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1. MeToaosi0rus

MeToAbl, MCIOIb30BaHHbIE [1J151 CO0Opa/celeKI U 0Ka3aTeAbCTB:

ITOHCK B 3JIEKTPOHHBIX f6asax JAaHHBIX.

OnucaHue METO/0B, UCIIOJIb30BAHHBIX /ISl COOpa/cesieK UM J0Ka3aTeIbCTR:
JloKa3aTeJbHOU 06a30U [/l peKOMeHJalUi SBJSITCA MyOJMKalMM, BOIIeJUINe B
KoxpaliHoBckyto 6ubsnoTteky, 6a3bl gaHHbix EMBASE u MEDLINE. I'nybuna noucka

cocTaBJisdia 5 JieT.

MeTo/ibl, HCNIOJIb30BaHHBIE /151 OLeHKH KaueCTBa U CUJIbI I0Ka3aTe/IbCTB:
e KOHCEeHCyC 3KCepTOB;
e OjeHKa 3HAYMMOCTU B COOTBETCTBUM C PEUTHUHIOBOM cxeMoH (cxema

npujaaraeTcs).

PeilTuHroBas cxeMa Ji/isl OLleHKU peKoMeHjanui (Tabsuna 1)

YpoBHU Onucanue

AOKa3aTeJIbCTB

1++ MeTa-aHa/sM3bl BBICOKOTO KayecTBa, CHUCTeMaTHU4YeCcKue 00630pbl
PaHZOMHU3UPOBAHHBIX KOHTpoOJMpyeMblX HcciaenoBaHui (PKH), waun

PKHU c oueHb HU3KKUM PUCKOM CUCTEMATHUYECKUX OIIMOOK

1+ KauyecTBeHHO INpoBeA€HHbIE€ M€Ta-aHaJ/JIM3bl, CUCTEMAaTHU4Y€CKHUe, HUJIN

PKU c HU3KKMM pUCKOM CUCTEMATHUYECKUX OIIMOOK

1- MeTta-aHanu3el, cucrteMatudeckue, wian PKW ¢ BbicOKMM puHckoM

CUCTEeMaTHUYeCKUX OIINO0K

2++ BbicokOKayecTBeHHble CHUCTeMaTU4YecKhe 0030pbl UCCAeJ0BaHUMN
C/Iy4al-KOHTPOJIb WY KOTOPTHBIX UCCJIeJOBAaHUM.
BbicokokayecTBeHHble 0030pbl UCCJEJLOBAaHUU CIy4all-KOHTPOJb WU
KOTOPTHBIX MCCJI€JOBAaHUW C O4YeHb HU3KUM pUCKOM 3PPeKTOoB
CMeLIMBaHUs UM CUCTEMAaTUYEeCKUX OIIMOO0K U CpeiHe! BepOSATHOCTbHIO

NPUYUHHOW B3aMMOCBA3U

2+ Xopouio npoBeJieHHble UCCAeJ0BaHUSA  CAy4al-KOHTPOJb  HWJIH

KOTOpPTHBIE UCCJIeJOBAHUSA CO CPEJHUM PUCKOM 3QPEKTOB CMelINBaHUA




WJIM CUCTeMAaTUYeCKUX OLIMOOK U CpeZijHeill BepOATHOCTbIO IPUYMHHOMN

B3aMMOCBA3HU

2- UccnenoBaHust ciy4al-KOHTPOJIb WJIM KOTOPTHbIE MCCAeJOBAaHUA C
BbICOKMUM PHUCKOM 3P(EeKTOB CMeIIMBaHUSA WJIM CUCTEMAaTHUYEeCKUX

OIIMOOK U CpeJJHEN BEPOSITHOCTbIO MIPUUUHHOMU

3 He anasuTuyeckue ucciefjoBaHUA (HallpUMep: ONMCAHUA CJydaes,

cepui cayyaes)

4 MHeHue 3KCIIepToB

MeToabl, MCNIO/Ib30BAaHHbBIE /11 AHA/INU3a J0Ka3aTe/1bCTB:
e 0630pHbI ONYHJIMKOBAaHHbBIX MeTa-aHAIH30B;

e CuctemMaTHyeckue 0630pbl € TabIMLIAMU 10KA3aTeTbCTB.

OnucaHue MeTO/ 0B, UCII0/Ib30BAHHBIX /I aHA/IM3a J0Ka3aTe/1bCTB:

[Ipy oT6ope nyobJMKaLMUM, KaK MOTeHLWaJbHBbIX HCTOYHHUKOB J[0Ka3aTeJbCTB,
MCI0JIb30BaHHAsA B KaX/JOM MCC/IeJOBaHUM MeTOJOJIOTUSl M3ydaeTcs JJis TOTO, YTOOBI
y6eUTbCA B ee BaJUMJHOCTHU. Pe3y/ibTaT U3y4yeHUs BJIMSAET HAa YPOBEHb J0Ka3aTeJsbCTB,
IprcBavBaeMbli MyOJMKaAL UK, YTO B CBOIO 04Yepe/ib BJIUsET Ha CUJy, BBITEKAIOLUX U3 Hee
peKoMeHJaluu.

MeTozosi0oruyeckoe U3ydyeHUe 6a3vpyeTcs Ha HECKOJBKHUX KJIIOUEeBbIX BONPOCAX,
KoTOopble CHOKYCUPOBaHbl Ha TexX OCOOEHHOCTAX JAu3ailHa MCC/le[J0BaHUS, KOTOpble
OKa3bIBAlOT CYLIeCTBEHHOE BJIMSHHME Ha BaJUJHOCTb pe3yJbTaTOB M BbIBOJOB. JTH
KJII0YeBble BONPOChl MOTYT BapbUpOBaTb B 3aBUCMMOCTU OT TUIIOB HCCJEJOBAaHUM, U
IpYMeHSeMbIX BOIPOCHUKOB, MCIOJIb3YeMBbIX [AJf CTaHJApPTHU3aL MU Ipoliecca OLEeHKH
nyo6JMKaui.

Ha mponecce oneHKM HECOMHEHHO MOET CKa3blBaTbC U CyObeKTHUBHBIN (GaKToOp.
[l MMHUMM3aLUM TOTEHIMaJbHBIX OLIMOOK KaXkJoe MWCCae[joBaHUE OLEeHUBAJIOCh
He3aBUCUMO, T.e. 10 MeHbllell Mepe JABYMs He3aBUCHMBIMU 4JeHaMW paboyel Ipynmsbl.
Kakue-n1160 pasinuus B OlleHKax OOCYXXJAJIUCh Y>Ke BCe rpynmnod B MOJHOM COCTaBe.

[Ipy HEBO3MOXKHOCTH AOCTHKEHHUSI KOHCEHCYCa, TPUBJIEKAJICS HE3aBUCUMBIN 9KCIIEPT.

Tao6 M1 bl J0Ka3aTe/bCTB:

TabJ/IMLbI J0Ka3aTe/bCTB 3al0JIHAJIUCH YleHaMy pabodel rpyninsl.



MeTobIl, UCIIO/Ib30BaHHbIE AJ1s1 GOpMy/IMpPOBaHUA PEKOMEHAAIMMA:

KOHCEHCYC 3KCIEPTOB.

PeliTuHrOBas cxema /ijisl OLlEeHKU CUJIbl peKOMeHAanuu (Taé/una 2):

Cuia OnucaHue

A [lo mMeHblLIeNd Mepe, OJUH MeTa-aHaJU3, CUCTEMaTU4YeCKUH o0630p, mau PKH,
OlleHEeHHble, KaK 1++ , HampsIMyl MNpPUMEHUMble K LieJIeBOW MNONyJSLUU U
JIEMOHCTPUPYIOLHE YCTOMYUBOCTb PE3YJIbTATOB

WU
rpynmna /I0Ka3aTeJsbCTB, BK/OYAIOLas pe3yJbTaThl UCCAE0BAaHUM, OLleHEHHBIE,
Kak 1+, HanpsiMy NpPUMEHUMbIe K LieJIeBOU MOMyJSLUK U JeMOHCTPUPYIOIUe
00111y10 yCTOUYUBOCTb Pe3yJIbTAaTOB

B rpymnmna /0Ka3aTesJbCTB, BK/IYaKWIlas pe3y/bTaTbl UCCAeJ0BaHUM, OLleHEHHBIE,
KaK 2++, HApsSIMyl0 IPUMEeHUMBIE K 1jeJIeBOY MONyJIALUHU U JeEMOHCTPUpYIOLIe
001yI0 yCTOWYUBOCTD Pe3yIbTaTOB

WJIN

3KCTpaIoJIMpOBaHHbIe JJOKa3aTeJbCTBA U3 UCCJIEJOBAHUM, OLleHEeHHBbIX, KaK 1++
unu 1+

C rpymnmna /0Ka3aTesJbCTB, BK/IYawIlas pe3y/bTaTbl UCCAeJ0BaHUM, OLleHEHHBIE,
KakK 2+, HalpsIMyl0 IPUMeHKMBbIe K LieJIeBOM MONYJALUMUA U JeMOHCTPUpYIOLIe
0011y10 yCTOWYUBOCTb Pe3y/IbTaTOB;

WJIN

9KCTpPAloOJIMPOBAHHbLIE [AOKa3aTeJIbCTBA H3 I/ICCJIe,I[OBaHI/II‘/’I, OLIEHEHHDbIX, KadK

Lo I

D Jl0OKa3aTeJIbCTBa YPOBHA 3 WU 4;
WU
9KCTpaNnoJJIMpOBaHHbIE J0Ka3aTeJbCTBa U3 UCCIe[J0BaHUM, OLleHEHHBIX, KaK 2+

UHauKaTOpBI J00pOKayecTBeHHOM NpaKTUkKHU (Good Practice Points - GPPs):
PekoMeHiyeMass [0oOpOKayecTBeHHas MpaKTHKa 6asvpyeTcs Ha KJIUHUYECKOM

OTbITE YIeHOB paboyel rpynibl o pa3paboTKe peKOMeH Al UK.

JKOHOMUYECKHUH aHAIU3:

AHa/v3 CTOMMOCTM He NpPOBOJAMJICA U NYOJUKALMUU N0 PpapMaKOIKOHOMHUKE He

aHaJIN3UPOBAJIUCh.
MeToa BasiMau3anuyu peKOMeHJanui:
- BHemHAdA 3KCIepTHadA OLLeHKa;

- BHyTpeHHss 3KcIlepTHasA OLeHKa.

OnucaHue MeTOo/Ja BaJIMAU3alM1 peKOMeHAaLuil:




Hacrosmue pekoMeHJalMyd B NIpeJBapUTEIbHOW BepCHU ObLIM peleH3UPOBaHbI
He3aBHCHMbIMHU 3KCIIEpTaMU, KOTOPBIX NMOMNPOCUIM MPOKOMMEHTHUPOBATh NpeX/e BCEro
TO, HACKOJIbKO HHTepIlpeTalMsl J0Ka3aTeJbCTB, JIeKAL[UX B OCHOBE peKOMeHJal Ul
JIOCTYIIHA /1J1sl TOHUMaHMUSL.

[Tony4eHbl KOMMEHTApUHU CO CTOPOHbI Bpayeld MEPBUYHOrO0 3BeHAa U YYACTKOBBIX
TepaneBTOB B OTHOUIEHUM JOXOAYUBOCTH H3JIOXKEHUS PEKOMEHJALUNH U HUX OLEHKU
BOXXHOCTU peKOMeH/Ialui, Kak paboyero MHCTPyMeHTa MOBCeJHEBHON MPAKTUKH.

[IpesBapuTebHast Bepcusl Obla TakK *Ke HallpaBJeHAa pPeLleH3eHTY, He HMeoIleMy
MeJJUIIMHCKOr0o 06pa3oBaHus, [JJs MOJy4YeHUs] KOMMEHTApHeB, C TOYKH 3peHus
NEePCHEKTUB MalKeHTOB.

KoMMeHTapuy, mosydeHHblE OT 3KCIEPTOB, TIIATEJbHO CUCTEMATU3UPOBAIUCH U
ob6CcyXjaMrch NpeJicefiaTesieM U YieHaMU pabouel rpynnbl. Kaxxablid NyHKT 06CYyXaaJics,
¥ BHOCHMBbIE B pe3yJibTaTe 3TOr0 U3MEHEHHs B PEKOMEH/IALlUK PeETUCTPUPOBAIUCH. Eciu
K€ U3MEeHeHHs He BHOCWJIWCb, TO PEruCcTPUPOBAJUCH MPUYUH OTKa3a OT BHECEHHUS

U3MeEeHEeHUH.

KoHcy/ibTanus U aKcnepTHas OlleHKa:

[IpenBapuTesbHas BepcHs Obla BbICTaBJeHa I LIMPOKOIo 0OCYXAeHUs Ha calTe
HOJAI'O, psis Toro, 4ToGbl JiMl[a, HE y4acTBYWOLIMEe B KOHIpecce UMeJd BO3MOXXHOCThb
IPUHATb yYacTHe B 06CY>KIeHUU U COBEPIIEHCTBOBAHUY PEKOMeH/Jal v i.

[IpoeKT pekoMeHAALUN ObLI peLleH3UPOBAaH TaK >Xe He3aBUCUMbIMHU 3KCIepTaMH,
KOTOpPBIX NMONPOCUJIN NPOKOMMEHTUPOBATH, Npex/Je BCero, A0XOAYUBOCTb U TOYHOCTb

MHTepIpeTaLUH JJ0Ka3aTeJbHOU 6a3bl, JiexKalleil B OCHOBE peKOMeHJALU .

Pa6oyas rpynna:

[T OKOHYaTeJbHOM peJakLUU W KOHTPOJIS KadyeCcTBa pPEKOMEeHJAlMU OblIU
NOBTOPHO NpPOAHAJMU3UPOBAaHbl YJeHaMH paboyell Tpynmnbl, KOTOpble MNPULLIA K
3aKJ/II0YEHUIO, YTO BCE 3aMeYaHHUsI U KOMMEHTApUHU 3KCHEPTOB NMPUHSATHI BO BHHMaHHUE,

PHUCK CUCTeMaTHYECKUX OIIMO0K NMpU pa3paboTKe peKOMeHJaL Ui CBe/leH K MUHUMYMY.

OCHOBHBIE peKOMEHAALUH:
Cuisa pekoMeHganui (A-D), ypoBHU fokaszaTenbCcTB (1++, 1+, 1-, 2++, 2+, 2-,3,4) u
MHJWUKATOPhI JJ0OpOKaueCTBEHHON MpPaKTHUKU - good practice points (GPPs] npuBoasiTcsa

IPU U3JI0’)KEHUHU TeKCTa PEKOMEH AU K.



2. OnpejesieHue, NPUHLUIBI JUATHOCTHUKY Y B3POCJIbIX U AeTEM.

Anemus J[laiimonzna-baekdpana (AJB) - peakas ¢dopma BpOXAEHHOW amjaasuu
KpPOBETBOPEHUS], B OCHOBHOM KpACHOKJIETOYHOW (3pUTPOUAHOM), paHHEro U JeTCKOro
BO3pacTa, pa3BUBAIOLIAACA B pe3ysbTaTe alolTo3a 3PUTPOUIHBIX pe/lleCTBEHHUKOB B
KOCTHOM MoO3re Bc/aeAcTBUe pedekTa OUocHHTe3a pubocoM. B HacTosimiee Bpems
OOJIbLIMHCTBO TeHeTUYeCKU pacliudpoBaHHBbIX ciay4daeB A/lb ABJATCA pe3y/bTaTOM
rarJIoOTUNUYECKON HEeJJOCTAaTOYHOCTU TeHOB, KOAUPYIOUIMX Oe/JKU MaJiod WU OOJIbIIOU
cyobeAUHUL, puOOCOM; HAeHTUGULUUPOBAHBl TakKxke eAUHUYHble ciaydau AJlB B

pesyabTaTe MyTtanuu reHoB GATA1, FLVCR1 u TFR2.
JAuarHocruka:
JuarHos A/Ib ycraHaB/MBaeTCd Ha OCHOBAaHUM KJIWHUYECKHUX MPOABJIEHUU U

JlaHHBIX JJabopaTopHOro ob6cieoBaHus (A-B).

KnuHu4YeckHre MposiBJAeHUd

1. CpesHui BO3pacT HayaJa KIMHUYECKUX NPOSIBJIEHUN — 2 Mecslla »XKU3HU, CPeSHUN
BO3paCT YyCTAaHOBJIEHUsI JAuarHosda - 3-4 wmecsaua. B 6osnee 90% ciyvaeB
MaHUdecTanya 3ab0JieBaHNUA Ha IePBOM IOy >KU3HHU, KpallHe peJiKo — B IepBble
CYTKH XKHU3HHU.

2. Yucso TpOMOOLMTOB U JIEMKOLLUTOB B OCHOBHOM B IIpe/iesiax HOPMbI; PeJIKO MOXKeT
OBbITb TPOMOOILUTO3, TPOMOOLIUTONEHUS U/ WUJIU HEUTPOIEHUSL.

3. Ilopoku pa3BUTHSA, KPOME HU3KOTO POCTA, BcTpedaroTcs B 47% ciiydaeB: aHOMaJIMU
yepenla M JIMLEBOrO CcKeseTa (rUNepTesIOpU3M, BbICOKMHM BBINYKJbIH J100,
rotuyeckoe Heb6o, HeOHas paclle/JMHa, MJOCKasg CIMHKA HOCA, MUKPOTHATHS,
MUKpouedanrs, MUKPOOTHS], HU3KO PacCloOJIOKEHHbIE YIIHble pakoBUHbI) — 50%, 1
aHOMaJ/IMM KUCTeH pyK (yBOEHHbIH, paclielieHHbIH, 3-¢da/laHrOBbIA OOJIBILIOU
nasen, cuHAakTuausA) - 38%, matosiorus cepgua (AedpeKT MeXxKeayJd04YKOBOH
neperopofky, JedeKT MexXIpeAcepJHON TMeperopojKd, KoapKTalUs aopThl,
TeTpaga Panno) - 30%, u MoyenoJsioBoM cucTeMbl (MOAKOBOOOpa3Has IOYKa,
y/iBOEHHME MOYEBBIBOAAIIMX NyTeH, rumocnaaus - 39%, codyeTaHHble MOPOKHU
pa3BuTHs BcTpedatoTcs B 21% ciyvaes.

4. ®dusunyeckoe pa3BuTHe HU3Koe. HU3KUK Bec npu poxjaeHud BcTpevyaeTcs B 10%

Cjly4aeB, IIpyU 3TOM B IOJIOBMHE H3 3THX CJly4YdeB OTMe€4YaeTCAd OTCTaBaHHE



dU3nUeCcKOoro pa3BUTUS OT IeCTallMOHHOT0 Bo3pacTa. bosiee 60% 60JbHBIX UMEIOT
pOCT MeHee 25 nepueHTUIs.

OTcyTCTByeT renaTociljieHoMerajus.

KapuoTui KjIeToOK KOCTHOT0 Mo3ra U KpoBU npu A/Ib He u3MeHeH.
[IpeapacnosioKeHHOCTh K 3JI0Ka4YeCTBEHHbBIM HOBOOOpas3oBaHUsAM. OmnucaHo 30
cllydyaeB pa3BUTHUS 3JI0KaYeCTBEHHBbIX 3abojieBaHUMW y mnaunueHToB ¢ A/lb -
HauboJiee 4acTO OHKOremartoJsioruieckue 3abosieBanusi (OMJI, M/IC, niumdoma),
cleAyollas 1o 4acTOTe — OCTeOTeHHasi CapKoMa, peJIKo — paK MOJIOYHOM »KeJie3bl,
TOJICTOM KHUIUKHU W JApYyryhe COJMJHbIe OIyX0JM, KOTOpble pa3BUBaJUCh B GoJjiee

MOJIOJIOM BO3pacTe, YeM 0ObIYHO.

Jluarmoctudyeckue kputepuu AJ/1b

1.

2.

O6g3aTeJIbHBIE:

HopMoxpoMHas, 0ObIYHO MakKpoLuMTapHasi, aHeMus B paHHEM Bo3pacTe 06e3
BOBJIEYEHU JAPYTUX KJIETOYHBIX JIMHUH.

PeTukynonyroneHus.

HopMOK/1eTOYHBINM KOCTHBIM MO3T C CeJIEKTUBHBIM YMEHbIIEHUEM 3pUTPOUHBIX
npe/ileCTBEeHHUKOB (<6%).

Bospacr <1 roga.

JlonoJIHUTEJIbHbIE:
Hannuue mytauuii B pubocomanbHbix reHax (RPS19, RPS10, RPS24, RPS26, RPLS5,
RPL11, RPL35a, RPS7, RPS17).

CeMelHbIM aHaAMHe3.
Bpox/ieHHble aHOMAJIUX pa3BUTHS, XapaKTepHble JJid Kjaaccudeckou A/Ib.
[ToBbiienue HbF (cTapiie 6 mec.).

[ToBbIllIeHHE aKTUBHOCTH 3pUTPOLUTAPHOU a/leHO31H Ae3aMuHasbl (eADA).

B ne6ioTe 3a6osieBaHUS BCTPeYaeTCs MaKpPOLMTO3, aCCOLMUPOBAHHBIA C

PeTUKYJIOLMTONIEHUEeN, KOJUYECTBO JIEMKOLMTOB U TPOMOOLMTOB OOBIYHO B Ipejesax

HOpPMBI, XOTSl Jerkasg HeuTpomeHusi BcTpedaeTca y 20-30% mnauuentoB c A/lb. B

JlaJibHeneM, ¢ Bo3pactoM, y 20-30 nayueHTOB NOABJISAETCA TPEXPOCTKOBAas LUTOIEHMUS,

KOTOpasi He HOCUT TsXKeJIOro XapaKTepa U He HY»K/JJaeTCsl B KOPPEKLUHU IPaHyJIOLUTapHbIM



KOJIOHUECTUMYJIUPYIOIUM GaKTOPOM WU TPaHCHY3UIMU TPOMOOLIMTAPHON B3BECH.

KocTHBI MO3r ¢ BHJAMMBIM OTCYTCTBUEM HOPMOOJIAaCTOB, B psAfe Cly4yaeB
OTHOCHUTEeJIbHOEe T[OBBbILIEHWE KOJMYeCcTBa MPO3PUTPO6JIACTOB UM HOpPMasJbHOE
KOJIMYECTBO IPO3PUTPOOJIACTOB C apecTOM CO3peBaHUS, yMeHblIeHHe KOJIMYecTBa
9PUTPOUJHBIX MpejuIeCTBEeHHUKOB (MeHee 6%), HeHW3MeHeHHble MUEeJOUAHbIN U
MerakapuLUTapHbIM pOCTKU KPOBETBOPEHHS.

eADA - «kJwueBod ¢QepMeHT MeTabosM3Ma MYPUHOB, €ro OTHOIIEHUE K
natopusuosorun AJ/Ib ocraeTca wu3ydyeHHbIM He [0 KoHUA. OJHAKO NOBBILIEHHUE
akTUBHOCTU eADA HocuT Hecnenuduueckuil xapaktep. [loBbilieHHe aKTUBHOCTU eADA
BbiABJsAeTcA Y 90% 60sbHbIX A/IB, mocie 3aMecTUTe/IbHOM TPaHCPY3UU 3PUTPOLUTAPHOU
Macchl aKTUBHOCTb (epMeHTa KaK MpaBUJIO HOpMaju3yeTcs (3a cuyeT mpeobJsajlaHUSA
JIOHOPCKUX 3PUTPOLMTOB), NPU HCCAEJOBAaHHWU aAKTUBHOCTU ¢epMeHTa BO ¢pakKiuUHu
PeTUKYJIOLIMTOB OTMeYaeTCs MOBbILIEHWEe aKTUBHOCTU 3TOro ¢pepMeHTa Aaxe Ha poHe
TpaHchy3ul ISpuTponudTapHor wMmacchl. [loBbiieHve akTtuBHocTh eADA po 1,70
HMoJ1b/MUH/MrHb cuuTaeTcs noporoBbIM AJjis MOCTAaHOBKHU AuarHosa A/lb.

[ToBpimienne HbF B coyeTaHuu c noBbllieHHeM akTUBHOCTH eADA mno3BosdlT
nuddepennupoBatb A/[B OT TpaH3UTOPHON 3PUTPOOGJIACTONEHUU [AETCKOTO BO3PACTa,

KOTOpasi, 0lHAKO, peJIKO BCTpevaeTcs y JleTel NepBoro roja.



3. luddepennuanbHbiii guarHos A/Ib

OnucaHo HeckoJIbKO ciaydaeB A/lb, korga y fgeTerd Mmiazuie 3 MecdaleB B INyHKTaTe
KOCTHOT'O MO3Ta OTMedyaeTcsl yBeJW4YeHHOe KosnyecTBO (A0 15%) HPUMHUTHUBHBIX
3pUTPO6IACTOB, KOTOPbIE OIIMOOYHO TPAKTOBAJIUCH KaK JieHKeMUuecKre JuM$o61acThbl U

JleTsIM Ha3HayaJlaCb XMMHOTepaIus no NoBoAY OCTPOro JMM$o6/1acTHOIO JIeKo3a.

AJlb Heobx0oaMO AU depeHUPOBATH CO CAEAYIOUIMMU COCTOSIHUSIMU U 3a00J1eBaHUSIMU:

1. lo3gHsAA runopereHepaTopHass aHEMHUS BCJAeLCTBUE TSKeJIO0UW TIeMOJIUTUYECKOU
aHeMuu HoBopoxaeHHOro (Rh unu ABO KOHQIMKT), KOTOpasg MOXKeT COXPaHAThCS
B TeYeHHe HEeCKOJIbKHUX MeCsLeB.

2. TpaH3uTOopHas spuTpobaacToneHus (Tabauua 3).

3. BpoxzeHHada rumnoriacTUdeckasgs aHeMHs BCJIeACTBUE TpaHCIJIAHLEHTApHO
nepejaHHoi MHGeKUUK napBoBupycoM B19. [TapBoBupyc B19 MoxkeT BbI3bIBaTh
TPaH3UTOPHYIO HEJOCTAaTOYHOCTb 3PUTPOUJHOTO POCTKA Y MALUEHTOB C
reMoJIU30M  WJIM  XPOHUYECKOW 3PUTPOUJHOM  HEAOCTAaTOYHOCTBbI  IpPHU
uMMyHogebunuTtax. Juarnoctupyetcsa Mmetoaom I[P o6pa3ia kocTHOro Mo3ra.

4. TlpuobpeTeHHas NepCcUCTUpYIOLLas 3pUTPO6IACTONEHUSA BCJIe/ICTBUE
napBoBUpycHOM B19 mHbekUu y HOBOPOX/AEHHBIX U JeTell paHHEero Bo3pacTa C
BP0/ €HHbIM KOMOWHHUPOBAaHHBIM UMMYHO/epUIIUTOM

5. CunapoM [lupcoHa, KOTOpbIM XapakTepusyeTcsl peppaKTepHONW apereHepaTOpPHOU
MaKpOLUTAPHOM CHUJIep06JIaCTHOM aHeMuel, HeUTpoNeHHeH, BaKyoJu3aluen
npeAlleCTBEHHUKOB B KOCTHOM MO3Tre, HaJU4YHMeM CUAepo6sacToB (0OGBIYHO
KOJIbLIEBbIX) B KOCTHOM MO3Te€, 3K30KPUHHOW JUCOYHKIMEN MOJPKeNYA0UHON
»KeJsie3bl U MeTaboJIMYeCKUM allu/i030M (JIaKTaT aluzi030M ). AHeMUs pa3BUBaeTCs B
Bo3pacTe 1 Mecsana *xu3HU B 25% ciydaeB, B BO3pacTe OK0JIO 6 MecsleB »KU3HU B
70% cay4aeB. Y Bcex 60JIbHBIX BbISIBJSIETCS Jesielusi MUTOXoHApuaabHoi /JIHK. B
peliKUX Cy4yasx LUTONEeHUS MOXeT pa3pelliUuTbCs C BO3pacTOM, MHOTUe GOJIbHbIE
pa3BUBAOT HeHpojereHepaTuBHoe 3abosieBaHue (KeapHc-Cuape cuHapoM) B

6oJiee cTaplieM Bo3pacTe.



Tab6suna 3. IluddpepeHnanbubie pazandus AJ/Ib U TpaH3UTOPHOM 3pUTPOOIACTONEHHUH.

[Ipu3Hak TpansutopHas Anemus Jlaiimonza-baekdena
3pUTpOOIACTONEHUSA
YacToTa Penko Oyenp pegko (5-10 nHa 10°
BCTpPeYaeMOCTH POX/IEHHBIX YKUBBIMH
HOBOPOX/J€HHbBIX)
ITHOJI0TUA Octpas (BupycHasa wuiaM | [eHeTU4ecku 00ycI0BIeHHas

yuuonaTuyeckas)

Bo3pact K MOMeHTY

IMOCTAaHOBKH AHWArHo3a

6 Mec. - 4 roga (MHOrAA

cTapuie)

90% k 1 roay, u3 Hux 25% npu

POK/IEHUH WJIU B IlepBble 2 Mec.

CeMelHbBIN aHaMHe3

He oTdaroieH

OTsaArouieH kKak MUHUMYM B 10-

25% cnyyaeB

HWHTepKyppeHTHbIE BupycHas nndekuus Het
3aboJieBaHUs
BpoxaeHHbie HeTt [IpucytcTBytoT B ~50% ciiydaeB
aHOMaJIuu
TeueHnue CrioHTaHHoOe JAnutenpHoe, 20% BeposATHOCTHU
BbI3/IOPOBJIEHHE B | peMHUCCUHU
TeyeHUe HeJesb WU
MecsLeB
TpancdysronHas HeTt 3aBHCUMOCTb OT TPaHCPY3UU WU
3aBUCUMOCTb ['KC Tepanuu
[loBbimienne MCV
- B HayaJie 20% 80%
- B TEYEHUH 90% 100%
- B pEMHCCUHU 0% 100%
[ToBbiienue HbF
- B HayaJie 25% 100%
- B TEYEHUH 100% 100%
- B pEMHCCUU 0% 85%
i-aHTUTreH O6BbIYHO B HOpME [IoBbILIEH
AxTtuBHOCTBb eADA He noBsbllieHa [loBbIlIEHA




4. Jleuenue anemuu Jlaumonga-biekpana

1 IMHUA Tepanuu: I'IIOKOKOPTUKOCTepouAHasA Tepanu (A-B)

B oTin4yue OT Kak MOXHO 06oJiee paHHeEro NpPUMeHEeHUs TJIIDKOKOPTUKOHW/IOB,
KOTOpOEe pEeKOMEHJ0BaJoCh paHHee, CerofHs  [JIIOKOKOPTUKOWJHAsA Tepanus He
pekoMeHayeTca JeTaM ¢ A/Ib Ha mepBOoM TroJy >XU3HU B CBA3U C CYLIeCTBEHHBIM
HapylleH’ueM pocTa pebeHKa.

['nrokokoptukoctepoubl ('KC; npegHU30/10H, MeTUJANpPESHU30J0H) HAYUHAKOT
yepe3 2 HeJeJU NOC/e MPOBeJeHHON TpaHCPyY3UU 3PUTPOLUTHON Macchl B Bo3pacTe 12-
15 wMecaueB xu3HU. [lpu cymiecTBeHHBbIX IMpo6JjieMax C BEHO3HBIM JOCTYNIOM U
HeJI0CTYIIHOCTH 3pUTPOLUTAPHOHN Macchl HaJJj1exxaliero Ka4yecTBa
(1efikoienIeTUPOBAaHHOW M O0OJIyYeHHOW) TJIIDKOKOPTUKOW/AbI MOXXHO Ha4YMHATh C 6
Mecs1eB; IPU CYLeCTBEHHOM CHUXEHUU TEMIOB pocTa pebeHka (MeHee 30 LeHTUSA K 12
MesiliaM) CTapT IVIIOKOKOPTUKOU/IHOM Tepanyu MOXKHO OTJIOXKUTb A0 15-18 mecses.

CraprtoBas go03a 'KC - 2 mr/kr/cyT B TeueHue 2-4 HeJiesib, IPU OTCYTCTBUU OTBETA -
OTMeHa B TeyeHHe 3 JIHEeW; NpU Ha/IMUUHU OTBeTa (cTabuu3alnus remMorao6mHa Baiie 90
r/Jl, peTUKyJIoLuTO03) — nocteneHHoe cHxeHUe A03bl [KC no 0,5 Mr/kr/cyT kaxjble 2
HeJles1y, IPU JOCTHXKEeHUHU [103bl 1 MI/KI/CyT TeMIl CHUXKEHUS [03bl 3aMeJIJIMTh — KaXK/ble
4 Hesles1M, BO3MOXKEH lepexo/] Ha a/IbTePHUPYIOLIMU peXUM IpUeMa npenapara, CKOpoCTb
CHW)KEeHHUS J03bl B 3TOM CJydae - KaxJAble 8 HeZesb. MakcMMasjbHas JoNycTUMas
noagep:xuBatouias go3a 'KC - <0,5 mr/kr/cyT.

Ha Bce Bpems npuema naupueHtoM ['KC B pmosax 6osiee 0,5 mMr/kr/cyT c 1esbio
npodUNIAKTUKM OCJI0KHEHUW II0Ka3aH IpUeM IpenapaToB B BO3pPacTHOW J03e -
MHTMOUTOpPBl NPOTOHHOW mMoMIbl (eXeJHEeBHO), NpemnapaThl Kajaus (exeJHEBHO),
npenapaTtbl Kajblius (eXeJHEBHO), BUTaMUH D, TpuMeTonpum/cyabpoMeTOKCa3osl B
Jl03e 5 MI'/KT 10 TPUMeTONPUMY 3 0oC/1e/0BaTe/IbHbIX [HA B HeJleJo.

Kputepuu rematosnoruyeckoro orBeta Ha 'KC: mosiHbiii - Hb >100 r/s1, HopMasibHOE
YUCJO PEeTUKYJOLUTOB; 4acTuyHbii- Hb 85-100 r/i, Haauuue pPETUKYJIOLUTOB;
oTcyTcTBUe oTBeTa — Hb <85 r/n, peTukynouutonenus. B ciy4yae oTcyTcTBUS OoTBeTa Ha
nepBoe HazHayeHUe ['KC BO3MO>XHO MOBTOpPHOE Ha3HaueHUe yepes 1,5-2 roja.

[Ipy oTcyTcTBMM OTBeTa Ha NOBTOpHOe Ha3dHadyeHue ['KC pasbHelIive MNOMNBITKU
ucnoJsib3oBaHus 'KC Henesiecoo6pasHbl.

ddpdextuBHocTh Tepanuu 'KC oTMmeuaeTcs noutu B 60% ciydaes.

B ciydae nosydyenus orBeta Ha ['KC spuTponuThl COXpaHAIOT CBOU aHOMaJsIbHble



yepThl (MaKpOLUTO3, BbICOKasA aKTUBHOCTb eADA), 4TO He N03BOJIIeT KOHCTAaTUPOBATh
peMUCCHI0 WU U3JiedeHue 3a60/1eBaHusl.

B ciy4dae pa3BUTHUSA CTEpPOMJ3aBUCHUMBIX HexeJsaTeJbHbIX sABJeHUU Tepanusa ['KC
npeKpalaeTcd U NalUeHT MepeBOJUTHCA Ha peryJispHble TPaHCPY3UU 3PUTPOLUTHOMN
MacCCOH B COYETAaHHUHU C XeJaTOPHOU Tepaluen.

Ha nepuos nyb6eprata (~10-14 seT; oneHka Hadajla mnybepTaTa HPOBOJUTLCS
COBMECTHO C 3HJIOKPHUHOJIOTOM MO KOCTHOMY BO3pacTy M TOPMOHaJIbHOMY NPOQUJII0)

HeobxoauMo oTMeHUTb ['KC cpokom Ha 1-4 rofa.

[lepen HayanoMm 'KC Tepanuu 3aBeplIUTb OCHOBHOM 3Tal BaKIMHONPO(HUIAKTUKHU
(3aBeplIMTh BaKIMHALIMIO NPOTUB AUPTEpPUH, CTOJIOHSIKA, KOKJIIOIIA, MOJUOMHUENHUT],
renatuta B, renatuta A, BIIK, kopy, kpacHyxu, napoTuTa).

[lepen HauyasoMm 'KC Tepanuu He06X0MMO MPOBECTU UCCI€JOBAHUS:

1. 06wyl 6es10K U 6esIKOBbIe GpaAKLUY;

2. copepxkanue IgA, IgM, 1gG;

3. UMMYHOQEHOTUNIMPOBAHUE JIEUKOILIUTOB;

4

coZepxaHue BUTaMUHa D.

Ha tepanuu 'KC Heo6x0jMMO KOHTPOJIMPOBATh:

1. copepxxaHue BUTaMHHa D B CbIBOpOTKe KpOoBM — 1 pas B roz;

2. copepxanue IgA, IgM, IgG - 1 pa3 B rog;

3. JleHCUTOMeTpus /i NallMeHTOoB cTapiie 5 jieT — 1 pa3 B roj;

4. oCcMOTp NpO3pavyHbIX Cpej IJa3a C MeJJUKaMeHTO3HbIM pacliupeHreM 3padka — 1

pa3 BroJ,.

2 IMHMA Tepanuu: 3aMecTUTe/IbHAA Tepanusa 3pUTPOLUTHOM Maccou (A-B)

EfvHCcTBEHHas onuus JJs NanueHTOB B Bo3pacTe <1 roza u 10-14 snet u He
OTBETHUBIIUX HAa Tepanuio 1-i JUHUEN.

Jng  nporpaMMHOM  3aMeCTUTeJbHOM  TepamWM  JOJ/DKHA  MCHOJIb30BaThCH
IpUTpoLUTHAA Macca GUABTPOBAHHAsA OT JIEMKOLUTOB JIJIl CHUXKEHUS PUCKA Pa3JIMYHbIX
NOCTTPAaHCPY3UOHHBIX peakyuh (suxopajka, LMB-undexkuus, asi1ouMMyHU3aALUA).
[lanueHTbl paHee IMOJIyYaBLIME HUMMYHOCYNPECCUBHYI Tepaluio JOJDKHBI MOJy4aThb

006J1y4eHHYI0 3pUTPOLUTHYIO Maccy.



IloporoBoe 3HauyeHue Hb g5 npoBegeHusi remoTpancPy3nm:
Jns netelt nepBoro rogaxuszuu  90-100 r/n

s nanMeHTOB cTapiue 1 roaa 80-90r/n

PexoMeHayeTcI HOPMOTPAHCPY3UOHHBIN PEXUM 3aMECTUTENbHOU MPOTrpaMMHOU
Tepanuy 3PUTPOLUTHON Maccod, T.e. cofepxkaHue Hb mnocsie TpaHcdysuu jgosnkeH
coctaBadaTh 115-120 r/n. 0O6beM TpaHcdy3upyeMoul 3puTpoudTHOM Maccel - 10-15
MJI/KI, KpaTHOCTb - Kaxzbple 3-4 Hejenu. /[laa TpaHCPy3UM HUCNOJIb3yeTCA
WHAUBU/yaJbHO [0JOOpaHHAasd 3pUTPOLUTHAs Macca, JieHKoJelJeTUpPOBaHHAasA U
ob6srydyeHHas (A).

[lepen mnepBoi TpaHcPy3uell IPUTPOLUTHOM Macchl HEOOXOJUMO MpPOBeJEeHHE
dbeHOTHNMpPOBaHUSA 3PUTpPOLUTOB mauueHTta no cucreme ABO, Rh-dakTopy ¥ pegkum
rpynnam kpoBu (Kell u ap.). Ha ¢done 3amecTuTessbHOW TpaHCPY3UOHHOU Tepanuu
Heo6X0UMO KOHTPOJIMPOBATh:

1. o6muMil aHaIM3 KPOBU C TMOACYETOM TPOMOOLMTOB - TepeJ, KaxkJou

TpaHchy3ueH;
2. aHTHIPUTPOLMUTApPHblIe aHTUTesA (HempsiMasg npoba Kymbca) - mepen kaxkjaou
TpaHchy3ueH;

3. uMMyHodeHOTHUNHMpPOBaHUEe 3pUTpouuToB Mo cucteMe ABO, Rh-dakTopy u

peakum rpynnam kpoBH (Kell u gp.) - 1 pas Broza

4. obmeH :xkene3a (cbiBopoTouHoe xese3o, OXCC/HXCC, HTX, ¢epputun

CbIBOpPOTKH) — 1 pa3 B 6-12 Mmec.
TpaHcdy3HOHHYI0 3aMeCTHUTeJIbHYI Tepalul 3PUTPOLMTHOW Maccold He

pexkoMeHayeTcs codyeTaTh ¢ 'KC Tepanuel B CBA3U BBICOKUM PUCKOM OCJIOXKHEHUU.

3aMecTUTeJIbHAA Tepanus 3PUTPOLMTHOM MACCOM [JOJDKHA COMPOBOXKAATbHCA
a/leKBaTHOM XeJ1aTOpHOM Tepanuei (B).

XenaTopHasa Tepanus J0JDKHA ObIThb HayaTa Kak MOXHO paHbllle, ONTUMa/JbHO C 6
MecC., HO He Mo3xe 2 JjeT. XeJaTOPHYI Tepamnulo peKoMeHJAyeTcsl HayuHaTbhb Hocjae 5
TpaHchy3ul 3PUPOLUTHOM MacChl U/UAM TMOBbIIEHUS (GeppUTHUHA CbIBOPOTKU >500
MKr/Ja (B). OTMeHATBbCA XelaTOpHasA Tepanys MOXeT IPU JOCTHKEHUN BepxXHeUl rpaHUIbl
BO3pacTHOW HOPMbI peppUTHHA CBIBOPOTKH IPH YCJOBUHU NIpeKpallleHUsl 3aMeCTUTEeTbHON
TpaHCPY3UOHHOW Tepallu U HOpMaJM3allMU COZlep KaHUs KeJie3a B IeYeHU U MUOKap/e,

olleHeHHbIX MeToJoM MPT T2* (g mneyeHM BO3MOXKHO MeETOJOM OIpeJeseHUs



cojepkaHusi »xkesieza B cyxoMm BeljectBe mneyeHu) (C). XesaTopsl: Jedepasupokc
(HauanbHasg pgo3a 30 Mr/kr/cyt per o0s exeJHeBHO, Jajiee C LaroM 5 Mr/Kr/cyt
NOBBILIAETCH 0 MAaKCUMaJIbHOU 03kl 45 MI'/KI B CyTKU WJIA IOHMXKAETCS B 3aBUCUMOCTH
oT ¢epputrHa cbiBopoTku (B), nmpu depputune cbiBopoTku MeHee 500 Mkr/n fgosa
cHmxkaetcsd go 125-250 mr/cyt (C), nepeppokcamuH (HavanbHas fgo3a 40 mr/kr/cyt
NOJAKOXKHO 5 JHell B HeAeawd B BUAe JJUTeNbHOU HHPYy3uu (8-12 yacoB), npu
HEeOoOXOJMMOCTU HWHTEHCUBHOW XeJalluy, B CJy4yae pa3BUTHUS 3aCTOMHOW cep/iedHOU
HeAo0CcTaTOYHOCTU — 100 Mr/Kr/cyT HenmpepbIBHO BHYTPUBEHHO KaleJbHO B TeyeHue 7-10
nHel (A-B). /Jlna uHTeHcUUKALMU XeJaTOPHOW Tepamuu MOXKeT UCI0JIb30BaThCs
koMbuHanusa Jgedepasupokca (30 Mr/kr/cyT per 0S eXeJHEBHO) B COYETAaHUHU C
nedepokcamuHoM (40-50 Mr/kr/cyT NMoAKOXHO exeJJHEBHO B TeyeHUe 8-12 yacos) (C).
[IpumeHeHUe AedepunpoHa B KayecTBe MpenapaTa NepBOH JIMHUU HeleJecoo6pasHo B
CBS3M C BBICOKMM PHMCKOM pPa3BUTHA arpaHyJ/oLMTO3a, U ero Ha3HayeHue BO3MOXKHO

TOJIBKO MPU HAaJIMYMU NPOTHUBONOKA3aHUM K epepasupokcy U fiecheppoKCaMHUHYy.

[Ipu npoBeieHUM XeJaTOPHOU Tepaluy HE06X0JUMO KOHTPOJIUPOBAT:

1. ceiBopoTouHoe :xkesie30, OXCC/HXCC, HTX, deppuTUH CBIBOPOTKH -
KaxkJble 3 Mecsilja pu NoA00pe A03bl XeJaTopa, Jlajee Kaxable 6 Mecs1eB;

2. KJIUPEHC JHJOTEHHOTO KpeaTHWHHWHA - [0 Haudajla XeJJaTOPHOW Tepamwuy,
Kak/Jble 3 Mecsilja Ha 3Tane no/ibopa /103bl, Aajiee Kax/ble 6-12 Mecs1ieB;

3. MPT T2* neyenu u Mmuokap/ia - 1 pas B rof,.

2 muHUA Tepanuu: TpaHcnIaHTaL K reMON03THYECKUX CTBOJIOBBIX K/1eTOK (B-C)

[Ipu orcyrcTBun 3ddexta Ha 'KC Tepanuio TpaHcmIaHTaLUsA FeMONO3THUYECKHUX
ctBoJioBbIX KJeTOK (TI'CK) oT poactBeHHOoro uaun HepoactBeHHoro HLA-coBmecTumoro
JIOHOpa MOXeT paccMaTpUBATbCAd KaK aJbTepHATHMBA IOXXWU3HEHHOW 3aMeCTHUTeJbHOMU
Tepanuu 3pUTPOLMTHON Maccou /iJisl nalnMeHToB Muaajile 9 jet (B).

Y4uThIBasd pPUCK MPOTrpecCMBHOTO YrHETeHHUS KpPOBETBOPEHHUSA U  PA3BUTHUA
3JI0KaueCcTBEHHbIX 3abosieBaHul y 6osbHbIXx A/IB, TI'CK MoxeT paccMaTpuBaTbhcs Kak
pafiMKa/bHBIM MeTOoJ, JieYeHUd J[Jig NallMeHTOB MJajluie 9 JieT B ciay4yae HaJIU4usd
poactBeHHoro HLA-coBMecTrMoOro foHopa y TpaHC)Y3MOHHO 3aBUCUMBIX NALlMEHTOB, He
OTBeYalLUX Ha IVIIOKOKOpTUKOoU/bI (B). B HacTosiee BpeMs no AaHHbIM peructpoB A/lb

®paHuuu u TepMaHuu 6GeccoObiTUMHAs BbhKMBaeMocTb Mpu npoBefgeHun TI'CK ot



poactBeHHoro HLA-coBMecTMMOro JJoHOpa B Bo3pacTe MJuajlle 9 jieT coctaBiasieT 94% u B
6oJiee crapueM Bo3pacte 55%. [Ipu 3ToM poZiCTBEHHBIN JOHOP J0JIKEH ObITh 06C/1eJ0BaH
JUISl KCKJII0YeHHs cyOkInHu4Yecko popmol A/lB.

Y nmauuentoB Muaaauie 9 siet HepoAcTtBeHHass HLA-coBectumasa TI'CK Takxke MoxeT
paccMaTpuUBaTbC KaK BapUaHT paJvKaibHOU Tepanuu (C). B HacTosiee Bpems Mo
JllaHHbIM pervuctpoB A/Ib ®@panuuu u lepMaHuu GeccoObITUHHAs BbLKHBAEMOCTb MPH
npoBegeHun TI'CK ot HepoacTBeHHoro HLA-coBMecTUMOro JOHOpa NandeHTy MJajile 9

JeT cocrasugeT 35%.

AnbTepHaTuBHasA Tepanus (D)

OnucaHbl cay4dyad [JOCTHXKEHUSI PEMHUCCUM IMpPU HCNoJb30BaHUM JiednuHa (700
Mr/kr/M? Tpu pasa B cyTku) u cotaTepuenta (0,75-1,0 Mr/Kr moAKOXHO Kax/ble 3
HeJles1M), OJJHAKO B KJIMHUYECKUX PaHJOMU3UPOBAHHBIX UCCAe0BaHUAX 3QPEKTUBHOCTD

TaKoH Tepalrn He JOKa3adaHa.

5. BepeMeHHOCTb
dusnosiornyeckrue U3MeHeHUs], TPOUCXOAsIIe MPU 6epeMeHHOCTH, MOTYT BbI3BaTh

noBbilleHHe noTpeb6HOocTH Kak B 'KC, Tak U B TpaHCHY3USIX 3pUTPOLUTHON MaCChI.



6. IIporHos

1.

B 1jes10M NporHo3 A/ )KW3HU JOCTATOYHO 6JIaronpuATHBIN. [[poo/KUTEeIbHOCTD
’KU3HU OrpaHMYyeHa B MepBYI0 o4yepesb pa3sBUTHEM OCJ0KHEHUU OT NMPOBOAMMOMU
Tepanuu.

CnonTaHHas pemuccusi A/Ib Bo3MoxkHa B mpumepHo 20% ciayyaeB K 25 rogam
He3aBUCUMO OT paHee IPOBOJAMMOU Tepanuu.

OcsioxxHeHUe 3aMeCTUTeJbHOU Tepanuu 3pPUTPOLMTHOHU Maccou -
NoCTTpaHCPy3HOHHAsA IeperpysKa >Xejle30M - MOXeT CYLleCTBEHHO COKpallaThb
NPOJO/KUTENBHOCTD XKHU3HU U yXYAIIAaTh Ka4eCTBO »KU3HU 00JIbHBIX.
[Ipol0o/IKUTENBHOCTD )KU3HU 60JIbHBIX: A0 40 JsieT goxuBaeT 75,1+4,8% 60JbHBIX;
B CJly4yae [JOCTHXXeHHUS peMUCCUMU WIM MeJUKaMeHTO3HOM peMUCCUHU
BbDKMBaeMoCTb cocTaBiasgeT 85-100%; TpaHcPy3MOHHO 3aBUCHMMble MNaLUEHTHI
JIOXKUBAIOT 10 B3pocJioro Bo3pacTta B 60% ciydaes.

Ob6umas BbDKMBAeMOCTb mocjae pojctBeHHoW coBMectuMoit TI'CK, ecau onHa
npoBOJUIachk [0 9-eTHero Bo3pacTa, cocTaBiasgeT 95%, mocje HepoACTBEHHOMN
nosiHocTbio coBMecTuMoi TT'CK - 85%.

CMepTHOCTh mnanyeHTOB ¢ A/IB 3aBUCUT OT pa3BUTUA M CTeNEHU TIKECTH
OCJIO)KHEHUH OT TMpPOBOJAMMOMN TepanuMu (mocTTpaHCPy3WOHHAsA Ieperpyska
»kesne3oM, uHbekuu, ocaokHenus nociae TI'CK) - 67%, cBga3aHa ¢ mporpeccuei
3ab0/1eBaHUA (Tsxkennags  anuiasus KPOBETBOpPEHMUS,  3JI0KaYeCTBEHHbIE

3aboJsieBaHus) - 22%, He ycTaHOBJIeHA IPpUYKUHHAsA CBA3b — 11% ciyyaes.



7. lucnaHcepHoe Ha60AeHue (D)

JAvcnaHcepHoe Ha6JIl0eHUe 3a NallMeHTaMHy, nojiyyawmumy Tepanuio I'KC

OcMmoTp reMaroJiora Hadajle Tepanuu KaxkJble 2 HeJleJU [0 3aBepllieHUs NozAbopa
J103b], flasiee 1 pa3 B KBapTauJl.

O61MI aHA/JU3 KPOBHU C NOJCYETOM PETUKYJOLUTOB — Nepes, KaXAbIM BU3UTOM K
reMaToJIory.

BroxuMuyeckud aHa/iuM3 KpoBU (OLleHKa QYHKLUMU [eYeHH U MOJpKeJyJ04HON
»KeJsie3bl, KaJbLJUEBOT0 0OMeHa, 06MeHa keJie3a) — 1 pa3 B 6 Mecs1ieB.

Y3U opraHoB 6proLIHOM 0J10CTH - 1 pa3 B 12 mecsLeB.

KT, 9XO-KT - 1 pa3 B 12 mecALeB.

OcteopeHcuToMeTpud — 1 pa3 B 12 mecAnes.

MPT T2* neyenu u muokap/a - 1 pas B 12 mMecsines.

KoHcybTanus crenqyuaJnucToB (KapAuo0Jior, SHA0KpHUHOJ0T) — 1 pa3 B 12 Mecs1eB.

BakuuHonpoduiakThka MNpPOBOAUTBHCA B  COOTBETCTBUM ¢ HaunuoHanbHBIM

KaJleHAapeM IPUBHUBOK, HE pPEKOMEHAYETCA UCII0JIb30BATDb KW BbI€ BAKIIHMHBI.

[[ncrlchepHoe Haﬁmo/:(elme 3a MAanMEeHTAaMy, MOoJIY4alIIHUMHA 3aMECTUTE/IbHYIO

Tepanuio 3pUTPOLUTHON MACCOH

OcMoTp reMaTtoJiora Kax/ble 2-4 HeJje/H.

O61MI aHaA/JW3 KPOBU C NOJCYETOM PETUKYJOLUTOB — Nepes, KaXAbIM BU3UTOM K
reMaToJIory.

BroxuMuyeckud aHa/iuM3 KpoBU (OLleHKa QYHKLUMMU [eYeHH U MOJpKeJy[04HOH
»KeJsie3bl, KaJbIUEBOT0 0OMeHa, o6MeHa keJie3a) - 1 pa3 B 3 Mecdnia.

Y3U opraHoB 6pIOLIHON OJIOCTH - 1 pa3 B 6 MecsLeB.

KT, 9XO-KT - 1 pa3 B 12 mecALeB.

[Ipo6a Kym6ca npsimas - 1 pa3 B 6-12 mMecs1eB.

®eHoTunvpoBaHue 3putpouuToB no ABO, Rh-, Kell u gpyrum pegkum anturenam - 1
pas B roj.

OcteopeHcuToMeTpud — 1 pa3 B 12 mecAnes.



MPT T2* neyeHu, MUOKapAa, NOJKeNYJAOUYHOHN >Kese3bl U runodpusa - 1 pa3z B 12
MecsLeB.

UpeskoxkHasd GUOINCHUA MEeYeHU C KOJMYEeCTBEHHOM OLEHKOM coJiep:KaHUsA »KeJse3a -
npu coxpaHeHUH ¢eppUTUHA CbIBOPOTKU OGosiee 1000 Mkr/n 6GoJsiee 6 MecsileB. ITO
uccaejoBaHue J[OJDKHO MPOBOAUTBHCA TOJIBKO B CllelMaJlM3UPOBAaHHOM ILeHTpe, NpH
HaJIMYUMU OTPAOOTAaHHOM MeTO/MKe ONpe/ie/IeHUsl COZlepKaHus XKeJle3a.

KoHcybTanus crenqyualinucToB (KapAuoJior, SHA0KpHUHoJ0T) — 1 pa3 B 12 MecsleB.

HUccnesoBaHue TOpPMOHAJIBHOTO CTAaTyCa — 10 HA3HAYE€HHUIO 3HJA0KPUHOJIOTa.

UccnepoBanue Ha BUY, renatutsl (B, C v gp.) - 1 pa3 B 12 Mecs1es.

UccnenoBaHue TmNyHKTaTa KOCTHOTO MoO3ra M TpemnaTtobuonTrara B Cjaydae
BO3HUKHOBEHMUS [IBYX- UJIU TPEXPOCTKOBOM [JUTONIEHUH.

BakuuHonpoduiakThKa NIpOBOAUTCA B COOTBETCTBUU € HallMOHa/NIbHBIM KaJleHJapeM
IpPUBHUBOK 0e3 OrpaHHYeHHH, JONOJHUTEJBHO peKOMeHJAyeTc B paHHEM BO3pacTe

BaKIIMHAL M NIPOTUB BUPYCHOTO renaTuTa A.

JlucnaHcepHoe HaG/Il0AeHUe 3a nanueHTamMu nocjae TI'CK
JucnaHcepHoe HaOsoAeHue 3a 6osbHbIMU A/IB mocne TI'CK wusnoxeHo B

Kinnnuyecknx pekoMmeHaanuax no TICK.
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