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OTBEeTCTBEHHBIE NCIIOJIHUTEIIN:

- Macyan Anekceid AJieKCaHAPOBUY — JA-p MeJ. Hayk, npod. 3aMecTUTEJb
JUpeKTopa no HayyHou pabore PI'BY «DenepanbHbli HAYYHO-KJIWHUYECKUU LIEHTP
JeTCKOW TreMaToJIOTUH, OHKOJIOTMM W UMMYHOJIOTMM HUM. /JImutpusa Porayesa»
Munsgpasa Poccum, npesugeHT HanpoHasbHOro 061ecTBa JIETCKUX reMaToJIOTOB U
OHKOJIOTOB

- Cmerannna Haranusa CepreeBHa — JI-p Me. HayK, Ipod., 3aB. OTAEIOM ONTHMHU3ALUU
Je4YeHus remarosnoruueckux 3aodosneBanuiit ®I'BY «DenepanbHblil HAyYHO-KIMHUYECKHUN
LEHTP JETCKOM TIeMaTOJIOTMHM, OHKOJIOTMM WM HMMyHosoruu um. J[Imutpus Porauesa»
MumnsapaBa Poccun, npodeccop kadeapbl OHKOJIOTMM, T€MAaTOJIOTUU U JIy4eBOW Tepamuu
MEeIUATPUIECKOTO dakynbrera I'bOY BIIO «Poccuiicknit HallMOHAJIbHBIN
HCCIeA0BaTeNIbCKU MequuuHckuil yausepeuretr uM. H.W. Iuporosa» Munsnpasa Poccun

- Macyan Muxaunn AsleKCaHAPOBUY — J-p MeJ. HayK, 3aBeAyIOUIMU OTAeJIeHUeM
TPaHCIJIAHTALlUM TeMOIM03THYECKHUX CTBOJIOBBIX KjeTOK N2 1 OI'BY «DenepanbHbIi
HAy4YHO-KJIMHUYECKUH LIeHTP AEeTCKOW reMaTOJIOTUH, OHKOJIOTMU U UMMYHOJIOTUH UM.
Amutpusa PoraueBa» Munsgpasa Poccuun

- JlykuHa Enena AnekceeBHa — npod., 3aB. 0T/Zies1oM opdaHHbIX 3a60/1eBaHul OI'BY
«['eMaTosiorn4yeckui Hay4HbIM LleHTp» MUH3ApaBa Poccuu

- JlynakoBa Mapus AHaToJIbeBHA — KaH/. Me/l. HayK., 3aB. OTZeJIOM reMaTOJIOTUHU U
OHKOJIOTMM Hay4HO-KJIMHMYECKOro LieHTpa reMaToOJIOTUM, OHKOJIOTUM U UMMYHOJIOTUHU
['BOY BIIO «Psa3aHCKUU rocysapCTBEeHHbIM MEJAULIMHCKUM YHUBepCcUTET UM. akaj. W.IL
[TaByioBa» MuH3gpaBa Poccuun

PenensupoBanue, 00Cyk1eHUE COAEepKaHUs peKOMEHIalluH poBomiock Ha caiite HOAT'O,
COBEILAHUAX, ChE3aX NEANATPOB, remarosnoros Poccun



Aunemus [Jdaiimonna-biexdana

Congenital hypoplastic anemia, Blackfan-Diamond type, anen.
MKB-10: D61.

Onpeneﬂeﬂne, INPUHIMAIBI TUATHOCTHUKH Y B3POCJIBIX U I[eTeﬁ

Anemusi Jlaiimonna-bnekdana (AJIb) - penkas ¢dopma BpoXIEHHOM
aruTa3ud  KpPOBETBOPEHHUS, B OCHOBHOM KPAaCHOKJIETOYHOH (IPUTPOHIHON),
paHHEro W JETCKOTO BO3pacTa, pa3BUBAIOINA’CS B pe3yJbTaTe amonTo3a
DPUTPOUIHBIX TIPEIIIIECTBEHHUKOB B KOCTHOM MO3T€ BCIEACTBUE nedeKTa
OouocunTeza pubocoM. B HacTosiiee Bpemsi OOJBIIMHCTBO TE€HETUYECKH
pactmmdpoBaHHBIX ciydaeB AJlb SABISIOTCS Pe3ysbTaTOM TarUIOTHITUYECKON
HEJIOCTATOYHOCTH TEHOB, KOJHUPYIOMIUX OCJIKH Majol Wi  OOJBIION
cyOBeauHuI] pudocoM; UACHTU(DUIIUPOBAHBI TaKkKe eAMHUYHbBIE ciydan AJlb B

pesynbTate mytanuu renoB GATA1, FLVCRI1 u TFR2.

JAuarnocruka:

Jwnarno3 AJIb ycTaHaBIMBAETCA HA OCHOBAHUU KJIMHUYECKUX MPOSBICHUN

U JaHHBIX JIabopaTopHOro oocnenoBanus (A-B).

Kaunuyeckue NPOABJICHUSA

= (CpenHuil BO3pacT Havyaja KJIMHUYECKUX MPOSIBICHUN — 2 Mecsla KU3HHU,
CpeIHUN BO3pacT yCTaHOBJEHHUs auarHo3a — 3-4 mecsua. B 6onee 90%
ciydaeB MaHudecrtaiusi 3a00JieBaHUsI HAa NEPBOM TOJYy *KU3HU, KpaiiHe
PEIKO — B TIEPBbIE CYTKH KU3HHU.

* Yucio TpoMOOLMTOB M JICMKOIIUTOB B OCHOBHOM B MpeJeiaX HOPMBIL;
peako  MOXeT ObITh  TPOMOOIIMTO3, TPOMOOIIMTOIICHUS  W/WJH

HEUTPOIIECHUS.



[Topoku pa3BuTHS, KpOME HU3KOTO pOCTa, BCcTpeuaroTcs B 47% ciaydaes:
aHOMaJuW 4Yepena M JIMIIEBOrO CcKejleTa (TUMEePTEIOPU3M, BBICOKUMN
BBIMTYKJIBIN J100, TOTHUYEeCcKOe He0o, HeOHas paclienHa, MJI0CKash CIUHKA
HOCA, MUKPOTHATHUs, MUKpoLe]anusi, MUKPOTHS, HU3KO PaCIOJIOKEHHbIE
yiuiHble pakoBuHbl) — 50%, W aHOManuu KHUCTEH pPYK (YIIBOCHHBIMH,
pacuiernieHHbid, 3-pananroBsiii 0osbIION majnen, cuHaakTius) — 38%,
narojorus cepaua (Ie@exT MeXKeTyJA0YKOBOW Meperopojku, aedexT
MEXKIIPEICEPIHON NEPEropoaKU, KOapKTalus aopThl, TeTpana danmno) —
30%, © MOYEnoJoBOM cHUCTEMBI (IIOAKOBOOOpa3Has IOYKa, YJABOCHHE
MOYEBBIBOJAIINX IMyTeH, runocnaauss — 39%, coderaHHble TOPOKU
pa3BuTHs BCTpeyaroTcs B 21% cioydaes.

dusnueckoe pa3BuTue HU3Koe. HU3KMi1 BEC mpU pOKIECHUU BCTPEUYACTCS
B 10% cnydaeB, mpu 3TOM B NOJIOBUHE M3 3THX CIIy4a€B OTMEYAETCs
OTCTaBaHHE (PU3MUECKOTO Pa3BUTHUS OT IreCTAllMOHHOTO Bo3pacTta. bomee
60% OOJBHBIX UMEIOT POCT MEHEE 25 MepPUEeHTHIIS.

OTcyTCTBYET renaTocjieHOMeraiusl.

KapuoTtumn kineTok KOCcTHOro Mo3ra u KpoBu nipu AJ[b He n3MEHEH.
[IpenpacnonoKeHHOCTh K 3JI0KQYECTBEHHBIM  HOBOOOPA30BaHUSIM.
Onucano 30 ciydaeB pa3BUTHS 3JI0KaYECTBEHHBIX 3a00JIeBaHUI Yy
nmanueHToB ¢ AJIb — Hambojee dYacTo OHKOTeMaTOJIOTHYECKHE
3aboneBanuss (OMJI, MJIC, numdoma), cremyromas O 4YacToTe —
OCTEOTE€HHAs CAapKOMa, PEJIKO — PaK MOJIOYHOM KeJe3bl, TOJICTON KUIIKU U
IpyTue CONUAHBIE OIMYXOJIM, KOTOPBhIE pPa3BUBAIUCh B 0ojee MOJOJIOM

BO3pACTE, YeM OOBIUHO.

JAnarnocruyeckue kpurepuu AJ/lb

Oo0a3aTebHbIC:
* HopmoxpoMHasi, OOBIYHO MaKpOIMTapHAas, aHEMHUs B paHHEM
BO3pacTe 0€3 BOBJICUEHUSI IPYTUX KIETOUYHBIX JIMHUIA.

* PerukynouuroneHus.



* HopMOKJIETOYHBIH KOCTHBI MO3T C CEJICKTUBHBIM YMEHBIIEHUEM
SPUTPOUIHBIX TPEAIIECTBEHHUKOB (<6%).

* Bo3zpacrt <l roga.

= JlonmoJIHUTEJIbHbIE:
* Hanuuue wmytanumii B pubocomansHbix renax (RPS19, RPSI10,
RPS24, RPS26, RPLS, RPL11, RPL35a, RPS7, RPS17).
* (CemelHBIN aHAMHES.
* BpoxaeHHble  aHOMaJIWM  Pa3BUTHUSA,  XapakKTepHbIE IS
knaccuueckon AJlb.
* [loBerimenue HbF (crapmie 6 mec.).

* [loBblllIeHHE aKTUBHOCTU 3PUTPOIUTAPHOMN aJIEHO3UH J[€3aMUHA3BI

(eADA).

B nebGrore 3a0oneBaHusl BCTPEYAETCS MAKPOLMTO3, ACCOLMUPOBAHHBIA C
PETUKYJIOLUTONEHUEN, KOJIMYECTBO JEHKOUUTOB M TPOMOOLIMTOB OOBIYHO B
npejiesiax HOpMbIL, XOTs Jerkast HeutponeHnus Bcrpevaercs y 20-30% manueHToB
¢ AJlIb. B npanpHedmem, ¢ Bo3pactoM, y 20-30 manueHTOB HOSIBISAETCS
TPEXPOCTKOBAsA LIMTOINEHHUS, KOTOpas HE HOCUT TSKEJIOr0 XapakTepa M He
HY)KJIaeTCd B KOPPEKUUU TPAHYJIOUUTAPHBIM  KOJOHHUECTHUMYJIUPYIOIIHM

(haxTopoM UK TpaHcPy3usIMHU TPOMOOIIUTAPHON B3BECH.

KocTHblif MO3r ¢ BUIUMBIM OTCYTCTBUEM HOPMOOJIACTOB, B psijie CIIy4yaeB
OTHOCHUTEJILHOE TMOBBINICHHE KOJIMYECTBA MPOIPUTPOOIACTOB WM HOPMAIbHOE
KOJIMYECTBO  MPOIPUTPOOIACTOB € aApPECTOM CO3pPEBAHUS, YMEHBIIICHHE
KOJIMYECTBA SPUTPOUAHBIX MPEAIIECTBEHHUKOB (MeHee 6%), HEeU3MEHEHHBIE
MHUEJIOUHBIN U MEraKapUIIMTapHbIA POCTKH KPOBETBOPEHUSI.

eADA — xmroueBoil ¢epMeHT MeTabosiu3Ma MyPUHOB, €r0 OTHOIIEHHE K
naroduzuonoruu AJIb octaercss U3y4eHHbIM He 10 KoHIa. OJHAKO MOBBIIICHHE
aktuBHOCTH €ADA Hocut Hecneumbudeckuii xapakrtep. [loBeleHue

aktuBHOCcTU €ADA BbIsABIIIETCS Y 90% Oo0sbHBIX AJIB, mocie 3aMmecTuTenbHOM
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TpaHCPy3UH SPUTPOLIMTAPHOM MACChl AKTUBHOCTH (PEPMEHTa KaK MPaBUIIO
HOpManu3yercs (3a cuerT npeoOiajaHusi TOHOPCKUX DSPUTPOILUTOB), MpPH
HCCIIEIOBAHUM aKTUBHOCTU ()epMEHTa BO (PpaKIUKU PETUKYIOIUTOB OTMEUAETCS
MOBBIIIIEHWE AaKTUBHOCTH 3TOro ¢epMeHTa naxe Ha QoHe TpaHchy3uil
sputporutapHoi  maccel. IloBeimenue aktuBHocth €ADA  nmo 1,70
HMOJIb/MUH/MTHb cunTaercst moporoBsIM 1151 TOCTaHOBKH AuarHosa AJlb.
[ToBeimienne HbLF B codeTaHwmu C moOBBIIEHHEM aKTUBHOCTH €ADA
1mo3BoJsAIOT auddepeniiupoBate AJIb OT TpaH3UTOPHON SPUTPOOIACTONICHUH
JIETCKOTO BO3pacTa, KOTOpasi, OTHAKO, PEAKO BCTpeUaeTcs y AeTeil mepBoro rojaa

KHN3HHU.

Aunddepenunanbublii 1uaruno3 AJ/Ib

Omnucano Heckonbko ciaydaeB AJ[b, korga y gereid mianire 3 MECALEB B
MyHKTaTe€ KOCTHOTO MO3ra OTMEYaeTcs yBeIudeHHoe konndecTBO (10 15%)
MPUMUTHUBHBIX  3PUTPOOJACTOB, KOTOPHIE OHIMOOYHO TPAKTOBAIUCH Kak
nelikeMuyeckue TuM@oOIacThl U JETAM Ha3HavYaJlaCch XUMUOTEpaNus Mo MOBOIY

ocTporo JuM¢po0OJIaCTHOTO JIEHKO3A.

AJIb nHeoOxoaumo auddepeHnupoBaTh CO CIEAYIOUMMH COCTOSSHUSIMU U

3200JIEBAHUSAMU:

» [lo3mHsisi  rUMOpereHepaTopHasl  aHEMHs  BCJEACTBUE  TSDKEJIOU
reMoiuTHYeckor anemuu HoBopoxaeHHOro (Rh unmu ABO koH(AuKT),
KOTOpasi MOXET COXPAHITHCA B TEUCHUE HECKOJIbKUX MECSIIEB.

* Tpan3zutopHas 3putpodsIacToneHus (Tadbnuia 8).

* BpoxaeHHas TUIOTUIACTUYECKAs aHEeMHUsI BCJIEJICTBUE
TpPaHCIUIAaHIIEHTapHO TepeJaHHoM wuHeKknuu napBoBupycom BI19.

[TapBoBupyc B19 mokeT BBI3BIBaTH TPAH3UTOPHYIO HEIOCTATOYHOCTH



SPUTPOUIHOTO POCTKA Yy MAIMEHTOB C TEMOJM30M WA XPOHUYECKOU
SPUTPOUTHOU HEJIOCTATOYHOCTBIO npu UMMYHOJIepUIIUTaX.
HNuarnoctupyetrcst meroaom [II[P o6pa3iia kocTHOrO Mo3ra.
[IpuoOpeTeHHass mNepCUCTUPYIOIIAsl SPUTPOOJIACTONICHUS] BCIEACTBUE
napBoBupycHo B19 undexunn y HOBOPOXKIEHHBIX U JI€T€H paHHETO
BO3pacTa C BPOXKJICHHbIM KOMOMHUPOBAHHBIM HWMMYHOIE(PUIIUTOM
Cunapom Ilupcona, KOTOpbIA  XapakTepuzyercsi  pedpaxrepHOi
apereHepaTopHoi MaKpOIUTApHON CUJIepo0IaCTHOU aHEMHUEH,
HEUTPONEHNEN, BAKyOJIU3AUENd MNPEAIIECTBEHHUKOB B KOCTHOM MO3TE,
HaJu4yueM CcHuAepoO0aacToB (OOBIYHO KOJBIEBBIX) B KOCTHOM MO3TE,
JK30KPUHHOU TuchyHKIHEH NO/KEITYJOYHOU JKEJIEe3bl 151
MeTa00IMYECKUM allUI030M (JIAKTaT alu/I030M). AHEMUS Pa3BUBAETCS B
Bo3pacte 1 Mecsiua xu3Hu B 25% ciyyaeB, B BO3pacTe OKOJIO 6 MecCsIlEB
xu3Hu B 70% ciydaeB. Y BceX OOJIBHBIX BBISABISIETCS JENeIus
mutoxoHapuanbHor JHK. B penkux ciydasx UWATONEHUS MOXKET
pa3pemuTbcsi  C  BO3pPacTOM,  MHOTHME  OOJIbHbIE  pa3BUBAIOT
HeWposerenepatuBHoe 3aboneBanue (Keapuc-Cuape cunapom) B Oosee

cTapmecM BO3pacTe.

JEYEHUE AHEMUWU JAWNMOHJIA-BJIEK®EHA

1-s1 TUHMSA Tepanuu: IJIIOKOKOPTHKOCTepOouaHas Tepanusi(A-B)

B OTJIMYHUE  OT  INPEAbIAYIIMX PEKOMEHJALMN  CErOJHSA
IIOKOKOPTUKOU/IHAS Tepanusi HE Ha3HadaeTcsa aeTsaMm ¢ AJ[b Ha mepBom
rogy JKM3HM B  CBS3M C CYHIECTBEHHBIM HapylI€HHUEM pocTa
peOeHka.



Tadiuua 8. Auddepenuunanbubie pasauuusas A/[b U TpaH3uTOpHOU

IPUTPOOJIACTONEHUH.
[Tpuznak Tpan3utopHas Anemus [alimonna-bnexdena
IPUTPOOTACTONICHUS

6
Yacrora Penxo Ouenr penko (5-10 ma 10
BCTPEUAEMOCTH POXKIEHHBIX YKUBBIMU

HOBOPOK/ICHHBIX )

DTHONOTHS Octpas (BupycHas unu | ['eHeTHdyecku 00ycClIOBICHHAs

WIUOTIaTHYECKas )

Bospact k MomeHTy
ITOCTaHOBKH

IAarLosa

6 Mec. — 4 rona (mHOTAA

cTapie)

90% x 1 rony, u3 vHux 25% npu

POXKIECHUU WU B TIEPBBIE 2 MEC.

CeMelHbBIA aHAMHE3

He otsronien

Otsroues kak MuHUMYM B 10-

25% cnyuaes

Nurepkyppentnsle | BupycHas undekius Her
3a00JeBaHuUs
Bpoxnenusie Her [IpucyrcTBYIOT B ~50%
AHOMAJINU CIIy4acB
Teuenue CrnioHTaHHOE JnurensHoe, 20% BepOsSTHOCTH
BBI3JJIOPOBJICHUE B | pEMUCCHH
TEUCHUE HEAeNb WU

MCCALICB




Tpancdysznonnas Her 3aBUCHUMOCTh OT TpaHchy3uit

3aBUCHUMOCTb nnu ['KC repanun
[ToBpimienne MCV

- B HayaJie 20% 80%

- B TEYEHUU 90% 100%

- B PEMUCCUHU 0% 100%

IToBernuenune HbF

- B HaJaje 25% 100%

- B TCUCHUH 100% 100%

- B PEMHUCCUHU 0% 85%
1-aHTUTEH OOBIYHO B HOpME [ToBeIIeH
AxTtuBHOCTE €cADA He moBeimena IloBrImeHa

Tepanuto rmokokopTukocrepougamu (I'KC; npeaHu3onoH, MeTHINpe.-
HU30JI0H) HAYMHAIOT 4yepe3 2 HeJ Mmociie MPOBEASHHOW TpaHC(hy3Uu IPUTPO-
UTHOU Macchl B Bo3pacte 12-15 mec xku3nu. [lpu cymiecTBeHHbIX TpobiieMax ¢
BEHO3HBIM JIOCTYIIOM U HEJOCTYMHOCTH SPUTPOIMTHON MacCChl HaJICKAILETO
KadecTBa (JelkonaemieTupoBanHo u o6nyuenHoil) I'KC moxxHO HaumHaATh C 6
MecC; MPHU CYIIECTBEHHOM CHWXXEHUU TEMIIOB pocta pedbeHka (menee 30 1eH-
tunei k 12 mec) crapt ['KC Tepanuu MoxHO OTI0XKUTH 10 15-18 Mec.

CraproBas no3a ['KC — 2 mr/kr/cyT B TeueHue 2 - 4 Hell, IpU OTCYTCTBUHU
OTBETa OTMEHAa B TEUEHHWE 3 JHEH; NpU HAIMYUK OTBeTa (cTaduiau3anus
reMoryioouHa Boiie 90 r/1, peTUKyI01UTO3) MocTeneHHoe cHikeHue 10361 ['KC
nmo 0,5 wmr/kr/cyT kaxiable 2 HeN, NpU JOCTMXKEHMH 1036l | MI/Kr/CyT
TEMIICHUKEHUS J103bl 3aMEIJIUTh — KaxJble 4 Hel, BO3MOXKEH IMepexoj Ha
aTbTEPHUPYIOUTUN PEXKUM MpUEMa Mpenapara, CKOpoCTh CHUKEHUS J103bl B 3TOM
ciiyyae — Kaxable 8 Hell. M akcuMalibHasi TOMycTUMas MOJIIepKUBAIOIIAs 1032
I'KC — <0,5 mr/kr/cyT.

Ha Bce Bpemsi mpuema manuentom ['KC B nmozax 6Gonee 0,5 Mr/kr/cyT c

LHEeNIbl0 MPO(UIAKTAKU OCIOXKHEHUW I[IOKa3aH IpPUEM B BO3PACTHOU J103€
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IIpEnapaToB:

MHTUOUTOPHI TPOTOHHOU MOMIIBI (€KEIHEBHO), Mpenapathl Kaaus (exXeIHEBHO),
MpEenapaTsl KaJbLHS (e’xeTHEBHO), BUTaMHH D, TPUMETO-
npuM/cyinbamerokcazonl B Jo3€¢ S5 MI/KT 1o  Tpumeronpumy 3
MOCJEA0BATEIbHBIX JIHS B HEJEMIO.

Kpurepun remartonorumyeckoro orsera Ha ['KC: monusii — Hb >100 1/m,
HOPMAaJIbHOE YHUCJIO PETUKYIOUUTOB; yacTuuHbii — Hb 85-100 r/n, nanuuue
PETUKYJIONUTOB; OTCyTCcTBUE 0TBeTa — Hb <85 1/1, petukynouuronenus.

B cnydae orcyrctBus orBera Ha nepBoe HasHaueHue ['KC BO3MOXHO
MOBTOPHOE Ha3HaueHue uepes 1 ,5-2 roxaa.

[Ipu orcyrctBuM oTBeTa Ha mOBTOpHOEe HasHaueHne ['KC panpHeinmue
nonbITku ucnosibzoBanus 'KC HenenecooOpasHbl.

Oddextunocts Tepanuu ['KC ormeuaercs noutu B 60% ciryyaes.

B cnyuae nonmydenuss orBeta Ha I['KC »spuUTponuTBl COXpaHSIOT CBOU
aHOMaJbHbIE YepThl (MaKpOIMTO3, BbICOKash akTHUBHOCTL €ADA), uto He
MO3BOJISIET KOHCTATUPOBATh PEMUCCHUIO WIIA U3JIeUeHUE 3a00IeBaHMUS.

B cnyuae pa3ButHs CTEpOMA03aBUCUMBIX HEXKEIATENbHBIX SIBICHUU Tepamus
I'KC mnpekpaiaercss W MalMeHT MEPEBOAUTCS Ha PEryJsipHbie TpaHChy3un
SPUTPOLUTHON MaCCOM B COYETAHUU C XEJTATOPHOU TEpPAITUEN.

Ha nepuon nybeprara (~10—14 ner; onieHka Havana mybeprara IPOBOAUTCS
COBMECTHO C 3HAOKPHUHOJIOTOM IO KOCTHOMY BO3pPacTy M TOPMOHAIBHOMY
npoduito) Heooxoaumo otMeHuTh I'KC cpokom Ha 1 -4 rona.

ITepen nawanom I'KC Tepanmm 3aBepmiuTh OCHOBHOW 3Tal BaKIHWHOMPO-
(UNaKTUKK [3aBEpLINTHh BaKIMHAIMIO NPOTUB AUPTEpPUHU, CTOJOHSIKA, K O
KIIOIIa, TOJMOMHUENUTa, renatuta B, rematura A, TyOepkynes3a, KOpH,
KpAacCHyXH, IapOTUTA].

[Tepen nauanom I'KC tepanuu HeoOX0AUMO TPOBECTU UCCIETOBAHUS:

m o0m1ero 6enka u 0eTKOBBIX (DpaKIuii;

m conepxkanus IgA, IgM, IgG;

B UMMYHO(EHOTUIIUPOBAHMUS JICHKOIIUTOB;

B COJIep>KaHus BUTamuHa D.

Ha tepanuu I'KC HE06X011M0 KOHTPOJIUPOBATH:

m cojiepkanue ButamuHa D B chiBOopoTKe KpoBU 1 pa3 B rox;

m conepxkanue IgA, IgM, IgG 1 pa3 B rox;

B JICHCUTOMETPHUIO ISl TAIMEeHTOB cTapiie S et 1 pa3 B rof;

B OCMOTpP NPO3PAYHBIX CPEJ I1a3a C MEAUKAMEHTO3HBIM PACIHIUPEHUEM 3pAUKa
1 pa3 B rog.

2 —s1 JIMHUA TCPpaAIINU: 3aMECTUTC/IbHAA TEPpanusd 3pI/ITpOHI/ITHOI7[ Maccoii
10



(A-B)

EnnncTBeHHas onius 1 nauueHToB B Bo3pacte <1 roma u 10-14 ner n
HE OTBETUBIIUX HA TE€PANUIO |-U JTUHUEH.

Jlns mporpaMMHOM  3aMECTUTEIBLHOM TE€panuu JOJKHA UCTIOJIb30BaThCS
APUTPOLIUTHAS Macca, PUIbTPOBAHHAS OT JEHKOILMTOB, /I CHHXKEHUSI pUCKa
Pa3IMUHBIX TOCTTPAHC(PY3UOHHBIX peakuuil (nuxopanka, [IMB-undekmus,
auiouMmmyHu3anus). [lanmenram, panee nojiy4aBIiuM UMMYHOCYTPECCUBHYIO
Teparuo, He00X0UMO TpaHC(HY3UPOBaATh OOIYUEHHYIO SPUTPOIIUTHYIO MACCY.
[Toporosoe 3Hauenue Hb mist npoBeaenus: remotpancdysuu:

m 7151 Aetedt nepBoro roga sxxusznu 90-100 r/i;
m 71 nmarreHToB crapiie 1 roga 80-90 r/m.

PexomeHnnyercs  HOpPMOTPaHCHY3UOHHBIA  PEXKHUM  3aMECTUTEIILHOU
MPOrPaMMHOM TEpanuy IPUTPOLMTHON Maccoil, T.e. coaepxkanue Hb mocne
TpaHcy3un HOMKHO cocTaBiaTh 115-120 r/n.  OO6BemM TpaHcdy3upyemoi
sputporutTHort maccel 10-15 mu/kr, kpaTHOCTh — Kaxnaple 3 -4 Henm. Jlus
TpaHCc(Py3UHU UCTIONB3YETCS UHAUBUAYAIbHO MOA0OpaHHAS JIEUKOACTIIETH-
pOBaHHas U 00Jy4eHHAask SpUTPOLUTHAS Macca (A).

[Tepen nepBoii Tpancy3uen SpUTPOLIUTHON MacChl HEOOXOUMO TTPOBEICHUE
dbenotunupoBaHusi puTpounToB nanuenta no cucreme ABO, Rh- dakropy u
penkum rpynnam  kpoBu (Kell u gap.). Ha d¢one 3amecturensHoOl
TpaHC(Py3MOHHOM Tepanuu HEOOXOIUMO KOHTPOJIUPOBAT:

m OOIIHI aHAJK3 KPOBH C TTOACYETOM TPOMOOILIMTOB Tepe. KaX 101
TpaHc(y3uen;

B aHTURPUTPOLUTHBIC aHTUTeNA (Henpamas mpodba KymOca) nepea kaxmoit
TpaHc(y3uen;

B UMMYHO(EHOTUIIUpOBaHKE 3pUTpouToB 1o cucreme ABO, Rh-akropy u
penxum rpynmnam kposu (Kell u np.) 1 pa3 B rox;

m oOMeH xene3a (ceiBopoTouHoe xenezo, OXKCC/HKCC, HTX,
CBIBOPOTOYHBIN epputuH) 1 pas B 6-12 mec.

Tpanchy3MOHHYIO 3aMECTUTENBHYIO TEPAMUIO SPUTPOLIUTHON Maccoi He
pekomenayercsi couetatb ¢ ['KC Ttepamueil B CBA3U BBICOKMM PHCKOM
OCJIOKHEHUM.

3amecTuTeNbHAas TEpAnus SPUTPOLIMTHON MacCOi JOJKHA COMPOBOXKAATHCS
aZIcKBaTHOM XxenatopHou Tepanueii (B).

XenatopHas Tepamnus I0JKHA ObITb MHUIMMPOBAHA KaK MOXHO PaHbIIIE,
ONTUMAJIBHO C 6 MeC, HO HE MNO03ke 2 JeT. XeIaTOPHYK TEpanuio
PEKOMEHAYeTCsl HauuMHATh Mocje S5 TpaHCcPy3uil SPUPOLMTHON Macchl U /U
nunoBbl meHus: pepputuHa ceiBOpoTku >500 M kr/a (B). OTmensarscs xena-
TOpHAas Teparusi MOKET MPH JOCTHKEHUU BepXHEN rpaHuUllbl BO3PACTHOU HOPMBI

cojepkanusi  (peppuTHHA  CHIBOPOTKM  TNPU  YCIOBUM  IPEKpaICHUS
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3aMECTUTENIbHOW TpaHCPY3UOHHOM Tepanuu W HOPMAIM3ALUU COJIEPHKAHUS
’eJe3a B IeYeHU U MUOKap/ie, olleHeHHbIX MeTogoM MPT T2* (nns neuenu Bo-
3MOKHO METOJOM OIPEACIICHUSI COJIEpKAHUS KelIe3a B CYXOM BEIIECTBE
neyeHu. Xemnatopsl: Aedepasupokc [HadanmbHas no3a 30 M T/Kr/cyT peros
€XKEeIHEBHO, J1aJiee C 1IaroM 5 M I/KI/CYT MOBBIII a€TCs JO MAaKCUMAJIbHOU JO3BI
45 M T/KT/CyT WM TIOHUXKAETCSI B 3aBUCHUMOCTH OT KOHLEHTpaluu QpepputrHa
ceiBOpoTku (B)], mpu conepxanun gepputrrHa chiBOpoTkH MeHee 500 M Kr/n
no3a cHmkaercs 1o 125-250 mr/cyt (C), nepepokcamun [HauanpHas 103a 40 M
I/KT/CYT IOAKOXHO 5 THEH B HEAENI0 B BUJE JJIU TeabHOM uHDy3uu (8 -1 2 u),
MpU HEOOXOJUMOCTU MHTEHCUBHOW XeJallMu, B Cllydae pPa3BUTHUSL 3aCTOMHOM
cepaeuHoil HemoctatoyHOCcTH 100 MI/KI/CyT HENpephiBHO BHYTPUBEHHO
kanenabHo B TeueHue 7 -1 0 gueit (A-B)]. [us unTeHcMUKanM XenaTopHOM
Teparnuu MOXKET UCMHOJIb30BaThCsl KoM OuHanus nedepasupokca [30 M r/kr/cyT
per os exeaHeBHO| B couetaHuu c¢ jgede-poxkcamuuHom [40-50 wmr/kr/cyT
MOJKOXHO €XEIHEBHO B TeueHue 8 -1 2 )
(C)]. Ilpumenenme pgedepunpoHa B KadecTBe IMpemnapara l-ii JIUHUH
HEILIeJIeCO00Pa3HO B CBSI3U C BBICOKUM PUCKOM Pa3BUTHS arpaHyJIoOIUTO3a, U €ro
Ha3HAYEHUE BO3MOXKHO TOJIbKO MPU HAJIUYUU TMPOTUBOIMOKA3aHUU K nede-
Pa3UPOKCY U NePEepPOKCAMUHY.

[Ipu mpoBeneHUN XETaTOPHOM Tepanuu HE0OOXOAUMO KOHTPOJIUPOBATH:
m ceiBopoTouHoe xene30, OXKCC/HKCC, HTXK, chiBopoTOUHBIN (heppuTHH
KaXkJiple 3 Mec Mpu moAdope 103kl XeaTtopa, Aajiee Kaxiasie 6 Mec;
B KJIMPEHC 3HJIOTEHHOT0 KPeaTHHHHA JI0 Hayaila XeJaTOpHOU Tepanuu, Kax/ble
3 mec Ha 3Tane noadopa A03bl, Aajee Kaxasie 6-12 Mec;
m MPT T2* neuenu u Mmuokapja 1 pa3 B roj.

2-51 JIMHUS TEPANUU: TPAHCIJIAHTAIIMS T€EMONMOITHYECKHUX CTBOJIOBBIX
kJjaeTok (B-C)

[Ipu otcyrctBun s>dpdekra Ha ['KC-Tepanuio TpaHCIUIaHTAIUsT TEMOIIO-
stuyeckux cTBONOBBIX KieToK (TI'CK) oT poacTBeHHOro Miau HEPOACTBEHHOTO
HLA-coBMeCTUMOTO JOHOpa MOXET paccMaTpuUBaTbCs KAaK ajJbTepHATHBA
MOKA3HEHHOMN 3aMECTUTEIBLHON TEPANMU 3PUTPOLIMTHON MACCOM JIsl TTALIUEHTOB
miasamie 9 net (B).

TI'CK MoXeT paccMaTpUBAThCS KaK paJUKaIbHBIM METOH JICUEHUS IS
MAalMEeHTOB Miaame 9 njer B ciydae Hamuuus poacTtBeHHoro HLA-
COBMECTHUMOTO JOHOpa Yy TpPaHCPy3UOHHO 3aBUCHUMBIX TAIUEHTOB, HE
OTBEUAIOIIUX HA TJIIO-KOKOPTUKOUAbI W YYUTBIBAS PHUCK MPOrPECCUBHOIO
YrHETEHUSI KPOBETBOPEHHUS M Pa3BUTHUS 3JI0KAUYECTBEHHBIX 3a00J€BaHUN Yy
oompHBIX AJIB, otBeTMBmIMX Ha I'KC-tepanuio (B). B Hacrosmee Bpems, mo

nanubiM  peructpoB  AJIb  @®panmuu  u  ['epmanuu, OeccoObITuiiHas
12



BbDKMBaeMocCTh npu nposeaeHnu TT'CK ot poactsennoro HLA-coBmecTumoro
J0HOpa B Bo3pacte muadme 9 mer coctaBimseT 94%, a B Oojee crapiiem
Bo3pacte 55%. IIpu 3TOM pOACTBEHHBINM JOHOP JMOKEH OBITh 0OCIEI0BaH IS
UCKIIIOUeHHUs cyOkauHndyeckonpopmsl A/lb.

VY nanuentoB mitaamie 9 netr HepoactsenHas HLA-cosectumas TI'C K Takxke
MOXET pacCMaTpUBaThCA Kak BapuaHT paaukainbHou Tepanuu (C). B HacTosiee
BpeMsl, 0 JaHHBIM perucTpoB AJIb @ pannuu u ['epmanuu, 6eccoObITUIHAS
BbDKMBaeMocTh Imipu tmpoBeneHun TI'C K ot HepoacrBenHoro HLA-
COBMECTHMOTO JIOHOpA ManuenTa muaame 9 et cocrasisier 85%.

AabTepHatuBHas Tepanus (D)

O nucaHbl Ciiydan JOCTHKEHUSI PEMUCCHU TIPU UCIIOJIb30BaHUU JieiuHa [700 m
r/kr/m 23 pasa B cyTku]| u ¢ otatepuenta (0,75-1,0 MI/Kr mOAKOXHO KaxKJbie 3
HeN), OJHAKO B  KIMHUYECKUX PaHJIOMU3UPOBAHHBIX  HCCIIECIOBAHUSIX
3 PEeKTUBHOCTH TaKOW Tepanuu HEe JOKa3aHa.

BEPEMEHHOCTD

DuU3HOJOrMYeCKUe U3MEHEHUS, TPOUCXOAIIUE MpU OEPEeMEHHOCTH, MOTYT
BbI3BaTh TMoBbilieHHEe mnoTpeOHocTH kKak B ['KC, Tak u B TpaHchy3usx
SPUTPOLIUTHON MACCHI.

ITPOI'HO3

m B memom nporHo3 g KM3HM  JOCTATOYHO  OJIArONPUSITHBIM.
[IpoAOMKUTENLHOCTh JKM3HU OrpaHWYEHA B TIEPBYIO OYepelb pa3BUTHUEM
OCJIO)KHEHHUM OT MPOBOJAUMOM TEpaIHH.

m Cnonrtannas pemuccus AJIb Bo3moxkHa npumepHo B 20% ciyyaeB k 25
rojaM HE3aBHCHUMO OT paHee MPOBOJIUMOM TEepaIuH.

B  OCHOXHEHHE 3aMECTUTEIILHOM TEpanuu 3PUTPOLUTHOM MACCOM — IOCT-
TpaHC(y3uOHHAs Meperpy3ka >Kele30M — MOXET CYIIECTBEHHO COKpallaTh
MPOJOTKUTEILHOCTD KU3HU U yXYIUIaTh KA4€CTBO KU3HU OOJIbHBIX.

[ [TpoaomKUTETbHOCTD XKU3HU OONMbHBIX: 10 40 net moxkuBaet 75,1+4,8%
OOJIbHBIX; B CITy4ae JOCTHXKEHUSI CIIOHTAHHOW PEMUCCHH WIIM MEAMKAMEHTO3HOM
KOMIIEHCAllUM  BBDKHBaeMoOCTh  coctaBisieT  85-100%;  Tpancdy3moHHO
3aBHCUMBIEC MMAIIMEHTHI TOKUBAIOT JO B3pOCIOro Bo3pacrta B 60% ciaydaes.

[ OO1masi BBDKMBAaeMOCTh Tociie pojctBeHHou coBmectumon TI'CK, eciu
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OHa TIpoBoAWiach J0 9-7meTHero Bo3pacra, cocTtaBiasier 95%, mnocie
HEPOACTBEHHOU NMOJHOCTHIO coBMeCTUMOUN TT'CK — 85%.

| CwmeptHOCTH manueHToB ¢ AJ[b 3aBUCUT OT pa3BUTHUS U CTETICHU TIKECTU
OCJIO)KHEHHU OT MPOBOAUMOM Tepanuu (mocTTpaHcy3noHHas neperpys3Ka
xKenme3oMm, HHGpeknun, ociaoxkHenus mnociae TI'CK) — 67%, cBsa3ana c
Mporpeccuen 3a00JeBaHus (Tskenas ariasus KPOBETBOPECHMUS,
3JI0Ka4eCTBEHHbIE 3a001eBanus) — 22%, HEe yCTaHOBJICHA MPUYUHHAS CBSI3b —
11% cmyuaes.

JTUCNAHCEPHOE HABJIIOJEHUE (D)

I[ucnancepﬂoe HaﬁJIIOIIEHI/Ie 3a MAaUECHTaAMHU, MOJYYAalIIUMHA TEePpaNuio
INIIOKOKOPTHKOCTEpOUAAMHU

m OcMmoTp remartosiora B Hayaje TEpamnuu KaxJble 2 HEJ 10 3aBeplICHUs
moa0opa 0361, Aanee 1 pa3 B KBapTal.

m OOuuii aHau3 KPOBHU C MOJICYETOM PETUKYIOIUTOB MEPe]] KaKIbIM BU3UTOM
K TeMaToJIoTy.

m buoxumudeckuii aHanu3 KpoBH (OLIEHKA (PYHKIIUU MMEUSHU U TOIKETyA0UHON
JKeJe3bl, KaJlbIIueBOoro oOMeHa, oOMeHa enesa) 1 pa3 B 6 mec.

m Y3U opranos OpronrHoit nosoctu 1 pa3 B 12 mec.

m Dnexrpokapauorpadus (OKI'), 9xoKI' 1 pa3 B 12 mec.

m Ocreonencuromerpus | pa3 B 12 mec.

m MPT T2* neuenu u muokapza 1 pasz B 12 mec.

m KoHcynbranus cnenuaiucToB (Kapauosior, 3HAokpuHoor) 1 pa3 B 12 mec.

m BaknuHonpoduiakTiKa MPOBOJUTCS B COOTBETCTBUHU ¢ HanmoHaIsHBIM
KaJICHAapeM
MPUBHUBOK, HE PEKOMEHAYETCS UCIOJIb30BATh )KUBBIE BAKIIUHBI.

JlucnancepHoe HAO/I0/IeHN e 32 TAIMEHTAMU, MOJTYYAKIINMHU
3aMeCTHUTEJIbHYIO TEPANMI0 3PUTPOIUTHON Maccoii

m OcMOTp remaroJsiora Kaxzasle 2 -4 HeJl.

m OOmuii aHaIU3 KPOBH C MOJCYETOM PETHKYJIONUTOB TIEPET KKIBIM BUSUTOM
K T€MaTOJIOTY.

m broxumuyecknii ananu3 KpoBH (OTIeHKA (DYHKIMY MIEUCHU U TTOKETY TI0THON
JKeJe3bl, KaJlbIIueBoro oOMeHa, oomMeHa enesa) 1 pa3 B 3 mec.
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m Y3U opranoB OpromHoM mooct 1 pa3 B 6 Mmec.

m OKT', OxoKI" 1 pa3 B 12 mec.

m [Ipo6a KymOca npsimasi 1 pa3 B 6-12 mec.

m OeHotunupoBanue sputrpouutoB no ABO, Rh-, Kell u npyrum penkum
aHTureHam1 pas B roj.

m Ocreogencutometpus 1 pa3z B 12 mec.

m MPT T2* neuenu, Muokapaa, moJxeay104HOM xene3bl U runodusa 1 pas B
12 mec.

m UpeckoxHas OuorcHUs TMEYEHU C KOJUYECTBEHHOUM OILIEHKOW COAep KaHUs
&Kejeza mpu coxpaHeHuu ¢eppuTuHa chiBOpoTkH Oosiee 1000 Mxr/m Gonee 6
Mec. DTO UCCIeIOBaHUE JIOKHO MPOBOAUTHCS TOIBKO B CIEIHMATN3UPOBAHHOM
LEHTpEe, MPU HAIWYUU OTPAOOTAHHOM METOAMKHU OINPEETICHUS COJIEePHKAHUS
xKesesa.

m KoHcynbranus crienuanucToB (KapauoJior, 3Ha0kpuHoIior) 1 pa3 B 12 mec.

m VccienoBanue ropMOHAIBLHOIO CTaTyca MO Ha3HAYEHUIO YHAOKPUHOJIOTA.

m ccnenosanue na BUY, renatutst (B, C u ap.) 1 pa3 B 12 mec.

m VccienoBanue myHKTaTa KOCTHOTO MO3Ta U TPEMaHOOUONTaTa B cllydae
BO3HUKHOBEHUS JIBYX- WIH TPEXPOCTKOBOU IIUTONICHUHU.

m Bakuunonpodunaktvka mpoBOAUTCS B COOTBETCTBHM ¢ HanmoHaabHBIM
KaJICHJIapeM NPUBUBOK 0€3 OrpaHUYECHUH, JOMOJHUTEIBHO PEKOMEHIYETCS B
paHHEM BO3pacTe BaKIMHAIUS TPOTUB BUPYCHOIO remnarura A.

I[HCH&HCCPHOC HaﬁJIIOI[eHI/Ie 3a NallHCHTaAMM IMOCJIC TPAHCILIAHTAIIHHA
IreMOIO3THYCCKHUX CTBOJIOBBIX KJICTOK.

m /lucnancepnoe Habmoaenue 3a 6oapabiMu AJIB ocie TT'CK u3noxeHo B
Knunnuecknx pekomenpanusax no TT'CK.
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