE JedeKTa
OrocuHTE3a pudOCOM.

B HacTosiimee Bpems OOJBIIMHCTBO TE€HETHUECKH pacmmdpoBaHHBIX ciay4yaeB AJIb sBIstoTCS
pe3yJabTaTOM TaIIOTUIIUYECKON HEIOCTAaTOYHOCTH TEHOB, KOAMPYIOUMX OCNKH MaJlol WM
OonpuIol CyOBenUHMI PUOOCOM; HACHTU(PHUIMPOBAHBI TakXKe enuHUYHble ciaydaun AJlb B

pesyabrate mytanuu renoB GATA1, FLVCR1 u TFR2.

3.3 KinuHn4yeckasi KapTHHA

. CpenHuii BO3pacT Hayala KIMHUYECKHUX IPOSBICHUN — 2 MecsAlla JKU3HM, CPEOHMU
BO3PACT yCTAaHOBJICHU quarHo3a — 3-4 mecsina. B 6onee 90% ciyuaeB manudecranms 3a00neBaHus
Ha IIEPBOM T'OAY KM3HH, KpaliHE PEIKO — B IEPBBIE CYTKH KU3HU.

. Yucno TpoMOOLUTOB U JEUKOIIUTOB B OCHOBHOM B IIpeziefiaX HOPMBI; PEIKO MOXKET OBITH
TPOMOOIIMTO3, TPOMOOLIUTONICHHSI U/WUIIH HEUTPOTICHHS.

. Ilopokn pa3BuTHS, KpOME HHU3KOIO pocTa, BCTpedaroTcss B 47% ciydaeB: aHOMaIMH
Yyepena U JUIEBOTro CKeleTa (TUIepTeIOpUu3M, BEICOKUN BBITYKIIBIHA 100, ToTHYeckoe He0o, HeOHas
paciienuHa, IUIOCKas CHMHKa HOCA, MHUKPOTHATHS, MHUKpouedanus, MHUKPOTHsS, HH3KO
PacIoJIOKEHHBIE YIIIHbIE PaKOBUHBI) — 50%, 1 aHOManuu KUCTEH pyK (YJIBOEHHBIH, paclleNICHHBIH,
3-bananroBerii  OonbIION manen, cuHgakTWwing) — 38%, maromorus cepauna  (medext
MEXOKEITyIOUKOBOW TEPEropoaku, AC(PEeKT MEXIpPeacepIHON Meperopoakd, KOapKTaIUs aopThl,
terpana ®Pammo) — 30%, w MOUYEHONOBOW CHCTEMBI (IMIOAKOBOOOpa3Has TOYKa, YIBOCHUE
MOYEBBIBOASIIUX MyTeH, runocnaaus — 39%, coueraHHble MOPOKU pa3BUTHs BcTpevarorcs B 21%
CIIy4aeB.

. ®dusnueckoe pazputue HU3Kkoe. Hu3kmii Bec npu poxxaeHuu Bcrpevaercs B 10% ciydaes,
OpU 3TOM B TIOJOBUHE W3 ATHUX CJIy4aeB OTMEYAeTCsl OTCTaBaHHE (U3UYECKOTO Pa3BUTHS OT
recTaiioHHOro Bo3pacta. bonee 60% GOJIBHBIX UMEIOT POCT MEHEe 25 MepLUEHTHIIS.

. OTCyTCTBYET renarociieHOMEerausl.



. Kapuotun kineTok KocTHOro Mo3ra u kposu 1ipu A/Ib He nu3MeHeH.

. ITpenpacnonaoKeHHOCTh K 37I0KaueCTBEHHBIM HOBOOOpa3oBaHusM. Omnucano 30 cioydaes
pa3BUTHS  3JIOKAUECTBEHHbIX 3a0ojeBaHMid y manueHtoB ¢ AJIb — Hambonee dacrto
oHkorematojorudeckue 3aboneBanus (OMJI, MJIC, mumdoma), cremyromas MO YaCTOTE —
OCTEOT€HHasl CapKOMa, PEIKO — paK MOJIOYHOM >KEJe3bl, TOJICTOM KHUIIKKM W JIPYTHMe€ COJIMIHBIE

OITyXOJIH, KOTOPBIE Pa3BUBAJIKCH B O0JIee MOJIOJOM BO3PACTE, YeM OOBIYHO.

3.4 O6mue moaxoasl (IPUHLIMIBI) K AUarHoctuke AJIb
Huarnoz A/Ib ycraHaBiuBaeTcsi Ha OCHOBAaHMM KIMHHUYECKMX TPOSBICHUM M JaHHBIX
naboparopHoro o0cienoBanus (ypoBeHb yOSIUTEILHOCTH JJOKa3aTenbcTBa A-B).
. O0s13aTeNnbHBIE KPUTEPUU:
. HopmoxpomHasi, OOBIYHO MaKpoLMTapHas, aHEMHUs B paHHEM Bo3pacTe 0e3
BOBJICUEHUS APYTUX KJIETOYHBIX JTUHHM.
. PeruxynonuroneHus.
. HopMOKIETOYHBIM KOCTHBIM MO3I C CEJIEKTHBHBIM YMEHBUICHUEM JSPUTPOUIHBIX

MpeAIeCTBEHHUKOB (<6%).

. Bospact <1 rona.
. JlononHUTENBHBIE KPUTEPUU:
. Hanwuue myTanmii B pubocomansabix rerax (RPS19, RPS10, RPS24, RPS26, RPLS,
RPL11, RPL35a, RPS7, RPS17).
. CeMeliHblil aHaMHE3.
. BposxneHHble aHOMaUy pa3BUTHSL, XapaKTepHble 11 kiaccuueckon AJLB.
. [Mosbimenue HbF (1 nanmenToB crapiie 6 mec.).
. IToBpIIIEHNE AKTUBHOCTHU SPUTPOLIMTAPHON a/IeHO3UH Jie3aMHuHa3bl (EADA).

B nebrore 3abosneBaHus BCTpEYaeTCs MAKPOILUTO3, ACCOLUHPOBAHHBIA C PETHUKYJIOIMTOIECHUEH,
KOJINYECTBO JICHKOIIUTOB M TPOMOOLIMTOB OOBIYHO B HpezesiaX HOPMBI, XOTS JIeTKash HEUTPOIEHHS
Bcrpeuaetrcss y 20-30% mauuentoB ¢ AJIb. B panbheitmem, ¢ Bo3pactoMm, y 20-30 manueHTOB
MOSIBIISIETCS TPEXPOCTKOBAsS! LINTOMNEHUSI, KOTOPasi HE HOCUT TSKEJIOT0 XapaKTepa U HE HY)KJIAeTCsl B
KOPPEKIMH TPAaHYJOLUTAPHBIM  KOJOHUECTUMYJIUPYIOIMIUM  (PAKTOpOM WIHM  TpaHChy3USIMH

TPOMOOIIMTAPHOI B3BECH.



KocTHbIf MO3r ¢ BUAMMBIM OTCYTCTBHEM HOPMOOJIACTOB, B pAJE CIIy4aeB OTHOCHTEIBHOE
MOBBIIIEHUE KOJUYECTBA MPO3PUTPOOIACTOB MIM HOPMAJIBHOE KOJIWYECTBO MPO3PUTPOOIIACTOB C
apecTOM CO3pEBaHMsl, YMEHBIIEHUE KOJUYECTBA 3PUTPOUAHBIX IMPEIUIECTBEHHUKOB (MeHee 6%)),
HEU3MEHEHHbIE MUEJIOUIHBIA U METaKapUIUTaPHbII pOCTKH KPOBETBOPEHUS.
eADA — xiroueBoil gepmeHT MeTabonm3Ma IMYPHHOB, €ro OTHOIIeHHE K maTtodusuonorun AJIb
OoCTaeTcsi M3Y4eHHbIM He A0 KoHmAa. OpHako moBblleHHe akTUBHOcTH €ADA  Hocur
Hecrieuupuueckui xapakrep. [lobimenne aktuBHOCTH eADA BoIsiBIsieTcs y 90% Gonbabix AJLB,
1ocje 3aMECTUTENFHON TpaHC(Y3UH SPUTPOLUTAPHON MacChl aKTUBHOCTh (pepMEHTa KakK MPaBHIIO
HOpManu3yeTcs (3a c4eT MpeodsIafaHusl JOHOPCKUX 3PUTPOLIUTOB), IPU UCCIIEOBAHUN aKTUBHOCTH
(dbepMeHTa BO (PpaKLUU PETHKYJIOUUTOB OTMEUAETCS MOBBIICHUE aKTUBHOCTH 3TOTO (hepMEHTa JJaxe
Ha ¢QoHe TpaHchy3uil spurporurapHoii Maccel. lloBbimenue aktuBHocTH €ADA 1o 1,70
HMOJB/MUH/MIHb cunTaercs HoporoBsIM A1t MOCTaHOBKU auarnosa AJlb.
[Tosbienue HbF B coueranuu ¢ mosbieHneM akTHBHOCTH €ADA no3BossiioT nuddepeHuupoBaTh
AJlIb OT TpaH3UTOPHOW SPUTPOOIACTONICHUH JETCKOTO BO3pacTa, KOTOpas, OJHAKO, PEIKO
BCTpEYAETCs y JETEN EPBOrO roJia )KU3HHU.
Onucano Heckoabko cinydaeB AJlb, korzna y aeteil mutaamie 3 MecsleB B IIyHKTaTe KOCTHOTO MO3ra
OTMEYaeTCsl yBEIMYeHHOe KoiudecTBO (10 15%) NPUMHUTHUBHBIX JPUTPOOIIACTOB, KOTOPHIC
OMOOYHO TPAKTOBAIKCH KakK JieiikeMuueckue TuM(oOIacTbl U JeTIM Ha3HAYallaCh XMMUOTEPAIUs
10 TIOBOAY OCTPOT0 JTUM(POOIACTHOTO JIeiKO3a.
3.5 O6mue noaxos! (MpuHUKIBL) K Tepanuu AJlb

l-1 §MHMA TepamMu: TIIOKOKOPTUKOCTEPOWAHAs Tepamnus (YpOBEHb YOEIUTEIHLHOCTH
nokaszarenbcTBa A-B).

B ommume oT mpeaplAymMX PEKOMEHJAUUN  CEroiHs INIIOKOKOPTUKOUAHAS Tepanus
He HazHauaeTcs AeTsaM ¢ AJIb Ha mepBOM rofy JKH3HM B CBSI3M C CYIIECTBEHHBIM HapyLIEHHEM
pocta pebenka. Tepanuto rimrokokoptuxkoctepouaamu (I'KC; nmpeqHn3010H, METHIINIPEA-HU30I0H )
HAYMHAIOT Yepe3 2 HeJl MOoCie MPOBEACHHOW TpaHC(y3UH SPUTPOLUTHON Macchl B Bozpacte 12-15
Mec kH3HHM. lIpum cCymIecTBEeHHBIX MpoOJieMax C BEHO3HBIM JOCTYIIOM M HEIOCTYHHOCTH
SPUTPOLIUTHON MacChl HAJUJICKAIIEro KadecTBa (JeikoneruieTupoBanHoi U oOmydenHoi) ['KC
MOKHO HAuWHATh ¢ 6 Mec; NMpH CYIIECTBEHHOM CHM)XCHUH TEMIIOB pocTa pebenka (menee 30
uentwiei k 12 mec) crapt I'KC Tepanuu MoxxHO 0Ti0XUTH 10 15-18 mec. CraproBas noza ['KC —
2 mr/kr/cyT B TedueHue 2 - 4 Hell, IpU OTCYTCTBHM OTBETa OTMEHA B TEUCHME 3 THE; MpU HATUYUH

oTBeTa (cTabmnu3anus remoriobuHa Beie 90 1/, peTUKYJIONHUTO3) MOCTENEHHOE CHUYKEHUE JI03bI
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I'KC mo 0,5 Mr/kr/cyT xaxiasle 2 Hell, IpU JOCTHXKEHUH J03bI 1 MI/KI/CYT TEMIT CHMKEHUS J03bI
3aMeUINTh — Kaxxable 4 Hell, BO3MOXKEH MEpEX0]] Ha aIbTEPHUPYIOLINI peXuM IIpUeMa Ipenapara,
CKOPOCTb CHW)XEHMsI J03bl B ITOM cllyyae — Kaxzable 8 Hel. MakcumanbHas AOMyCTHMAast
nonepxkuBatomias n1o3a ['KC — <0,5 mr/kr/cyt. Ha Bce Bpems mpuema nauuentom I'KC B nozax
6onee 0,5 MI/Kr/cyT C 1enbl0 MPOQUIAKTUKUA OCIIOKHEHHH TOKa3aH MpPHEM B BO3PACTHOHM 103€
MpermapaToB: HWHTHOUTOPHI MPOTOHHOW TOMIIBI (€XKETHEBHO), Mpenaparbl Kauus (eKeIHEBHO),
npernapaTsl Kajablus (€KeAHEBHO), BUTAMUH D, TpuMeTornpum/cyib(haMeToKca3oll B 03¢ 5 MI/KT IO
TPUMETONIPUMY TPHU NOCIEA0BATENbHBIX THS B HEAEIIIO.
Kpurepun remaronoruueckoro orsera Ha I'KC:

* monsblii — Hb >100 1/51, HOpManbHOE YHCIIO PETUKYIIOLUTOB;

* yactuuHblii — Hb 85-100 r/n, HanuyMe peTUKyYIOIHUTOB;

* orcyrcTBHe oTBeTa — Hb <85 1/11, peTUKyI0UUTONIECHHS.

B cayuae otcyrctBus orBera Ha nepBoe HazHaueHMe ['KC BO3MOXXHO THOBTOpHOE
HazHaueHue uepe3 1 ,5-2 roma. Ilpm orcyTcTBuUM oTBeTa Ha moBTOpHOEe HazHaueHue ['KC
nanbHele noneiTku ucnonb3oBanus ['KC HenenecooOpa3HbL.

O¢pdexruBnocts Tepanmuu 'KC ormeuaercs moutu B 60% ciydaeB. B cinydae momydenus
orBera Ha ['KC »puTpoulnTHI COXpaHSAIOT CBOM AaHOMAaJbHbIE 4YEpPThl (MAKpOLIMTO3, BBICOKAs
aKTUBHOCTh €ADA), 4T0O He 03BOJISIET KOHCTATUPOBATH PEMUCCHIO WM U3JIeUeHHE 3a00JIeBaHMUS.

B canydae pa3BuTuS CTEpOUA03aBUCHUMBIX HEXKenaTrelnbHbIX sBiIeHUM Tepanus ['KC
NpeKpalaeTcss U MAaIlMeHT MEepPeBOJUTCA Ha PeryispHble TpaHC(y3uu S3pUTPOLUTHONH Maccoil B
COYEeTaHUM C XenmaTopHoil Tepanmei. Ha mnepuon mybOeprara (~10—14 ner; omeHka Hauana
ny0epraTa MPOBOAUTCS COBMECTHO C AHJIOKPHUHOJIOIOM IO KOCTHOMY BO3pPAacTy ¥ TOPMOHAJIHHOMY
npodmito) Heooxoaumo otmeHuTh I'KC cpokom Ha 1 -4 roxa.

Ilepen wnavanom I'KC Tepanmum 3aBeplIUTh OCHOBHOHM 3Tal BaKIMHONPO(UIAKTHKH
[3aBepIINTh BaKUMHAIMIO NPOTUB AU(TEpUH, CTOJIOHSAKA, KOKIIOIIA, MOJIMOMUENINTA, TernaTuTa B,
rernatuta A, TyOepkysesa, KOpu, KpaCHyXH, apoTHUTA].

Iepen naganom I'KC tepanuu He06X01UMO IPOBECTH UCCIICIOBAHMS:

* obmero Oenka 1 OETKOBBIX (HPAKIIHIA;

* coxepxanus IgA, IgM, 1gG;

*  UMMYHO()EHOTUIHPOBAHHUS JIEHKOIUTOB,;
* coxaepaHus BUTamuHa D.

Ha Tepanuu I'KC HE00X01MMO KOHTPOIHPOBATH:
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* coxepkaHue BuTamuHa D B cbIBOpOTKE KpoBH | pa3 B rof;

e coxepxxanue IgA, IgM, I1gG 1 pa3 B rox;

* JEHCUTOMETPHIO JUIsl MALIMEHTOB cTapiue 5 JeT 1 pa3 B rox;

*  OCMOTp NPO3pPayYHBIX CPe] IJ1a3a C MEAUKAMEHTO3HBIM pacIIiPEHUEM

3pauka 1 pa3 B roa.

2—4 JMHUSA Tepaluu: 3aMECTUTENbHAas Tepamusi HPUTPOLUTHOM Maccoll (YypOBEHb
yOeIuTeNbHOCTH JOKa3aTenbcTBa A-B)

EnuncTBenHas onius s nauueHToB B Bo3pacte <1 roga u 10-14 ner u HEe OTBETUBIIUX Ha
Tepanuio 1-il tuHuen.

JIns  mporpaMMHOM  3aMECTUTENIBHOM TEpanuu JOJDKHA HCIIOIb30BATHCS SPUTPOLIUTHAS
Macca, GUIBTPOBaHHAS OT JIGHKOIMTOB, /Ul CHIKCHHUS PHCKA PA3JIMYHBIX MOCTTPAaHC(Y3MOHHBIX
peakimii  (uxopanka, LIMB-undexnus, amtoummyHuzanus). [lanuentam, paHee MOTy4aBIINM
MMMYHOCYTIPECCHBHYIO Tepamnuio, HE0OXOAUMO TpaHC(]y3upoBaTh OOJYUEHHYIO SPUTPOLUTHYIO
Mmaccy. [Toporosoe 3Hauenue Hb s mpoBenenust reMoTpancy3uu:

* g neteit nepsoro rona xusHu 90-100 r/m;
* s nanueHToB crapime 1 roga 80-90 r/m.

Pexomenayercss HOpMOTpaHC(Y3MOHHBIM PEXUM 3aMECTHTEIbHON MPOrpaMMHON Tepanuu
SPUTPOLMTHON Maccoil, T.e. cogepxkanue Hb mocne Tpancdysuun nomxHo coctaBisath 115-120 r/m.
O6beM Tpanchysupyemoit aputporuTHoi Maccel 10-15 mu/kr, kpaTHOCTE — Kaxzabie 3 - 4 Hen. s
TpaHc(hy3UH UCMONB3YETCs MHAWBUAYAIBHO MMOJ00paHHAs JEUKOACIUICTU-POBAHHAS U O0JIyueHHas
ApUTPOLUTHAS Macca (YpPOBEHb YOSAUTEIHLHOCTH JI0KA3aTeNbCTBA A).

Ilepen mepBoii  TpaHcysmeid  IPUTPOIUTHOW  MacChl  HEOOXOOUMO  TIPOBEICHHE
(eHoTUNHMpOBaHUs APUTPOIMTOB HanueHTa no cucreme ABO, Rh- ¢akropy u penkum rpymnmam
kpou (Kell u ap.).

Ha ¢one 3amectutenbHOi TpaHC)y3MOHHOM Tepanuu HEOOXOAUMO KOHTPOJIUPOBATh

* Oo0mui aHamM3 KPOBH C TOJACYETOM TPOMOOIMTOB TEepea  KaKIoh
TpaHcy3uei;

"  QHTUAPPUTPOLMTHBIC aHTUTeNna (Hempsmas npoba Kywmbca) mepen kaxmoi
TpaHcy3uei;

*  uMMyHO(deHOTHIIHpOBaHUE SpUTpPOIUTOB 1o cucremMe ABO, Rh-dakropy u
penkum rpymnmnam kposH (Kell u ap.) 1 pa3 B rox;

= obOmeH kene3a  (ceiBoporounoe  xkeme3o, OXCC/HXCC, HTX,
11



CBIBOPOTOUHBIH (epputuH) 1 pas B 6-12 mec.
TpaHC)y3MOHHYIO 3aMECTUTENFHYIO TEPANUI0 SPUTPOLUTHON Maccoi HE PEeKOMEHAyeTcs
couetaTh ¢ ' KC Tepanueli B CBA3M BBICOKUM PUCKOM OCJIOKHEHUH.
3amecTUTENbHASL TEpaNnus APUTPOLIUTHOM Maccod  JOJDKHA CONPOBOXKIATHCS aIEKBATHOU
XeJIaTOPHOM Tepanuei (ypoBeHb yOeIUTEIbHOCTH JI0Ka3aTenbCTBa B).
XenaropHasi Tepanusi J0JDKHA ObITh MHULIMUPOBAaHA KaK MOXKHO paHblIe, ONTHMAILHO ¢ 6
MeC, HO He Mo3xke 2 JeT. XeNaTOpHYI0 Tepanuio peKOMEHAYEeTCsl HauuHATh 1ociie 5 TpaHcgys3uii
SPUPOLMTHOM Macchl W/WIM TOBBIICHUA ¢eppuTuHa CBIBOPOTKH >500 MKr/m (ypoBeHb
yOeauTenbHOCTH JT0Ka3zaTenbcTBa B). OTMEHATbCS XenaTropHasl TEpamusi MOXKET MPH JOCTHKEHUH
BEpPXHEH TIpaHUIBl BO3PACTHOM HOPMBI conepKaHHs (EeppuUTHHA CBIBOPOTKH IPH YCIOBHH
MpeKpaIleHus] 3aMECTUTEIbHOM TPaHC(PY3MOHHOHN Tepanuy 1 HOPMAaJU3aIMK COACP)KaHUs Kelle3a B
NEYeHH U MHOKaple, OIeHeHHBbIX MerogoM MPT T2* (s mneyeHHM BO3MOXHO METOJIOM
OTIpENICJICHUs] COJICPKAHMUSA JKeJle3a B CyXOM BEIIECTBE II€YCHM). XeNaTophl: Jedepazupokc
[HavanbHas n03a 30 M I/KI/CYT peros eXeAHEBHO, Aajiee ¢ IIaroM 5 M I/KI/CYT MOBBIIIAETCS 10
MaKCUMAaJIbHOU 03Bl 45 M I'/KI/CYT WM MOHIKAETCS B 3aBUCUMOCTH OT KOHIEHTpanuu (GpeppuTHHa
CBIBOPOTKH (YpOBEHb yOeIUTENbHOCTH JOKa3aTenbcTBa B)|, mpu coaepxkanuu  QeppuTHHA
ceiBOpoTkH MeHee 500 MKr/m mosa cHmxkaercss ao 125-250 mr/cyt (ypoBeHb yOeaMTENbHOCTH
nokaszarenbcrBa C), nedepokcaMuH [HadanbHas 032 40 MI/Kr/CyT MOAKOXKHO 5 THEH B HEAETIO B
BUjie AIM TenbHOU uHOY3uH (8 -12 9), mpu HEOOXOJMMOCTH MHTEHCHBHOHN XeJaluu, B clyyae
pa3BUTH 3aCTOMHON cepaedHoi HemoctaToyHOCTH 100 MI/KI/CyT HENpephlBHO BHYTPHBEHHO
kKarmenbHO B TedeHwe 7-10 nHelt (ypoBeHb YOEIUTENBHOCTH Joka3aTenbcTBa A-B)]. s
MHTECHCU(UKAIINH XEIaTOPHOW Tepanuu MOKET MCIOJIb30BaThCs KoMOMHaIms aedepasupoxca [30
MI/KT/CYT per 0s eXeAHEBHO| B coueTanwu C aede-poxcamuHoM [40-50 MI/KT/CyT MOAKOKHO
eXenHeBHO B TeueHue 8-12 4) (ypoBeHb yOeauwtenbHOocTH pAokazaTenbcTtBa C)]. [IpumeHenwue
nedepunpoHa B KayecTBe Ipenapara |-l JMHUU HeleaecooOpa3HO B CBSI3U C BBICOKUM PUCKOM
pa3BUTHS arpaHyJoOLKTO3a, U €r0 Ha3HAYEHUE BO3MOXKHO TOJIBKO IIPU HAJIMYMM MTPOTUBONOKA3aHUN
K fedepasupokcy u nedhepoKcaMuHy.
[Tpu npoBeieHUH XeNaTOPHOI Teparnuu HeOOXO0JMMO KOHTPOJIUPOBATh:
¢ ceBoporouHoe xene3o, OXKCC/HXKCC, HTXK, ceiBopoTouHBI (DeppUTHUH Kaxable 3 Mec
npu noa00pe A03bI XenaTopa, Aajee Kaxaple 6 Mec; m KIUPEHC YHIOTEHHOTO KpeaTHHHUHA J10
Havalla XeIaTOPHOU Tepanuu, Kaxaple 3 Mec Ha 3Tare moadopa JI03bl, Janee Kakiasie 6-12

Mec;
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* MPT T2* neuenu u Muokapaa 1 pa3 B rog.

2-9 JIMHUSA TEpalnuu: TpaHCIUIAHTAlMsl TE€MOIOATHYECKMX CTBOJIOBBIX KIETOK (YpOBEHb
ybemuTensHOCTH qoKa3aTenbcTBa B-C).
ITIpu orcyrctBum s¢dekta Ha ['KC-Tepanuio TpaHCIUIAaHTALKsS TEMOIMO3TUYECKUX CTBOJIOBBIX
kierok (TT'CK) ot poactBeHHoro wunu HepoactBeHHOro HLA-coBmecTMMOro J0HOpa MOXET
paccMaTpuBaTbCs Kak aJbTEPHATHBA ITO)KU3HEHHOM 3aMECTUTENIBHOW TEpalud SPUTPOLIUTHOU
Maccoi JUIst MaleHToB mMiaamie 9 et (ypoBeHb yOeIuTeIbHOCTH JoKa3aTeabCcTBa B).
TI'CK MoeT paccMaTpuBaThCs KaK paguKalbHbIA METOJ JIEYEHHs AJIs MaLlMEHTOB Miajauie 9 et B
ciyyae Hanuuusg pojactBeHHOro HLA-coBMecTMMOro moHopa y TpaHC(Yy3MOHHO 3aBUCHMBIX
MAIMEHTOB, HE OTBEYAIOIINX HA INIIOKOKOPTUKOUABI M YUUTHIBAsI PUCK IIPOTPECCUBHOIO YTHETCHHUS
KPOBETBOPEHHSI U Pa3BUTHUS 3JI0KAYECTBEHHBIX 3a0oseBaHuil y OonbHbBIX AJlB, OTBETHMBHIMX Ha
I'KC-tepanuto (ypoBeHb yOSIUTETFHOCTH JOKa3aTeabCcTBa B).
B Hacrosmiee Bpems, mo naHHbiM peructpoB AJIb ®panuun u ['epmanumn, OeccoObIThitHas
BbDKMBaeMocTh npu nposeaeHun TT'CK ot poncrBennoro HLA-coBMecTHMOro 10HOpa B BO3pacTe
miaamie 9 net cocrapinsieT 94%, a B 6onee crapmeM Bospacte 55%. [Ipu 3TOM poaCTBEHHBINH JOHOP
JOJDKEH OBITh 00CIIeI0BaH [T UCKITIOUEHUs cyOknmnHnueckoit opmbr AJlB.
Y namuentoB wmimanme 9 ser HepoacrBeHHas HLA-cosectumas TI'C K Takke MoxeT
paccMaTpuBaThC KaK BapUaHT paJMKajIbHON Tepamuu (ypOBEHb YOETUTEIHHOCTH JI0Ka3aTeNbCTBA
C). B Hactosimiee Bpewmsi, o JaHHBIM peructpoB AJIb @pannuu u I'epmanun, OeccoObITHITHAS
BbIKUBaeMocTh npu npoeaeHnn TI'CK ot nHepoacrtsennoro HLA-coBMecTUMOro JOHOpa NalueHTa
Miazawme 9 et cocrasiuseT 85%.
AnbTepHaTUBHAs Tepanus (YpoBeHb YOSIUTEIHHOCTH JOKa3aTenbecTBa D)

OIHMCAHBI CITy4aH JOCTINCHHS PEMUCCHH [PH HCIIONB30BAHMH JeimHa [110 700 mr/kr/m” Tpu
pa3a B cyTku| u cotatepuenta (0,75-1,0 MI/Kr moAKOKHO Kaxable 3 HEM), OHAKO B KIMHHYECKHUX

PaHIOMU3UPOBAHHBIX UCCIIEOBAHUAX F(P(PEKTUBHOCTH TAKOM TEparuu He JOKa3aHa.

3.6 JuddepeHunanbHasi JUATHOCTHKA

AJ1b HeobxoauMo nuddepeHIupoBaTh CO CASTYIOMUMHI COCTOSIHUAMU U 3a00JIeBaHUSIMHU:
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. [lo3gHsa runmopereHepaTopHass aHEMHUsI BCIEACTBUE TSKEIIOM T€MOJIUTHYECKOW aHEMHH

HoBOpOXXJIeHHOTO (Rh mmu ABO koH(QIHKT), KOTOpas MOXKET COXPaHATHCSA B TEUCHHE HECKOJIBKUX

MECSLEB.
. TpanzutopHas sputpobaacronenus (npuioxenue b).
. BpoxaeHHas THUMNOIUIACTHYECKAsh aHEMHsSl BCJEICTBHE TPAHCIUIAHIICHTApPHO MEpeIaHHOM

uHpekuu  napoBupycom B19. IlapBoBupyc B19 MoxkeT BBI3BIBaTH  TPAH3UTOPHYIO
HEJOCTATOYHOCTb JPUTPOUJHOIO POCTKA Yy MANUEHTOB C TIEMOJIM30M WIH XPOHUYECKOU
SPUTPOUIHONW HEIOCTaTOYHOCThIO NpU HMMyHoAeduuutax. [uarnoctupyercs wmeromom III[P
o0pasia KOCTHOTO MO3Ta.

. [IpuobperenHas nmepcucTHpYIOLAs dPUTPOOIACTONICHUsT BCIEACTBUE MapBOBUpYycHOH B19
MHOPEKIMH Y HOBOPOXKIACHHBIX M JIeTe paHHEro BO3pacTa C BPOXKAECHHBIM KOMOWHUPOBAHHBIM
UMMYHOJIC(UIIUTOM

. Cunapom Ilupcona, KoTOpblii XapakTepusyercs pedpaxTepHOW apereHepaTopHOU
MaKpOILUTAPHON cuaepoOIacTHONW aHEeMHUEeH, HEHTPOIIeHUEH, BaKyoIH3auell NpeaecCTBEHHUKOB B
KOCTHOM MO3T€, HaJIMYHEeM CUIepo01acToB (0OOBIYHO KOJIBLEBBIX) B KOCTHOM MO3T€, SK30KPHHHOM
TcyHKIHEH MoKy JOUYHOH jKeIe3bl U METa00IMYECKHM alli030M (JIAKTAT aliu030M). AHEMHUS
pa3BuBaeTca B Bo3pacTe | mecsna xu3HU B 25% cilydaeB, B BO3pacTe OKOJIO 6 MeCALEB KU3HU B
70% ciryuaeB. Y Bcex OOJIbHBIX BBIABISAETCA Aenenus mutoxoHapuaibaoil JJHK. B penkux cmyuasx
IUTONCHUS MOXET Pa3pelInuThcs C BO3PACTOM, MHOTHE OOJIbHBIE pa3BUBAIOT HEHPOJETeHEPATUBHOE

3aboneBanue (Keapuc-Cuape cunzipom) B 6osiee cTapiieM Bo3pacTe.

3.7 JucnancepHoe HA0II0AeHIE

[Tocne ycTaHoBiIEHUS AMArHo3a, BHIOOpA JeueOHOM TaKTWUKH, MOAOOpa /03 MpPErnaparoB MAlUCHT
nepeaaercs moja AMCIaHCepHOe HAONI0JIeHHE nenuaTpa (€ciy ecTh JOJDKHOCTh - TeMaroliora) Io
MECTY JKUTENbCTBAa. Tepamus MPOBOIUTCS aMOyJIaTOPHO, JUIMTENbHO/TIOKHU3HEHHO. BoibHBIE H
YJIEHBl UX CEeMEH JTOJKHBI ObITh MOJPOOHO O3HAKOMIIEHBI KaK C CyThIO 3a00JI€BaHUS, BO3MOKHBIM
OCJIO)KHEHUSIM TPOBOJUMOM Tepamuu, TaKk W OOydYeHbl NpaBUIaM WHIAMBHIYaJbHOH TUIHEHBI.
[TpodumnakTuyeckas BaKUMHAIMA MPOBOIUTHCS B COOTBETCTBUH ¢ HalMoHambHBIM KaleHAApeM.

HeobOxomuMbie MEpOTIpUATHS IPU AUCTIAHCEPHOM HAOIOCHHUH MPEICTaBIeHBI B TabmuIe 1.

Tabnuua 1. HeoOXoMMbIe MEUIIMHCKUE YCIIYTH TPU IUCTIAHCEPHOM HAOJIIOICHHH.
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HUccnenosanus

[IpoBoaumas Tepanus

[ TFOKOKOPTHKOCTEPOUTHAS 3amecTuTeIbHAS Teparnus
SPUTPOLIMTHOM Maccoil  Oe3/c

XEJIATOPHOU Tepanuen

OcMoTp crienuanucTaMmu

I'emaTosior Havano tepanuu — kaxzasle 2 | 1 pa3 B Mecsll
HeJenu 110 3aBEpPLICHUS
mox0opa 0361
[Tocnenyromee HaOmOIEHUE —
1 pa3 B 3 mecdua
Oxynucr OCMOTp IpO3payHbIX Cpex TIja3a C  MEIUKaMEHTO3HBIM
pacimmpeHuem 3pauka — 1 pas B 12 mec.
Kapnuonor 1 pa3 B 12 mec.
DHJIOKPUHOJIOT
WNHcTpyMeHTalIbHBIE HCCIIEN0BAHUS

OKTI’ 1 pa3 B rof, IpH BBISBJICHUH ATOJIOIMH Yallle

9XO-KT'

Jlencuromerpus Jlns manmenToB crapuie S et — | He tpeOGyercs

1 pa3 BrOz

XO0JITepOBCKOE He tpebyercs Jlnst manmeHToB crapiie 2 JIeT B

MOHHMTOPHUPOBAHUE cllydyae COXpaHeHUus (peppuTuHa

CEp/IEUHOT0 pUTMa ceiBopoTku 6omnee 1000 mxr/m B
IBYX NOCIIE0BATEIbHBIX
aHayM3ax - 1 pa3 B rox

MonuTtopupoBaHue He tpebyercs JUid manueHToB cTapuie 2 JIET B

CYTOYHOTO apTepHaJIbHOTO cllydyae COXpaHeHUus (peppuTuHa

JaBJICHUS ceiBopoTku 6omnee 1000 mxr/m B
IBYX NOCIIE0BATEIbHBIX
aHayn3ax - 1 pa3 B rox

MPT B pexxume T2* neuenu, | He Tpebyercs JUid manueHToB S5-TM JET WU

MHUOKapJa, MOKEIyI0YHON ctapuie 1 pa3 B rox

&Kele3bl U runodusa
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V3U opranoB OpromHon 1 pa3 B oz 1 pa3 B 6 mec
MOJIOCTH U TIOYEK
ARFI-anacrorpadust mneuenu, | He TpeOyetcs JUi ManueHToB cTapuie 2 JeT —

MOJIKETY TOYHOM KETE3bI

1 pa3 B oz

JlabopaTopHbIe HCCIeTOBAHUS

OOmmii aHaiM3 KpPOBH €
MOJICYETOM  PETUKYJIOIUTOB,
TPOMOOIUTOB,

JeHKouTapHOU (OPMYITBI

KaKable 2 Heaenu o
3aBeplIeHHs] Toa00pa 03I,

nanee 1 pa3 B 3 mecsia

1 pa3 B MecsI

buoxumnueckuit aHaIn3

KpOBHU (MOYEBHUHA, KPEAaTUHUH,

1 pa3 B 6 Mmec.

1 pa3 B 1 mecsan mpu moabope

1036l XenaTopa, gainee 1 pa3 B 3

o0mmii  OWITUpyOUH, MPSIMOU Mecdia

ownupyoun, AJIT, ACT, JIAT,

11D, rimoxo3a, K, Na+)

Knupenc snporenHoro | He tpeGyercs Kaxnpie 6-12 wmecsueB mnpu

KpeaTHHHHA MPOBEACHUU XEJIaTOpHOU
Tepanuu

ChIBOpOTOYHOE KEJE30,
OXCC (HXCC), HTX,

(beppHUTHH CHIBOPOTKU

1 pa3 B 6-12 mecsieB

J1o Hayana XenaTopHOW Tepanuu
1 paz3 B 6-12 wmecsaues; npu

no00pe A03bI XeaTopa KaxKable

3 wMecsma, pgajee Kaxkaele 6
MECSIIIEB
pT®P 1 pa3 B rog He tpebyercs
AHTHUIPUTPOLIUTAPHBIE He tpebyercs Ilepen xaxnoit TtpaHchysuei
aHTuTeNa (HempsAMas u SPUTPOLMTHOM MACCHI
npsmas ipoOsr Kymobca)
UMMYHO(EHOTUITUPOBAHHE He tpebyercs 1 paz3 BTOg
SPUTPOILIMTOB MO CUCTEME
ABO, Rh-daxTopy u penkum
rpynmnam kposu (Kell u np.)
conepxanue IgA, IgM, IgG 1 pa3 B oz He tpebyercs
conepxkanue Buramuaa D B 1 paz BTOq He tpebyercs
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CBIBOPOTKC KpOBH

TTT (tupeorpomnHslii ropmoH) | s nanueHToB cTapuie 2 jeT — 1 pa3 B rof

T4 cBOGOIHBIH (TUPOKCUH

CBOOO/THBIHN)

[TapaTupeouIHbII TOPMOH

IIponakTun

Koptuson

IGF-I, uacynuHOMOg00HbBIH Jlnst marimenToB crapiue 7 net — 1 pa3 B roa

¢axTop pocra

OcteokanbluuH Jliia nanueHToB crapiie 2 jeT — 1 pa3 B roa

B-Cross Laps B cbIBOpoTKE

KpOBH

Kanpiuit o0mmmii B CBIBOPOTKE

KpOBU

Kanbuuit HoHU3UpOBaHHBIN B

CBIBOPOTKC KPOBH

®ocdop B CHIBOPOTKE KPOBU

['MKO3UIMpPOBaHHBIN 1 paz3 BrOg Jlist manueHToB crapuie 7 JeT —
reMOTJIOONH 1 pa3 B oz
3.8 IIporuo3

B menom mporHo3 aist KU3HU OCTATOYHO OJNaronpHATHBIA. BhIOMHEHHE JAaHHBIX KIMHHUYECKUX
peKOMEHJAUH  TMO3BOJSET  COXPaHUTh  IOJIHOLIEHHYI0O  paboTOCHOCOOHOCTH  MAIMEHTA.
IIpoaOMmKUTENPHOCTh JKU3HM OIpaHUYEHAa B IIEPBYIO OYEPEIb pPAa3BUTHUEM OCIOKHEHHUH OT
IIPOBOIUMOM TEPAIUH.

Crnonrannas pemuccusi AJIb Bo3MoxxHa B npuMepHo 20% ciiydaeB K 25 rogam HE3aBUCHMO OT
paHee IPOBOAMMOM TEPAIUH.

OcnoxHEeHHEe 3aMECTHTEIBHOM Tepanuu 3pUTPOLIMTHON MAacCCOM — MOCTTpaHChY3HOHHAS TTEPETpy3Ka
KEJIE30M — MOXET CYLIECTBEHHO COKpallaTh MPOJOJIKUTENBHOCTh JKM3HM M YXYZIIAaTh KayecTBO

JKU3HU OOJIBHBIX.
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[MponomxurensHOCTh KU3HU OonbHBIX: 10 40 ser moxuBaer 75,1+4,8% OONBHBIX; B Ciydae
JOCTHKEHHSI PEMUCCUU WM MEIMKAMEHTO3HOM PEMUCCHUM BBDKMBAEMOCTh cocTaBisieT 85-100%;
TpaHC(y3MOHHO 3aBUCUMBIE TMTALIMEHTHI TOKUBAIOT JI0 B3pOCIoro Bo3pacta B 60% ciryuaes.

OO0masi BEDKMBaeMOCTh Tocne poactBenHoi coBmectumoit TI'CK, ecnu ona mpoBoamiace A0 9-
JIETHEr0 BO3pacTa, coctaBisier 95%, mociae HepoACTBEHHOHM moiHocThio coBmecTtuMoint TI'CK —
85%.

CmepTtHOCTh manueHToB ¢ AJ/Ib 3aBUCUT OT pa3BUTUS U CTENEHM TSKECTU OCIOKHEHUH OT
MPOBOANMON Teparnuu (MOCTTpaHCy3UOHHAS Meperpy3Ka Kene30M, HHMEKIHH, OCI0KHEHUS TTOCIe
TI'CK) — 67%, cBsa3ana c mporpeccueil 3a0onieBaHus (TsDKenas arvia3us KpPOBETBOPEHMSA,

3JI0KaueCTBEHHBIE 3a00s1eBanHus) — 22%, He YCTaHOBJIEHA MPUUMHHAs cBsA3b — 11% ciydaes.

3.9 CounanbHasi M NCUXOJOTHYECKAs] peadWInuTaus

Bo3MokHOCTB TpeObIBaHNS B OPTaHU30BAHHOM KOJUIEKTHBE: Ha ()OHE JII000H Tepanuu BO3MOKHO
npeObIBaHUE B JIETCKOM KOJUIEKTHBE. BO3MOXXKHOCTD Iy TEIIECTBHM, TOE3/I0K 3a IPaHUILY,
npeOBbIBaHUS B IETCKOM O3JI0POBHTEIBHOM JIarepe OrpaHnveHa MUAEMHUOIOTHIECKO cuTyanuei n
BO3MOKHOCTBIO HETIPEPBIBHO NMPOBOUTH HA3HAYCHHOE JieueHHe. BO3MOXKHOCTh Harpy30K U 3aHATHIMA

CIIOPTOM: BO3MOKHBI O€CKOHTAKTHBIE BU/IbI CIIOPTA (TIJIaBaHUE, JIp.).

3.10 Be1oop npogeccun
ITpu otcyrcrBun TI'CK mu3berats mpodeccuii, CBA3aHHBIX BO3MOXKHBIMU TpaBMaMu. Ilpu ycrenHoit

TI'CK orpanuyeHuii HeT.

3.11 OTHOLIEeHHE K POKACHHUIO JeTel

bes TI'CK neroponnast gpyHkuusi oObl4HO He cTpagaer, mocie nposeneHHo TI'CK Bo3MoxHO
Oecrioaue.

OU3HONOTHYECKHE W3MEHEHUs], MPOUCXOASIINE MPU OEPEeMEHHOCTH, MOTYT BbI3BaTh IOBBIIICHHUE
notpedHocTH Kak B 'KC, Tak u B TpaHC(Y3UAX 3PUTPOLUTHON MACCHI.

3.12 IIpeHaTajbHAs IMATHOCTHKA U FeHeTHYECKOe KOHCYJIbTHPOBAHHE

Cembs 60apHOTO AJIB
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ITpu reHeTHYECKOM KOHCYJIBTUPOBAHUH HEOOXOIUMO YUUTHIBATH BBHICOKYIO BEPOSTHOCTH POXKICHHS
OonpHOrO peOeHKa B JaHHOM ceMbe NpU TOcHenyroummx OepeMeHHOCTsX. IlpeHaranbHas
JIMAarHOCTHKA BO3MOXXKHA NPU HICHTH(GUUIMPOBAHHOM MyTanmuu y mnanuenra; B ~30% cioydaes
MyTallUIO BBIABUTH HE YyJNAeTCs, CIEJOBATEIbHO IIPOBEIEHUE NPEHATAIbHONM JAMArHOCTUKH
CTAaHOBUTBHCS HEBO3MOKHO.

bonbnoit AJIb

[Ipu reHeTHYECKOM KOHCYJIBTUPOBAHMHM HEOOXOIMMO YUYUTHIBATH KpaiHE BBICOKYIO BEPOSTHOCTD
poxeHust 00JILHOTO peOeHKa.

Y NanMeHToB MYKCKOTO TMoja MpU HISHTH(GUUIMPOBAHHOH MYTallMd BO3MOXKHO IPOBE/ECHHE
TCHETHYECKOT0 MCCIICAOBAHMS CIEPMBI Uil ONpPEIeNICHHUs] pHCKa Nepefayd JaHHOTO 3a00JeBaHMS
CIIEIYIOIIEMY IOKOJEHUIO. B ciyuyae BBISIBIEHHS TOJIBKO MYTaHTHOIO aJUIENsl — PUCK POXKACHUS
6onbHOrO0 pebenka cocraBiger 100%, aeTopokieHHe HE peKOMeHAyeTcs. B cimywyae Hamuuwms
HOPMAaJIbHOT'O U MyTaHTHOTO ajuiesst — nokazana OKO ¢ npeauMIiaHTallMOHHON JUarHOCTUKOM.

Y mauueHToB JKEHCKOro Iojla MpH  HMACHTU(UIUMPOBAHHON MyTauuu Bo3MoxkHo OKO ¢

MPEIMMILUIAHTAlMOHHOW TUAarHOCTUKOM.

4 XapakrtepucTuKa TpeOOBaHMIT

4.1 Moaeab nanuenta. Anemus Jlaiimonna-baexdena

O0s3aTenbpHas COCTABIISIONIAST MOAEIN Omnucanne coCTaBISIONIEH

Hozonoruueckas hopma Anemus Jlaiimonna-briekdena

Cramus 3a001eBaHMS Her

da3za 3a001eBaHUS Her

OcnoxHeHus Cucrema OpraHoB KpOBETBOPEHMSI U KPOBB:!
ArpaHynonuTos,

TpexpocTkoBask HUTONECHUS.

[TumeBon, xeny 10K, IBEHaaTUIIEPCTHAs
KHILKA:

Crepounpnas s13Ba,

KenynouHoe KpoBOTEUEHHE,
KpoBoTteueHue U3 1BeHa IaTUIIEPCTHON

KHIIIKH.

19



Opransl 3peHus:
JlexapcTBeHHasl KaTapakTa.
WH}eKmonHbIe MPOSIBICHUS.
3noKauecTBEeHHbIE HOBOOOPA30BaHUSL.
CepaeuHo-cocyqucTasi cucTeMa:
Cepneunast HEIOCTaTOYHOCTb,
Hapymenus cepaeqnoro purma
JKene3pl BHyTpEHHEN CEKPELIMU:
CaxapHblii muaber,
I'nnioronagusm,

Octeonopo3s,

BripaskeHHas 3a7epKka pocra

Koz mo MKB-10 D61.0

4.1.1 Kpurepun u Npu3HaKH, onpeaesiloIue Moae/Ib NaueHTa

AHamMHecTHYECKHE M OOBEKTHBHBIC NaHHbIC: Hamnuue AJIb B ceMbe; OoTCTaBaHHE B (PU3UUECKOM
pa3BUTHHM, OCOOEHHO B pOCTE; OTCYTCTBHE TENAaTOCIUICHOMETAINU; BPOXKICHHBIC aHOMAIHH
Pa3BUTHSL, XapaBTEpPHBIE [T 3a00JI€BaHU

JlaGopaTopHble JaHHBIE: HOPMOXPOMHAsI, OOBIYHO MAKpOILUTApHAsl, aHEMUS B paHHEM Bo3pacTe 0e3
BOBJICYCHUS JPYTUX KJIETOYHBIX JIMHUW; PETUKYJIOLUTONEHUS; HOPMOKIETOUYHBIA KOCTHBIA MO3T C
CCJICKTMUBHBIM  yYMEHBIIEHUEM  JPUTPOMAHBIX  IPEAIICCTBEHHUKOB;  BBISBICHHE  MYyTalUi
pubocomaneubix reHoB, GATAl, FLVCR MeTonoM cekBEHMpOBaHUS; HOPMaJbHbBIH KapHOTHII
KJIETOK KOCTHOT'O MO3ra, OTPHULATENBFHBIA TECT ¢ AuANoKcuOyTanom; nosbimeHue HbBF y nereit

cTapuie 6 Mec.; IOBBIILIEHUE AKTUBHOCTH IPUTPOLIUTAPHOM aIEHO3UH Je€3aMUHAa3bl.
4.1.2 TlepeyeHb MeIUIIUHCKHUX YCJIYT OCHOBHOTI'O U JOMOJHUTEIBHOI0 ACCOPTHMEHTA
Ilepeuenp menumuHckux ycayr (MVY) cornacHo «HomeHnknaType yciayr B 34paBOOXpaHEHUM» IS

JMAarHOCTHKH B CTallMOHApe Mpe/ICTaBiIeH B Ta0uuIe 2.

Tabnuma 2. JluarHocTuka B CTalioOHApe, B TOM YHCIIe JHEBHOM CTAIlHOHAPE

Kog MV Hanmenosanue MY Yacrora KpatHocTb

npeaoCTaBJICHUA npeaoCTaBJICHUA
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OOmuii (KIMHUYECKU) aHaTu3

B03.016.003 KpPOBH pa3BEPHYTHIN 1,000 1,000
[IpocMoTp Ma3ka KpoOBH Ui
aHaiIm3a AHOMAJIUI
MOp(OJIOTHH SPUTPOLIUTOB,

A08.05.007 TPOMOOIIMTOB U JIEHKOITUTOB 1,000 1,000

A09.05.002 OrueHka reMaToKpura 1,000 1,000
HccnenoBanue ypoBHS jkejes3a

A09.05.007 CBIBOPOTKU KPOBH 1,000 1,000
HccnenoBanue YPOBHS
TpaHcheppuHa CBIBOPOTKH

A09.05.008 KpPOBHU 1,000 1,000
HccnenoBanue YPOBHS
CBOOOJHOTO M CBS3aHHOTO

A09.05.022 OunnpyOuHa B KPOBU 1,000 1,000
HccnenoBanue YPOBHS

A09.05.039 nakraraeruaporesassl B kposu | 1,000 1,000
HccnenoBanue YPOBHS

A09.05.046 mienounoit gocdarasel B kpou | 1,000 1,000
HccnenoBanue YPOBHS

A09.05.076 beppuTHHA B KPOBU 1,000 1,000
OnpeneneHne OCHOBHBIX TPYIII

A12.05.005 KpoBH (A, B, 0) 0,800 1,000
Ornpenenenue pesyc-

A12.05.006 MPUHAJICKHOCTU 0,800 1,000
HccnenoBanue
KEJIE30CBA3BIBAIOLIECH

A12.05.011 CIIOCOOHOCTH CBHIBOPOTKHU 1,000 1,000
Uccnenoanue HACBILLECHUS

A12.05.019 TpaHcheppuHa KeIe30M 1,000 1,000

A12.05.056 WNnentudukarms reHOB 1,000 1,000

B03.016.004 Ananmu3 xpoBu Omoxumudeckuit | 1,000 1,000
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o0rmieTepaneBTHIECKHIA

B03.016.006 Anann3 Mo4H oOLIuii 1,000 1,000
BrisBnienue TUIIOB

A12.05.012.002 | remorimobuna 1,000 1,000
HccnenoBanue cozlepKaHus
pacTBOPUMOTO
TpaHncheppuHoBoro peuenrtopa | 1,000 1,000

4.1.3 XapakTepucTHKa aJITOPUTMOB M 0COOCHHOCTEH MPUMEHEHUSI MeIMIHMHCKHUX YCIyT
NP JAHHOH MOJe/JH MAallHeHTa
Anroputm neuenuss AJlb ompenensercss BO3pacTOM IallMEHTa M, Kak IPaBHIIO,
paccmarpuBaeTcss MHAUMBUAYyaidbHO. Ha mepBoM roay >KM3HM HE PEKOMEHIYETCS HCIOJIb30BaTh
rmokokopTukoctepousinyto (I'KC) Ttepamuio B CBSI3M € CYHIECTBEHHBIM HapyIIEHUEM pOCTa
pebenka. Ontumanbhoe Hayano ['KC tepamum B Bo3pacte 12-15 mec. Ilpm cymiecTBeHHBIX
npobiemMax ¢ BEHO3HBIM JIOCTYIIOM M HEIOCTYIHOCTH SPUTPOLUTHOM MaccChl HaJIeXKaIIero
KayecTBa (JICHKOACTIIETUPOBAHHON M O0JyUYE€HHOMN) TIIIOKOKOPTUKOCTEPOUIbI MOKHO HAUMHATH C 6
MECSIIEB; P CYIIECTBEHHOM CHIMKEHHH TEMITOB pocTa pedbenka (Menee 30 meHTmis Kk 12 Mecsiam)
crapt ['KC Tepanuu MoxHO OTIIOKUTB 10 15-18 MmecsueB. B ciyuyae pa3BuTus crepon3aBUCUMBIX
HexenaTeNnbHbIX sBieHui Tepanus ['KC npekpaiiaercs U ManueHT NEPEBOIUTHCS HA PETYISIPHBIE
TpaHC(y3UH SPUTPOLUTHOH MAcCOW B COYETAHHHM C XE€JIaTOpHOW Tepamueil. 3aMecTHTENbHbIE
TpaHCc(hy3UH SPUTPOLIUTHON MACCHI - €AMHCTBEHHAS OMIMS JJIs MAIlMeHTOB B Bo3pacte <1 roxa, 10-
14 ner n He orBeruBIMX Ha Tepanuto I'KC. Ha nepuon nybeprata (~10-14 ner; ouenka Hauvana
ny0epraTa IpOBOJUTHCS COBMECTHO C HJOKPHUHOJIOIOM 10 KOCTHOMY BO3PAcTy U TOPMOHAJIHHOMY
npopwio) HeoOxoaumo otMeHuth ['KC cpokom Ha 1-4 roma W HayaTh peryJisipHble
3aMEeCTHTENIbHbIE TPAaHCPY3UH SPUTPOLMTHOW Macchl UId OOecreyeHHss MaKCHMAalbHOTO pPOCTa
pebeHka.

TI'CK sgBnsercst CANHCTBCHHBIM paJIMKaJIbHBIM MCTOIOM JICUCHUA.

4.1.4 XapakTepuCTHKA aJITOPUTMOB H 0CO0CHHOCTeH NMPUMEHEHHs MeANKAMEHTOB
Bce Oonbnbie ¢ anemueit JlaiiMonma-brnekdena sBISIOTCS KaHAUAATaMU JUISL TPOBEACHHUS

TpaHCIUIAaHTAllUM  TeMmaTtonodTudyeckux cTrBojioBbiX kietok (TI'CK), kak eauHCTBEHHOTO
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panuKaIbHOTO METOAA JICYEHUs AaHHOro 3abosieBaHus. IIpu OTCYTCTBMM COBMECTHMOTO IOHOpa
BO3MOKHO IIPOBEICHHME KOHCEPBATUBHOIO JICUCHMs, HAIPABJICHHOIO WM Ha MEIUKAMEHTO3HYIO
KOMIIEHCALUI0 KOCTHOMO3I'0OBOM HEAOCTaTOYHOCTH, UM Ha 3aMEILEHHUE TOHOPCKUMU SPUTPOLUTAMU
C COOTBETCTBYIOLIMM IapajlIe/IbHBIM BBIBEACHUEM U3JIMILKA XKelle3a. B cilydae NpuHATUS pelieHUs
o nposenennn TI'CK mnamueHTy, paHee IOJIy4aBILIEMY 3aMECTHTEJBHYI TEpPAIUI0 JTOHOPCKOU
SPUTPOLMTHON Maccoi, HEOOXOAUMO TIIATEIBHO HCCIEOBATh COJCPKAHMUE JKejie3a B TECUCHH U
MHOKap/ie, WHTCHCU(UIMPOBATH XENATOPHYIO TEpamuio, T.K. COXPAaHEHHE IEperpy3KHu >Kenesa
MOBBIIIAIOT TOKCHYHOCTD U BEPOSITHOCTh MHPEKIMOHHBIX ocnoxHeHnit TT'CK.

ITpu ucnonp3oBanuu riarokokopTuxkoctepouusix (I'KC) npemaparoB He0OX0IUMO CBOEBPEMEHHOE
Ha3HAUYEHHUE COMYTCTBYIOIIEH Tepamnuy, HalpaBIeHHOW Ha MPO(QMIAKTUKY PA3BUTHUS OCIOKHEHHI
Tepanuu (CTepouJHas s3Ba, TMIIOKAIMEMHUS, CTEPOMJIHBIN OocTenopo3). B cilydae BO3HMKHOBEHUS
MHPEKIMH HE00XOAMMO HEMEIJICHHOE Ha3HAYCHHWE AHTHOAKTEPHAIBHBIX IPENapaToB IIHUPOKOTO
CIIEKTpa JACHCTBHUS.

[Tpu Hauane XenaTOpHOW Tepamuu JJs BBHIBEJICHUS HAKOIMBILETrocs M30BITKA jKeje3a BCIEICTBHUE
PETYISIpHBIX TpaHC(y3uil TOHOPCKOM SPUTPOIMTHON MacChl HEOOXOIMMO YETKO KOHTPOJIHPOBATH
(YHKIMIO TICYEHU M TOYEK, CBOEBPEMEHHO MOIU(PHIMPOBATH /103y MpPENapaTroB BO H30ekaHHE

Pa3sBUTHUA TOKCUIHOCTH.

4.2 TpeOoBaHMA K J1eKAPCTBEHHOI MOMOIIM CTALIMOHAPHOM
TpeboBanust K JIeKapcTBEHHOW MOMOIIM CTAalMOHAPHOM Ipe/ICTaBlIeHbl B 3alOJHEHHOH Qopme,

MpeICTaBICHHON B Tabmuie 3.

®apmakorep | AHaToMo- MexnyHaponHoe Yacrora OpueHntupo | DKBHUBAJIEH
a TEpareBTH | HEMATEHTHPOBAHHOE Ha3HAYEHU | BOYHAsS THast
NeBUYECKasi | yecKas HaMEHOBaHHE i CyTOYHas KypcoBast
rpymnma XUMHYecKast no03a 7032
rpymnmna
DO7AA IIpennnzonox 0,2 40 14600
MeTuinpenHu3010Ha 0,3
DO7AA aleroHaT 40 14600
00000 Dputpomacca ¢ 0,6 2 no3bl 24 no3bl
yJlaJIeHHBIM
JIeUKOTPOMOOITUTAPHBI
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M CJIOEM

VO3AC

Jledepazupoxc

0,5

1000 mr

5000 mr

VO3AC

2000 mr

10000 mr

JHledepokcamuu 0,1

[TpuBenennsie B (opMe M03bI TMpemnapaTtoB SBIAIOTCS YCPEIHEHHOM BeNMUYMHOM. B kaxmom
KOHKpPETHOM ClIy4ae [103a MPeJHU30JI0Ha (METWINPEAHU30JI0HA), IPENapaToB XeIaTOPOB XKee3a U
00BEM IPUTPOMACCHI TOJKHBI ObITh PACCUMTAHBI MAITUEHTY HHIUBUAYAIBHO, COTJIACHO WHCTPYKIIMU
K IPUMEHEHUIO JIEKAPCTBEHHOT'O Ipenapara. DKBUBAJIEHTHAsI KypcoBasi 1032 — pacCUMTAaHA Kak Jj03a
IpU CpeiHEH TNPOJOKUTENIFHOCTH Tepanuu 12 mecsueB (3a0oieBaHue TpeOyeT MONKH3HEHHOTO

JICUCHHUS).

4.3 TpeOoBaHus K yX01y 32 NAMEHTOM M BCIIOMOraTeJIbHBIM NPoLeypam
Ilepeyenp MEAMIIMHCKHX, YCIOYr yXoAa 3a ManueHToM coriacHo «HomeHkmarype ycayr B

3/IpaBOOXPAaHEHUMY MIPEJICTaBJICH B Tabuuie 4 u 5.

Tabnuua 4. MeauuuHCKue yCIIyTu MO YXoy 3a naureHToMm Ha tepanuu ['KC

Kog MV Hanmenosanue MY Hacrora Kparrocts
MIPEJOCTABICHUS | BBITOJHEHHUS

IIpuem (ocMOTp, KOHCYJIbTAIMs) Bpada-

B01.005.001 remMarosiora nepBUYHbIN : :
JlucniancepHslil pueM (0CMOTp,

B04.005.001 KOHCYJIbTaIMs1) Bpada-remarosora : s
IIpuem (ocMOTp, KOHCYJIBTAIMs) Bpada-

B01.015.003 JETCKOT0 KapJ1oJora NepBUYHBIN : :
IIpuem (ocMOTp, KOHCYJIbTAIMs) Bpada-

B01.029.001 o(ranbMoIiora mepBUYHBIN : :
IIpuem (ocMOTp, KOHCYJIBTAIMs) Bpada-

B01.058.003 JETCKOTO SHIAOKPHUHOJIOTa : :
JucniancepHslil pueM (0CMOTp,

B04.029.001 KOHCYJIbTAIHs) Bpaua-opTaabMoJiora 02 .
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JliucniancepHslil pueM (0CMOTp,

B04.007.001 KOHCYJIbTaIMs1) Bpaya-reauaTpa :
IIpuem (ocMOTp, KOHCYJIbTAIMs) Bpada-
B04.015.003 KapAuoJjora JUCIaHCEPHBIH 02
VY IIbTpa3ByKOBOE UCCIIEOBAaHUE OPTaHOB
A04.16.001 OpIOIITHOM MOJIOCTH (KOMIUIEKCHOE) :
A04.10.002 Oxokapauorpadus 1
A05.10.006 Perucrpanus snekTpokapIuorpaMmMbl 1
A06.03.061 Pentrenonencuromerpus 0,5
OOmuit (KITMHUYECKUI) aHaTTN3 KPOBH
B03.016.003 pa3BepHYTHII :
AHanu3 KpoBH OMOXUMUYECKUN
B03.016.004 o0ImieTepaneBTHYECKHIA :
HccnenoBanue ypoBHsI JKelle3a ChIBOPOTKH
A09.05.007 KpOBU 1
HccnenoBanue ypoBHs TpaHchepprHa
A09.05.008 CBIBOPOTKU KPOBH 1
A09.05.076 HccnenoBanue ypoBHs peppuTiHa B KpoBu | |
HccnenoBanue ypoBHs
A09.05.039 JAKTaTAECTUAPOTrE€Ha3bl B KPOBU 1
HccnenoBanue ypoBHs IETOYHON
A09.05.046 docdarassl B KpOBU 1
HccnenoBanue xene30CBsI3bIBAIOICH
A12.05.011 CIIOCOOHOCTH CHIBOPOTKH 1
VccnenoBanue HaCHIIEHUS TpaHCpeppruHa
A12.05.019 KEJIe30M 1
HccnenoBanue cosepkaHus pacTBOPUMOTO
TpaHc(hEeppHUHOBOTO peLenTopa 1
A12.05.056 W nenTudukanys reHoB 0,6
A12.05.012.002 | BrigBiaeHu€e THIIOB T€MOIIO0MHA 0,6
B03.016.006 AHanu3 MoYH 00IIHit 1
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A12.22.005 [IpoBeneHue TIIIOKO30TOIEPAaHTHOIO TECTA 0,5 1
HccnenoBanue ypoBHs OOILIETO KaJbIHs B

A09.05.032 KpPOBH 0,5 1
HccnenoBanue ypoBHS HEOPraHUYECKOTO

A09.05.033 docdopa B kpoBU 0,5 1
HccnenoBanue ypoBHs CBIBOPOTOYHBIX

A09.05.054 UMMYHOTJIOOYJIMHOB B KPOBH 1 1
HccnenoBanue ypoBHS HOHU3UPOBAHHOTO

A09.05.206 KaJIbLIUSl B KPOBH 0.8 :
HccnenoBanue ypoBHs MapaTUPEOHTHOTO

A09.05.058 rOPMOHA B KPOBHU 08 :
HccnenoBanue ypoBHs CBOOOIHOTO

A09.05.063 TupokcuHa (T4) CbIBOPOTKH KPOBHU 0.8 :

A09.05.221 Onpenenenne 1,25-OH Butamuna /| B xposu | 1 1
HccnenoBanue ypoBHs 001Iero KOpTHU30JIa B

A09.05.135 KPOBH 0> :
Hccnenoanue yposus TTI 0,5 1
Hccnenosanue ypoBHs IpojakTuHa B kpou | 0,5 1
HccenenoBanue ypoBHs KOPTU30j1a B KPOBU 0,5 1
HccnenoBanue ypoBHs HHCYJIHMHOIOJOOHOTO

A09.05.204 ¢akTopa pocta B KpOBH 02 :
HccnenoBanue ypoBHs OCTEOKaJIBIIUHA B
KpPOBHU 0 :
HccnenoBanue B-Cross Laps B CBIBOpOTKe
KpPOBHU 0 :

KpPaTHOCTD BBIITOJHCHUA MCAUIIMHCKUX YCIIYTI' YKa3daHa ¢ y4€TOM HGO6XO,Z[I/IMOCTB MOXHW3HCHHOT'O (B

ciydae HeBo3MOkHOCTH nposeneHus TI'CK) nedenus nanuenTa u3 pacdyera Ha 1 rof.
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Tabmuua 5. MemunuHCKHE YCIOYrH IO YXOAY 3@ NAIlMEHTOM Ha Tepaluu 3aMECTUTEIbHBIMU

TpaHC(y3UIMH SPUTPOLIUTHON MAacCOi B COUETAaHUM C XEJIaTOPHOU Tepanuen

Kog MV Hanmenosanue MY Hacrora Kparrocts
MIPEJOCTABICHUS | BBITTOJHEHHUS

IIpuem (ocMOTp, KOHCYJIbTAIMs) Bpada-

B01.005.001 remMarosiora nepBUYHbIN : :
JucniancepHslil pueM (0CMOTp,

B04.005.001 KOHCYJIbTaIMs1) Bpaya-remarosiora : a
IIpuem (ocMOTp, KOHCYJIBTAIMs) Bpada-

B01.015.003 JETCKOT0 KapJ1oJora NepBUYHBIN : :
IIpuem (ocMOTp, KOHCYJIbTAIMs) Bpada-

B01.029.001 o(ranbMoIiora mepBUYHBIN : :
IIpuem (ocMOTp, KOHCYJIbTAIMs) Bpada-

B01.058.003 JETCKOI'0 SHJOKPUHOJIOTa : :
JucniancepHslil pueM (0CMOTp,

B04.029.001 KOHCYJIbTAIHs) Bpaua-opTaabMosiora 02 .
JlucniancepHslil npueM (0CMOTp,

B04.007.001 KOHCYJIbTaIMs1) Bpadya-reauaTpa : )
IIpuem (ocMOTp, KOHCYJIbTAIMs) Bpada-

B04.015.003 KapAuoJjora JUCIaHCEPHBIN 02 ¢
VY IIbTpa3ByKOBOE UCCIIEOBAaHUE OPTaHOB

A04.16.001 OpIOIITHOM MOJIOCTH (KOMIUIEKCHOE) : 2

A04.10.002 Oxokapauorpadust 1 1

A05.10.006 Perucrpanus snekTpokapIuorpaMmMbl 1 1
OOmuit (KITMHUYECKUI) aHaTTN3 KPOBH

B03.016.003 pa3BepHYTHIN : 12
AHanu3 KpoBH OMOXUMUYECKUN

B03.016.004 o0ImieTepaneBTHYECKHIA : !
HccnenoBanue ypoBHsI JKelle3a ChIBOPOTKH

A09.05.007 KpOBU 1 9

A09.05.008 HccnenoBanue ypoBHs TpaHchepprHa 1 9
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CBIBOPOTKH KpPOBHU

A09.05.076 HccnenoBanue ypoBHs peppuTiHa B KpoBu | | 9
HccnenoBanue ypoBHs

A09.05.039 JAKTaTAECTUAPOTrE€Ha3bl B KPOBU 1 7
HccnenoBanue ypoBHs IETOYHON

A09.05.046 docdarassl B KpOBU 1 7
HccnenoBanue xene30CBsI3bIBAIONICH

A12.05.011 CIIOCOOHOCTH CHIBOPOTKH 1 9
VccrnenoBanue HaCBIIEHUS TpaHC(eppruHa

A12.05.019 KeJIe30M 1 9
HccnenoBanue GyHKIMH HeHPOHOB

A12.28.002 (kupeHc) 1 9

A12.05.056 W nenTudukaiys reHoB 0,6 1

A12.05.012.002 | BrisBlIeHHE THUIIOB reMOII00MHA 0,6 1

B03.016.006 AHanu3 Mo4YH 00LIHit 1 12

A12.22.005 IIpoBeneHue TIIIOKO30TOJIEPAaHTHOIO TECTA 0,3 1
HccnenoBanue ypoBHs 0OLIETO KaJdbIHs B

A09.05.032 KpPOBHU 0,5 1
HccnenoBanue ypoBHS HEOPraHUYECKOTO

A09.05.033 dbocdopa B kpoBU 0,5 1
HccnenoBanue ypoBHs CBIBOPOTOYHBIX

A09.05.054 UMMYHOTJIOOYJIMHOB B KPOBH 1 1
HccnenoBanue ypoBHS HOHU3UPOBAHHOTO

A09.05.206 KaJIbLIUSl B KPOBU 08 :
HccnenoBanue ypoBHs MapaTUPEOHTHOTO

A09.05.058 rOPMOHA B KPOBHU 08 :
HccnenoBanue ypoBHs CBOOOIHOTO

A09.05.063 tupokcuHa (T4) ceIBOpOTKH KpOBHU 08 :
HccnenoBanue ypoBHs 0011ero KOpTHU30Jia B

A09.05.135 KPOBH 0> :
Hccnenoanue yposHsa TTI' B kpoBu 0,5 1
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Hccnenosanue ypoBHs IpojakTuHa B kpou | 0,5 1
HccenenoBanue ypoBHs KOPTU30j1a B KPOBU 0,5 1
HccnenoBanue ypoBHs HHCYJIHMHOIOJOOHOTO

A09.05.204 ¢akTopa pocTa B KpOBH 02 :
HccnenoBanue ypoBHs OCTEOKaJIbIHA B
KpOBU 0 :
HccnenoBanue B-Cross Laps B CBIBOpOTKe
KpOBU 0 :
Omnpenenenne OCHOBHBIX TPy KpoBH (A,

A12.05.005 B, 0) :

A12.05.006 Ornpenenenue pe3yc-npuHaaIeKHOCTH 1 1
Onpenenenre NOArpyNsl U IPYTrux rpymnm
KpoBHU MeHblero 3HaueHust A-1, A-2, D, Cc, | 1 1

A12.05.007 E, Kell, Duffy
HenpsiMmoii aHTUTII00YTMHOBBIH TeCT (TecT

A12.05.008 Kymo0ca) : 2
[TpsiMoit aHTUTIOOYIMHOBBIN TeCT (TpsAMast

A12.05.009 npoba Kymbca) : 12

KpPaTHOCTD BBIITOJHCHUA MCAUIIMHCKUX YCIIYTI' YKa3daHa ¢ y4€TOM HGO6XO,Z[I/IMOCTB MOXHW3HCHHOT'O (B

ciydae HeBo3MOkHOCTH npoBeneHus TI'CK) nedenus nanuenTa u3 pacdyera Ha 1 rof.

4.4 XapakTepuCcTHKAa MepPONPHUATHI 110 YXO1y 32 allHEHTOM

OcHOBHasi 4acTh MEPONPHUATHA MPOBOAUTHCS aMOYJIaTOPHO IOJ KOHTPOJIEM IEAHaTpa M Bpada-
rematojora. OIHAKO TlepBOHAYaAIbHOE OOCJIEOBaHUE M TMEPBUYHOE HA3HAYCHHE TEpPalUH
11eJ1ec000pa3HO MPOBOAUTH B JTHEBHOM WM KpPYTJIOCYTOUYHOM CTalMoHape (B 3aBHCUMOCTH OT
TSOKECTH cocTosiHUS OonbHOrO) JIIIY, B CTpyKType KOTOpOro MOJDKHO OBITH OTAETeHHE (Tajara)
aHEeCTE3MOJIOTHH-PEaHUMAlINY, OTIeNeHue Xupypruu. OOs3arenbHOe HaMYME LUTOJIOTHUECKOM,
OMOXMMHUYECKOM M 3Kcrpecc-nadoparopuu. [IpuHMMas BO BHUMaHHE TOT (DakT, 4TO aHeMus
Haiimonna-brekdena siBisiercss oppaHHBIM 3a00JI€BaHUEM 1I€TIECOO0PA3HO HANpPABIATH MAIIMEHTOB

1 pa3 B rox nansi OLIEHKM KadyecTBa OKa3bIBAEMOM MEIUIIMHCKOM TOMOIIM M TPOBEACHUS MPHU
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HCO6XOI[I/IMOCTI/I BBICOKOTCXHOJIOTHYHOI'O MCAUIITMHCKOI'O 06CH€I[OB8.HI/I$I (Haan/IMep, HUCCICI0OBAaHUC

redoB, MPT B pexume T2*) B akpeTUTOBAaHHBIC [T JAHHBIX HUCCIEIOBAHUHN YUPEIKICHHUSL.

4.5 TpeOoBaHMs K IMeTHYECKUM HA3HAYCHUSIM M OTPAHMYCHUAM

[Manmentsr ¢ anemueit JlaiiMmonna-biekdena He HyKaroTcs B CHEIHATIBHBIX JIUETHUECKUX
Ha3HA4YCHMUSAX KpOME CIyd4aeB pa3BUTUSA  OCJIOKHEHMS IPOBOJAMMOIO JICUEHHs B  BHJE
MHCYJIMH3aBUCUMOTO CaxapHOTo nauadera (BCIEACTBUE TEPANUU TIIOKOKOPTHKOCTEPOMIAMH WIIH

TpaHC(y3UOHHOU TIEPETPY3KH JKEIC30M).

4.6 IlepeyeHb rpynin JeKapcTBEHHBIX CPEACTB OCHOBHOIO M JIONOJHUTEIBHOT0 ACCOPTUMEHTA

I'pynna nexapcTBEHHBIX CPEACTB OCHOBHOI'O aCCOPTUMEHTA

Kon [Ipenapar YpoBeHb 10Ka3aTENBHOCTH
ATX

DO7AA IIpennuzonon A

DO7AA Mertunnpe1HU30J10H A

00000 SPUTPOLUTHASL Macca A

VO3AC Jledepazupoxc B

VO3AC Jledepokcamuu B

I'pynma nexapCTBEHHBIX CPEACTB JOMOIHUTEIBHOIO ACCOPTUMEHTA

I'pynma YpoBeHb A0Ka3aTEIBbHOCTH

WHrubutopsl MpOTOHHON OMITBI C

IIpenapats! kayus

IIpenapatsl kanbLus C
Butamun D C
Tpumeronpum/cynbdamerokcazon C
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5 I'padpnueckoe, cxeMaTHyecKoe U TAOJTUYHOE NPeICTABJICHUS POTOKOJIA

He npenycmorpeHsl.

6 MonnTopupoBaHHe IPOTOKOJIA
6.1 Kputepum m MeTOJ0JOTHSI MOHHUTOPMHIA M ONEHKH 3(P(PEeKTHBHOCTH BbINOJHEHUS
NMPOTOKOJIAa

MonuTopupoBaHl€  MPOBOAUTCS B MEOUIMHCKUX  OpraHU3alUsaX,  OKa3bIBAIOLINX
amMOyJIaTOPHYIO M CTAaIlMOHAPHYIO MTOMOIIb T€MATOJIOTMYECKUM OOJIbHBIM.

VYypexneHne, OTBETCTBEHHOE 3a MOHMTOPHPOBAHHE HACTOSLIETO IPOTOKOJIA, HA3HAYAIOT B
YCTAaHOBJIEHHOM TOPSJIKE.

MoHUTOpHpPOBAaHUE MMPOTOKOJIA BKIIIOYAET B CeOsl:

- cOop nH(popMaIK O TOSABICHUN NAIIMEHTOB, COOTBETCTBYIOIIUX JAHHOM MOJiese B JIeueOHO-
NpopUIAKTUIECKUX YUPESKICHUAX BCEX YPOBHEI;

- aHaJIM3 NOJYYEHHBIX JIaHHBIX;

- COCTaBJICHHE OTYETA O pe3yJIbTaTax MPOBEACHHOIO aHAIIN3A,

- mpeacrasieHue ordyera B GenepallbHblil OpraH UCIIOJIHUTEIBHOMN BIACTH.

HcexonapiMu MaTeprazamMy IPU MOHUTOPUPOBAHUU SIBIISIOTCS:

- MEIMIIMHCKAs JOKYMEHTAIUsl — KapThl alueHTa (puiokeHue B);

- Tapu(bl HA METUIIMHCKUE YCITYTH;

- LIEHbI Ha JIEKapCTBEHHBIE MIPENapaThl.

[Tpu HEOOXOIUMOCTH MTPU MOHUTOPHPOBAHUHU CTAHAAPTA MOTYT OBITH HCIIOJIb30BAaHbI U MHBIE
MEIULMHCKUE U HEMEIUIIMHCKUE TIOKYMEHTBHI.

Kaptel namuenra (npuinoxkeHue B) 3amonHsoTCs B MEIUIMHCKUX — YUPEXKICHUSX,
OIpENICJICHHBIX TEPEYHEM TI0 OKa3aHHWI0 MEAWIUHCKUX YCIyr NalueHTaM ¢ Op(aHHBIMU
3a00JIeBaHAMH, €KETOIHO U MEPEAAloTCs B YUPEXKIEHHE, OTBETCTBEHHOE 32 MOHMTOPUPOBAHHE, HE
MIO3HEE, YEM UEPE3 2 HEMIEH M10CIIE OKOHYAHNUS YKAa3aHHOTO CPOKa.

B aHanu3 BKIIIOYAIOTCS BCE KapThI.

B nokasatenu, aHanu3upyeMble B MPOLECCE MOHUTOPUHIA, BXOJAAT, KPUTEPUN BKIIOUYEHUS U

HUCKIIIOYCHHA U3 IMPOTOKOJIA, NCPECUYCHb MCIHUIHUHCKUX YCIYI, MEPCUCHb JICKAPCTBCHHBLIX CPCIACTB,
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UCXO0/1bI 3a00JIeBaHMs, 3aTPAThl HA BBIMOJIHEHHE MEAULIMHCKOW TOMOIIH 110 IIPOTOKOIY U JIp.
6.2 IlpuHUMNIBI PAHIOMU3ALUHT

B Hacrosmem npotokosie paHroMuzanus (MEIUIMHCKUAX YUPEKICHUH, MAIlUeHTOB U T.JI.) HE
NPeIyCMOTPEHA B CBSI3U C MAJIbIM KOJIMYECTBOM OONbHBIX, aHemus Jlalimonna-brnekdena spnsercs
opdaHHbIM 3a00JI€eBaHUEM CO CpeaHeil uyacToToi BeTpewaemoctd 1 mammeHt Ha S 000 000

HaCCJICHU.

6.3 IlopsioK OLEHKH U JOKYMEHTHPOBAHUS MO00YHBIX a(peKTOB U PaA3BUTHSA OCT0KHEHHUI
Nudopmanmio o nmobouyHsx 3¢ddekrax JeKapcTBEHHBIX CpEACTB, BO3ZHHUKIIMX B Mpolecce
BeZICHUs1 OOJIbHBIX, PETUCTPUPYIOT B KapTe MalueHTa (mpuioxkeHue B) u nmepenaroT B COOTBETCTBUH

C YCTAHOBJICHHBIM TOPAIKOM.

6.4 Ilpome:kyTOUHAS OLIEHKA U BHECEHHE U3MEHEHNH B POTOKOJI

OneHka BBINIOJIHEHUSI CTaHJapTa MPOBOAUTCS OAMH pa3 B IOJA IO pe3yibTaTaM aHalu3a
CBEJICHUH, NIOJIy4YCHHBIX IIPY MOHUTOPUPOBAHUU. BHECEHNE N3MEHEHUI B IIPOTOKOJI IIPOBOAUTCS B
Clly4ae MOJIyYeHUs YOCIUTENbHBIX TaHHBIX O HEOOXOIUMOCTH M3MEHEHUN TpeOOBaHHI MPOTOKOJIA

00513aTeIbHOTO YPOBHH.

6.5 IlopsioK M MCKJIIOYEHHS MAIMEHTOB U3 MOHUTOPHHIA

[TanmeHT cumTaeTcsl BKIOYEHHBIM B MOHMTOPHpOBAaHME IpU MocTaHOBKE auarHo3a AJIb u
3aII0JIHEHUN Ha HEro KapThl HamueHTta. VckitoueHne u3 MOHUTOPUPOBAHUS IIPOBOAUTCS B CiIydae
CMEpTH MaIMeHTa ¢ 0053aTeIbHBIM yKa3aHHEM MPUYHH CMEPTH.

B aToMm citydae kapTa HanpaBisSeTCs B OpraHU3al1i0, OTBETCTBEHHYIO 32 MOHUTOPUPOBAHUE, C
OTMETKOW 00 MCKIIIOYCHHUS AIlMEeHTa U3 MIPOTOKOJIA C YKa3aHUEM MIPHUYUHBI CMEPTH.
6.6 ITapamMeTpbl OLIEHKN KAa4eCTBA KU3HU NPH BBINOJTHEHNH MPOTOKOJIA

OneHka KadecTBa JKM3HM MAlMEHTAa IIPU BBIIOJHEHUM HACTOSALIETO IIPOTOKOJA HE

IIpelyCMOTpEHA.

6.7 IlpaBmiaa wu3MeHeHHMs TpPeOOBAHMM NPH BBINOJHEHUH INPOTOKO0JAa W NpPeKpalleHus
AedcTBUS TPeOOBaHMI MPOTOKOJIA
IIpoTokon He mepecTaeT ACHUCTBOBATH IIPU IOSIBICHUU IIPU3HAKOB 3JI0KAYECTBEHHOIO

3a00JIeBaHUs WK IPYroro 3a00sieBaHUsl, SBJISIOMIETOCS OCIOKHEHHEM NMPOBOAUMON Tepanuu. [Ipu
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Pa3sBUTHU OPYyTOro 3a0071e€BaHUs MCIUIMHCKAA IMOMOMIb MAUCHTY OKa3bIBACTCA B COOTBCTCTBHUU C

TpQGOBaHI/ISIMI/I COOTBCTCTBYIOLICTO MMPOTOKOJIAa BEACHUA OOJILHEIX.

[Ipotokon mnepecraer nelictBoBaTh mocie BbimosHeHuss TI'CK (megumuHckas momoIib

MAIMEeHTY OKa3bIBAETCS B COOTBETCTBUHU ¢ TpeboBaHusMu nporokona TI'CK).

6.8 Bo3moxkHBIE HCXOABI M X XapAKTEPUCTHKA

Bosmosknabie ncxoasl AJIb 1 MX XapakTepuCcTHKa IPeCTaBICHbI B TAOIUIIE 6.

Tabnuua 6. Boamoxxubie nucxonast ALb 1 X XxapakTepucTHKa

[IpeemcTBEHHOCTH
Yacrora OpHEHTHPOBOYHOE | M 3TAITHOCTh
HanmenoBanue Kpurepun n
pa3BUTHS, BpEMS IOCTH)KEHUS | OKa3aHUs
ucxojaa IIPU3HAKU
% HCXO0J1a, JIET MCIULIMHCKON
IIOMOUIU
Briznoposienue Brimonnenune ITanmenT Begercs
90 TI'CK 9 10 IPOTOKOILY
TI'CK
CnouraHHas BoccranoBienue u ITamuent
pemMuccust coxpaHeHue 6e3 HaOII01aeTCs
JICYECHHUS eAaTpOM MU
10 Crapuue 15 ner
HOPMaJIbHOI'O TeparneBToOM
reMoros3a paliOHHOU
MOJINKJIMHUKU
MenukameHTO3Has CoxpaHnenue
cTabmIn3anus HOPMaJIbHOI'O ITanmenT Benercs
reMornon3a Ha (oHe 10 TAHHOMY
nposenenus I'KC IIPOTOKOILY
40 2
Tepanuu 1o COBMECTHO C
JTaHHBIM Y4aCTKOBBIM
KIIMHUYECKUM eAuaTpoM
pEKOMEHAALNAM
JleranbHblil HCXON 3 Hacrynnenue B nmro6om Bozpacte | —
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CMEpPTHU B
pe3ynbrare
MH(DEKIIMOHHBIX
OCJIO)KHEHUH,
Meperpy3Ku
KEIe30M,
37I0KAY€CTBEHHBIX

HOBOOOpa3oBaHUI

6.9 OueHka CTOUMOCTH BBINOJHEHHUS MPOTOKO0JA M HEHbI KA4eCTBA

Pacqu 3anaT Ha BBIIIOJIHCHUC MUHUMAJIBHOT' O 06’beMa MeI[HI_IHHCKOﬁ IIOMOIIIHN 110 HpOTOKOHy
mpoBOAsIT 1O (opmyse, YTBEpKISCHHOW B YCTAaHOBIGHHOM mopsake. llpu omeHke 3arpar
y‘II/ITBIBaIOTC}I BCC MCAUIIUHCKHC yCJIyFI/I, HeKapCTBeHHLIC Cpe,[[CTBa, Ha3HAYCHHLBIC HaI_[I/IeHTy.

HpI/I BKJIFOUCHHUU B IIJIaH OKa3aHUA MCZ[HHHHCKOﬁ oMo YCJ'IYI‘ )41 JIeKapCTBCHHBIX CpeILCTB
JOIMTOJIHUTCIBbHOT O aCCOpTI/IMeHTa OHHU BKJIKYAKTCA B paCC‘-II/ITI:IBaCMYIO 06L[IYIO CTOUMOCTH
BBITTIOJIHCHUSL HpOTOKOHa.

6.9 CpaBHeHue pe3yJIbTaTOB

IIpy MOHHUTOPUPOBAaHMM CTaHAAPTA €XKETOAHO IPOBOIAUTCS CPAaBHEHHE PE3YJILTATOB
BBINOJIHEHUS TPEOOBAHUH MPOTOKOJIA.

6.10 ITopsinok popmMupoBaHUs OTHETA

B exeromHslli OT4ET O pe3yabTaTaX MOHUTOPUPOBAHHS BKIIOYAIOTCS KOJIMYECTBEHHBIC
pe3yHbTaTBI, HOHy‘IeHHBIe HpI/I pa3pa60TKe MCAUIIMHCKUX KapT, n ux KaquTBeHHLIﬁ aHaJIu3,
BBIBOJHBI, HpeIIHO)KCHI/ISI 110 YHy‘-IH_ICHI/IIO KadyeCTBa OKa3aHUA MGHHHHHCKOﬁ IIOMOIIIHA.

OT‘-ICT Hpe,Z[CTaBHHCT B OpI‘aHI/ISHHI/IIO, OTBCTCTBCHHYIO 3a MOHI/ITOpI/IpOBaHI/IC HaCTOAIICT O
MPOTOKOIA.

Pe3ynbraThl 0TYE€TAa MOTYT OBITH OIYOJIMKOBAaHBI B OTKPBITON MEUaTH
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IIpuioxenne A

(cmpaBo4Hoe€)

YHuuuupoBaHHass IIKala OLEHKM yOeAMTENbHOCTH  JOKa3aTeNbCTB  Ie1eCO00pa3HOCTH

MNPUMCHCHUA MCIUIUHCKUX TEXHOJIOT I

YHu}UuupoBaHHAs KA OLIEHKU BKJIIOYAET B CEOsL:

- YpOBeHb YOeIUTEILHOCTH J0KA3aTEIbCTBA A — JI0Ka3aTeNIbCTBA YOS IUTENbHBI: €CTh BECKHE
JI0Ka3aTeIbCTBA MPEATIaraeMoro yTBEPIKICHHUS;

- YpoBeHb YOEIWTENBHOCTH JOKa3aTenbcTBAa B — oTHOcHTENbHas yOeIUTEIbHOCTD
JI0Ka3aTeNIbCTB: €CTh JOCTaTOYHO JOKA3aTelbCTB B IOJIb3Y TOTO, YTOOBI PEKOMEHIOBATH JTaHHOE
MIPEIOKEHHE;

- YpOBEHb YOenuTenbHOCTH Joka3aTreiabcTBa C — JOCTaTOYHBIX JOKa3aTeJIbCTB HET:
UMEIOIINXCS  JIOKAa3aTeIbCTB HEJIOCTATOYHO JJIsi BHIHECEHUS PEKOMEHAALMH, HO PEKOMEHIAINH
MOTYT OBITh JJaHBI C YYETOM HHBIX OOCTOSITENILCTB;

- YpOBEHb YOEIUTENBHOCTH JOKa3aTeabcTBa D —  /10CTaTOYHO  OTPULIATENBHBIX
JI0Ka3aTeIbCTB: UMEETCS JOCTATOYHO JIOKA3aTEeNbCTB ISl TOTO, YTOOBI PEKOMEH/IOBATh OTKA3aThCs
OT IPUMEHEHUS /1a MHOTO JIEKAPCTBEHHOT'O CPECTBA B KOHKPETHON CUTYallnH;

- YpOBEeHb YyOEIMTENbHOCTH JO0Ka3aTelnbcTBa E — Beckue OTpuIaTeNbHBIE JT0Ka3aTeIbCTBA:
€CTb JOCTAaTOYHO YOeIuTeNbHBbIC JO0KA3aTENbCTBA S TOrO, YTOOBI MCKIIOUUTH JIEKAPCTBEHHOE

CPEICTBO UM METOAUKY U3 PEKOMEHAALUM.
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[Ipunoxenue b

(CripaBo4HO)

Huddepenunansupie paznuuns ALb 1 TpaH3UTOPHOHN 3pUTPOOIACTONICHUH

IIpusnak TpansuropHas Amnemus [laiimonna-brnekdena
ApUTPOOTACTONICHUS

Yacrora Penko Ouenr peako (5-10 ma  10°

BCTPEYAEMOCTH POKIEHHBIX KUBBIMU

HOBOPOJKJCHHBIX )

Otuonorus Octpast  (BupycHas wiu | ['eHeTHuecku 00ycoBIeHHas
UaUoNaTHIeCKas)

Bo3zpact k MomeHnty | 6 mec. — 4 roga (uHorza | 90% x 1 romy, uz Hux 25% mnpu

IIOCTAaHOBKM JMarHo3a | crapiie) POKIEHUM UJIU B IIEPBBIE 2 MEC.

CeMeNHBIA aHaMHE3

He oTsroiuen

Otsiromien kak MUHUMYM B 10-25%

CllyyaeB

NHTepkyppeHTHBIE Bupycnas nngexuus Her

3a0oseBaHus

Bpoxnennsie Her ITpucyrctBytoT B ~50% ciydaes

aHOMAaJIUU

Teuenue CrionTanHoe JummtensHoe, 20%  BeposTHOCTHU
BBI3/IOPOBJICHUE B TEUEHHUE | CIOHTAHHOMH KIIMHUKO-
HEJIeb UM MECSIICB reMaTOJIOTHUECKOW  KOMIICHCAIUU

(pemuccun)

Tpancdysunonnas Her 3aBUCUMOCTh OT TpaHCPY3UHd WU

3aBUCUMOCTD I'KC Tepanun

[ToBbimenne MCV

- B HayaJIe 20% 80%

- B TEUCHUHU 90% 100%

- B pEMUCCHUH 0% 100%

[Tosbienne HbF

- B HayaJIe 25% 100%

- B TEUCHUHU 100% 100%
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- B pEMUCCUH 0% 85%
1-aHTUTeH OObIuHO B HOpME IToBpIIEH
AxtuBHOCTE eADA He noseimena IToBbIIeHA
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IIpunoxenue B

dopma KapThl MaLMEHTA

HaunmenoBanue MenuIMHCKONM OpraHu3aluuu

HauMmeHnoBanue oTheIeHUS

Hctopus 6one3un Ne

(npu nepeBoje yka3aTb — U3 B

damunus, THAITHAIBI HalieHTa

JlaTa poxneHus ITon Myx

Bo3spact Hauana KIMHUYECKUX IIPOSBICHUN

I'ocnimranu3anus: sKCTpeHHast, JIaHoBast (MOIYEPKHYTB)

Jlnaruo3s (yka3bIBaeTCsl MOJIHOCTHIO).
OCHOBHOM
OCJIOKHEHHE OCHOBHOTI'O

COILYTCTBYIOILUN

Monens manuesTa
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JAHHBIE OCMOTPA

[Topoku pa3zButus (B COOTBETCTBYIOIIEH Ipade MEepeYHCIUTh UMEIOUIHECS MOPOKU Pa3BUTHSA, MPH

OTCYTCTBUM — HAITUCATh «HET)

AHoMmanus 4yepena M JIMLIEBOIO

CKECJICTa

AHOManus KUCTEN pyK

[Taromorus cepaua

ITopoku pa3sBUTHUSA

MOYEIIOJIOBOU CUCTEMBI

ITopoxku passutus LITHC

DuU3NYECKOE pPa3BUTHE:

Macca Teiia KI'; pOCT CM

OBCJIEAOBAHUE

IIpU MOCTAHOBKC IWUAarHo3a

Kon ycinyru HaunmenoBanue yciyru Hara Pesynbrar

OOmuii (KTUHUYECKH) aHaIu3

B03.016.003 KpPOBH pa3BEPHYTHIN

HccnenoBanue YPOBHS

A09.05.076 ¢beppuTHHA B KPOBH
HccnenoBanue YPOBHS
pacTBOPUMOro

TpaHc(hEeppUHOBOTO perenTopa B

KpOBU

A12.05.056 WNnentudukarms reHOB

A12.05.012.002 | BeIsgBiicHUE TUIIOB reMOTIO0OMHA

Has3nauennas tepanus
B ciyuae nposenenust ['KC tepanuu He0OX0JMMO yKa3aTh:

npenapar , CcTapTroBas J03a MI/KI/CyT, ATUTEIBHOCTH IpHEeMa
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IIOJIHOM 7103l JHEH, momydeH Wi HeT 3¢ (deKT, B cirydae AOCTHKEeHUs dPQeKTa yKa3aTh

MOAICPKUBAIONIYIO 103y mr/kr/cyt; Hb r/n, RBC 10°/n, wmcmno
PETUKYJIOIUTOB %, cofiep)KaHue PacTBOPUMOTO TPaH(EPPHUHOBOTO PEIETITOPA B CHIBOPOTKE
KpOBH MTI/7

B cirydae npoBeneHus: 3aMECTUTENIBHON TepaIluy yKa3aTh:

CyMMapHbIi 00BeM 3a ToA (M)

UHTEPBAJl C KOTOPBHIM INPOBOJWIMCH IEPEINBAHUA JOHOPCKOW SPUTPOLIUTHOM Macchl (HEAENN)

KoHIleHTpanuss Hb 1o mnepenuBanus r/n (yka3plBaeTCs CpENHSS BETUYMHA 33 TOJ
HaOIIOICHU )
koHIeHTpanuss Hb mocie mepenuBanus r/n (yKa3bIBaeTCs CpEAHSsI BEIMYMHA 33 TOJ
HaAOIIOICHU )

XeJIaTopHas Tepanus He MPOBOANIACH / TIPOBOAMIIACH (HE HYKHOE 3a4epPKHYTh)
€CJIM IPOBOAWIIACH YKA3aTh:

npenapar n03a (MIr/Kr/cyT)

B cJ1ydac JOCTUKCHUA OAHOTO U3 HUIKC IICPCUUCIICHHOT'O YKa3aTh JaTy:

HCXO0L Hara nactymenus | [Ipumeuanue

CIIOHTaHHAasi PEMUCCUS IpU TOCIEAYIOMEM HAOMIOACHUN yKa3aTh
COXpaHsAETCAd WIM HET, JaTy BHECEHHUs
3aucu

MEIUKaAMEHTO3HAas IpU TOCIEAYIOMEeM HAOMIOACHUN yKa3aTh

KOMIICHCALIU COXpaHsAETCAd WIM HET, JaTy BHECEHHUs
3aucu

TI'CK ykazatb Tun TT'CK

JIeTaJIbHBIA UCXOJ yKa3aTb IPUYHUHY CMEPTH

3aI0JIHAETCA DKCIIEPTOM

- [TomHOTa BBINOJHEHHUsI OOS3aTENLHOTO MEpPevHs | Ja HET IIpumeyanue

ﬁ % yCIIyr
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BrlInonHeHNE CPOKOB BBIIIOIHEHUS YCIIyT hit:} HET
[TomHOTa BBINOJHEHHUsI OOS3aTENFHOTO MEpPevHs | Ja HET
JIEKAPCTBEHHOI'0 ACCOPTUMEHTA

AJIeKBaTHOCTH BBIOOpA Tepanuu na HET

KommMmenTapuu:

(nara) (moamuce)
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