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Pe3iome

M3yumnu aaHHble 0 nepenvBaHUM KPOBU y AeTel ¢ TanacceMmuen. YCTaHOBNEHa yHUKanbHasi Uenb TpaHC(y3MOHHOW Tepa-
nuu — rapaHTMpoBaTb 6anaHc Mexay YyrHeTEHUMEM 3pUTPONoa3a U TpaHCY3MOHHOW neperpyskon xenesoM. MpoBeaeHHbIN
aHanu3 nuTepaTypbl OUKTYeT HEO6XOAMMOCTb M3YyYEHUSI UIMMYHOreMaTONOrMYeckoro ctatyca poOCCUACKUX NaUMEHTOB C Ta-
naccemMmuei, pacnpocTpaHEHHOCTb MapKepPOB reMOTPaHCMUCCUBHBLIX MHAEKLUA, OENCTBYIOLLYHO TakTUKy TpaHCKy3MOHHOM
Tepanum 1 oueHUTb ee 3PPEKTUBHOCTb, a TaKkKe Y4eCTb OCOOEHHOCTN NepenvMBaHns KPOBWU YHUKANbHOW rpynne naumeHToB
C TanaccemMuen, a UMEHHO: rMNepTPaHCHY3NOHHBIN PEXMUM, HanpaBleHHOe LOHOPCTBO, OCOOY0 MMMYHOreMaTONOrMYECKYH
N MHEKUMOHHYI0 6e30nacHOCTb.
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Summary

They studied the data on blood transfusion in children with thalassemia. A unique goal of transfusion therapy is established -
to guarantee a balance between oppression of erythropoiesis and transfusion overload with iron. The analysis of the litera-
ture dictates the need to study the immunohematological status of Russian patients with thalassemia, the prevalence of
markers of blood-borne infections, the current tactics of transfusion therapy and to evaluate its effectiveness, and also to
take into account the peculiarities of blood transfusion to a unique group of patients with thalassemia, namely: hypertransfu-

sion, directed donation, special immunohematological and infectious safety.
Key words: blood, blood transfusion, hemopoiesis, thalassemia, immunohematology.

Tanaccemusi OTHOCMTCSl K FETEPOreHHOW rpymnne
reHeTu4eckn obyCrOBIEHHbIX 3aborneBaHui, XxapakTe-
PU3YIOLLMXCHA KONMMYECTBEHHBIM HapyLleHWEM CUHTe3a
rMoOVHOBLIX Lienen, pe3ynbTaToM Yero SABnsieTcs vac-
TMYHOE UMK NOJSIHOE OTCYTCTBME MPOJYKUUWM HOopMarnb-
HOro remornobuHa ¢ pasBUTUEM XPOHUYECKON aHEMUMN.
Pasnuuatot a, B, y, & TUNbl Tanaccemun, a Takke ux
coueTaHus [15].

MexayHapoaHble knaccudukauun donesHen Bbl-
OEeNsoT crnegyrowme ee Buapl:

D56.0 — anbda-Tanaccemuio;

D56.1 — 6eTta-Tanaccemuio;

D56.2 — penbTa-b6eTa-Tanaccemuio;

D56.3 — HoCUTENbLCTBO NpU3HaKa TanacceMuu;

D56.4 — HacneacTBeHHOE nepcucTupoBaHne dgoe-
TanbHOro remMorrnobuHa;

D56.8 — apyrvne Tanaccemuu;

D56.9 — TanaccemMust HeyTOYHEHHas.
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B mupe exerogHo poxpgaetcsa 6onee 60 000 ve-
noBeK C cepbesHbiMW opmMamu Tanaccemun. Bce-
MUPHas opraHv3auusi 34paBoOXpaHeHus pacueHMBaeT
TanaccemMmio Kak cepbesHyto npobnemMy Ans 340pOBbs
yenoseka [33, 38]. Ha kapte pacnpocTpaHeHHOCTH
remornobuHonatun B Mmmnpe Poccus ssnaetca «6enbim
NATHOM», HWKaKUX cBedeHun ob anuvaemwuonornu Ta-
naccemuii, HectabunbHbIX remornobnHoB K cepno-
BUOHO-KNETOMHOW aHemun HeT [7]. NMpu aToM ocobeH-
HOCTM TPaHCHY3MOHHOW Tepanuu nauMeHToB ¢ Tanac-
cemMumen He YMOMSAHYTbl B POCCUMCKUX NpaBuiiax Ha-
3Ha4YeHUs1 KOMNOHEHTOB Kposw [12].

Llenbio ob3opa nuTepaTtypbl SBUIOCH M3y4eHue
COBPEMEHHbIX NMUTEePaTypPHbIX AaHHBIX MO TanacceMum,
B TOM 4ucne o0 3(ppeKkTMBHOCTN pasfnnyHbIX CTpaTerni
TpaHCcY3MOHHON Tepanuu 3TUX NaUNEeHTOB.

U3yyanucb nybrnvkauum o nepenvBaHuM KpoBWU
npu Tanaccemumn y aeten B 6ubnuotekax elibrary.ru n
pubmed.org. Kputepusimm Boibopa nutepatypbl Obinu
KnioueBble crioBa: Tanaccemus, TpaHcdysus, AeTwu.
AHannsy noaseprHyTbl 39 [OOKYMEHTOB, YOOBNETBO-
pSALWNX TEMaTUKe Npobnembl.

Mo gaHHBIM NUTepaTypsbl, Hanbonee pacnpocTpa-
HEHHbIMW MOHOreHeTu4eckumMn 3aboneBaHUAMU BO
BCEM MUpe ABnsTCA anbda- u beta-tanaccemus
[21].

B-Tanaccemusa — 9TO HacnencTBeHHoe 3abonesa-
Hue, obycrnoBneHHoe MyTauusammn B rniokyce B-rmobuHa
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Ha 11-1 Xpomocome, KOTOpble BbI3blBaOT HapyLUeHne
cuHTe3a [B-uener Momnekynbl remornobuHa. 'eteposu-
roTHoe HacrnegoBaHue OT OOHOro M3 poauTernen aHo-
MarnbHOro reHa NpPUBOAUT K pPasBUTUIO Maron opMbl
B-tanaccemumn (thalassemia minor), npu koTopon OT-
MeYaeTCa CHWKeHuMe cuHTesa [-uenen. [lpu aTon
dopme B-Tanaccemum nedyeHve B GONbLUMHCTBE Chy-
YaeB He TpebyeTtcs. [Npu HacnegoBaHMM aHOManbHOMO
reHa oT oboux poguTenen — TrOMO3UroTHas [-
Tanaccemus (thalassemia major, aHemusi Kynu) — my-
Tauum B 30HE KOAMPOBAHUS MPUBOOAT K CHUXKEHUIO
cuHTesa [-uenen (B+-tanaccemust) UnNmM K ero NosiHoOwm
octaHoBke (B0O-tTanaccemus). TskeCTb aHEMUN Haxo-
ONTCA B MPSAMOW 3aBMCMMOCTM OT CTEMEHM HAKOMMNEeHWs
a-uenemn.

BelaenstoT cnegytouime opmMbl rOMO3UTOTHOW B-
Tanaccemuu:

* TshKenas, 3akaHdMBatoLasicss cMepTbio BOMbHO-
ro B nepBble MecsiLibl )KU3HW;

* CpEeAHEN TSHKECTU, NPU KOTOPOK BonbHbIE AOXU-
BaloT Ao 6-9 ner;

* MpOMeEXyToYHast — BonbHbIE JOXMBAKOT OO 3pe-
noro Bo3pacTa.

CoBpemMeHHas TakTuKa feyeHus NaunMeHToB C ro-
MO3UrOTHOW [3-TanaccemMuelnt OCHOBaHa Ha NpPUMEHe-
HUM TMNEPTPaHCEY3NOHHOIO pexuma C WUCMoNb3oBa-
HUEM Pa3MOPOXEHHBLIX WU OTMbITLIX 3PUTPOLMTOB.
BHauvane HasHauvaloT ygapHbii kypc — 8-10 TpaHcdy-
3 Ans noebllleHns remornodbuHa go 110-120 r/nm;
3aTeM yepes kaxable 3-4 Hegenu npoBoadAT TpaHcdy-
3un ansa nopgaepxaHus remorrnobuHa Ha yposHe 90-
100 r/n. TakTrka NpoBegeHUs MacCUBHbIX TPaHCAY3UN
no3BofnsieT oTAanuTb MMNepTpoduio KOCTHOro Mo3ra u
ee MocneacTeusi, NpubnManTe pPocT U passBuUTue pe-
OeHka K HOpMe M 3HauuTernbHO MPOASUTE EMY XM3Hb.
OpHako nmauuveHTbl, nonyyawwme AMTENbHYH0 remo-
TpaHCy3MOHHYO Tepanuio, MOABEPXKEHblI MOBbILLIEH-
HOMY PUCKY MNOCTTPAHC(Y3MOHHLIX OCMNOXHEHWUA, B
YaCTHOCTU 3apaXXEHUD FEMOTPAHCMUCCUBHBLIMU  WH-
dekumamu [6, 16, 17].

B Bbaky obcneposanu 404 nauumeHTta c Tanacce-
mMuen B Bospacte oT 10 mecaues go 27 net. HBsAg He
obHapyxeH, aHTn-BI'C BbisBneHsl y 354 (87,6%). Yac-
ToTa BbiABNeHus aHTMBIC Bo3pacTana ¢ yBenvyeHnem
BO3pacTa nauueHToB: ecnv B BO3pacTHOM rpymnne oT 2
0o 5 net oHa coctaendana 10%, To B BO3pacTHOW rpyn-
ne 17 net n ctapwe — 98,6% [8].

[nsa 3awmTbl NayMeHToB ¢ TanaccemMmen ot remo-
TPaAHCMUCCUBHBLIX MH(pEKUNA BecbMa MepcriekTUBHOWN
NpeacTaBnseTCs TEXHOMOMNSt UHAKTUBALUKM NaTOreHoB
B KOHLEHTpaTax JOHOPCKUX apUTpoLUTOB [24].

Mpn anbda-Tanaccemum reH a-rnobuHOBON Lenu
pacnosnoXeH Ha XpoMocomax 16-i napbl U COCTOMT U3
4 reHOB, KaXabli U3 KOTOPbIX CNOCOBEH KOHTPOMNMPO-
BaTb OOpasoBaHMe [0 25% a-uenoyek rmobuHOBOM
Monekynbl. Mpn yTpate 3 reHoB B OpraHu3Me CHuXa-
€TCsl CMHTE3 a-uenen U Npoucxogut M3bbITOYHOE Ha-
KonrneHve B- u y-rmoBGUHOBBIX Leno4vek, YTo NpUBOAUT
K 0bpasoBaHuMi0 HeCTabunbHOro aHoMarbHOro TeTpa-
Mepa remornobuHa-H. [emornobuHonaTtusa-H (HbH)
BbISIBMISIETCS MPU NPOBEAEHMUN 3nekTpodepesa remo-
rnobuHa. 3To YacToe 3abonesaHne cpean HocuTenemn
a-TanacceMmyeckoro reHa, obcrnegoBaHMe KOTOPbIX
TpebyeT OCyLLECTBNEHMNA MOMNEKYNSPHO-TEHETUYECKMX
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nccrnegoBaHuni. NoCTOSHHBIM U TSHXKENbIM OCIOXHEHU-
em HbH aBnseTcs runoxpomMHas MUKpounTapHasa aHe-
MUSL.

Y nauueHtoB ¢ HbH cnneHakTomuna ocrtaetca oc-
HOBHbIM METOLOM JI€YEHWs, KOTOPbIA KYNUPYET CUH-
OPOM TMNepCnneHn3ma, CHKaeT CTENEHb Neperpysku
)KEenesom M 4YnUcno remoTpaHcdysun, yny4aeT remo-
©pasoBaHue, paboTy NeyeHn 1 KavyecTBo XU3HN Bonb-
HbIX [3, 4].

MaumeHTbl ¢ bonbLoW B-TanacceMmnen 3aBUCUMBI
OT nepenvBaHusa kpoBu. K HesaBMCMMbIM OT nepenu-
BaHUS KPOBWM OTHOCAT NMPOMEXYTOYHYIO [B-Tarnaccemuto
W NauMeHToB C [P-TarmaccemMuen m BapuaHTamu [3-
rmobuHa, B yactHoctM HbE (Hb E / B-tamaccemus),
KOTopble He TPeBYOT perynspHbIX NepeniuBaHnin KPOBU
ans BebkuBaHusi. Kpome Toro, 60mnbLUMHCTBO NaumeH-
TOB C O-TanacceMuen MOryT HyxaaTtbcs B TpaHcdy3u-
OHHOM TepanuuM npu CTPECCOBOM BO3OEWCTBUU, Ha-
npvMep, Bo Bpemsi 6epeMeHHOCTU UK NPU UHTEPKYP-
PEHTHON MHGEKUUMN.

OueHka nOTpPebHOCTM B NEepenvBaHMK  KPOBWU
OOIMKHa OCHOBBIBATbCA Ha Takmx (bakTopax, Kak ak-
TMBHOCTb, POCT U pasBUTME, CKENETHbIE U3MEHEHUS U
OCNOXXHeHWs1 6onesHn, a He TOMbKO Ha KOHLeHTpauuu
remorno6buna [33].

Llenb TpaHcdysmm npu Tanaccemum — rapaHtu-
poBaTb GanaHc mexay YrHeTeHWeM 3puTponod3a u
TpaHcdy3MOHHON neperpyskor xenesom. [loaTomy
nokasaHus K NnepenMBaHuio 3pUTPOLIUTOB MpU Tanac-
CEMUM MaKcumarsbHbl Cpean BCEX XPOHMYECKMX aHe-
MUN.

B BenukobputaHum xumeyt 700 nauueHToB C [B-
Tanaccemuen. Oxugaemasi BEPOATHOCTb BbPKUBaHUSA
B 50 net coctasnsiet 0,63. Pacxoabl 3apaBooxpaHe-
HUSA Ha NeYeHne OAHOro nauueHTa, goxmeliero go 50
net (B ueHax 2013/2014 rr.), coctaBunu 483 454 dyH-
Ta crepnuHroB (720 201 gonn. CWA). B tom uncne
47% — Ha nepenuBaHune apuTpounToB 1 43% — Ha xe-
natopHyto  Tepanuio. CTOMMOCTb  neveHus  [3-
TanacceMmm MoxeT ObiTb NMOTEHUMANbHO CHUMKEHA Ha
37%, ecnu y Kaxgoro BTOPOro BbIMOMHWUTL Nepecagky
KOCTHOrO MoO3ra C MnocrneayloLwmmM yrnyylweHnem Kade-
CTBa Xu3Hu [38].

B NoHkoHre nauueHTam ¢ 6onbLLOW TanacceMuen
B 2009 rogy nepenvnun o 9,5% oT BCEX AOHOPCKMX
apuTpounToB B CcTpaHe. lNporHoaupytoT, 4yto B 2024
rogy ata gonsa ysenuuutces 0o 31,7%. YMeHbwuTb 3Ty
NnoTpebHOCTb MOryT HOBbIE TEXHOMOrUW, Hamnpumep,
TpaHcnnaHTaumns reMomno3aTUYECKMUX CTBOMOBLIX KMNETOK
[27].

Y 25 nauuneHToB (16 XeHLMH 1 9 MYXYNH B BO3-
pacte or 6 go 30 net) ¢ Gonbwon cdopmon Geta-
TanacceMuu, HaxogslMXcsi Ha OJIUTENbHOW remMo-
TpaHCy3MOHHOM Tepanuu, BbLISBIEHO MOBbILLIEHUE
OCHOBHbIX MOKasaTenewn WHTOKCUKauWUW: cpegHemore-
KyNSpHbIX NENTUA0B, NENKOUUTApPHOro MHOEKCa NHTOK-
cvKaumu, UMPKYNMPYHOLLIMX MMMYHHbBIX KOMMIIEKCOB U
aKTMBHOCTM anaHuHaMmnHoTpaHcdepasb! [5].

C MHOXeCTBEHHbIMU TpaHCy3MsAMU CBA3bIBAIOT
UMMyHOO4eUUMT Y NALMEHTOB C Tanaccemmen [2].

Mpn obcneposaHun 21 naumeHTa (12 ManbynKos,
9 neso4ek) B Bo3pacTe 3-15 net (MeamaHa Bo3pacTta 8
net) ¢ 6onbLion popmon B-TanaccemMmmn yCTaHOBIEHO,
4YTO HakonfneHue u3bbiTKa xenesa B OpraHuM3me co-
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NpOBOXAAEeTCA B MNEpByl o4vepedb MNOBpeXAeHVEM
rmnodgmsa C nocrnenylLlmM BOBMEYEHMEM MOMKEenNy-
[O4YHOM Xernesbl U Aanee muokapaa. PesynbTaThl per-
PECCUOHHOIo0 aHanmsa CBUAETENbCTBYIOT O HENUHen-
HOW 3aBMCUMOCTU MEXAY KOHLieHTpauuen depputnHa
CbIBOPOTKM W HaKoMneHmem xenesa B runocuse, 4Yto
He NO3BOMSET WUCMONb30BaTh KOHLUEHTpauuo deppu-
TMHA CbIBOPOTKW KakK MapKep HakoMmeHus xenesa B
rmunocuse [14].

B pesynbTate npyMeHeHUst pa3nnyHbIX NporpaMm
remoTpaHcdy3noHHOM Tepanum y 60MbHbLIX C FOMO3W-
roTHoM opMoOI [-TanacceMmn BbISIBIIEHO, YTO, ecnu
TpaHCcdy3nn IpUTPOLUTAPHON MacChl MPUMEHSANUCH B
coyeTaHunM C gecdeparnom, renaTonpoTekTopamu U
neyebHbIM nnasMadepe3oMm, TO aHEMUYECKUA CUH-
OpoM Yy OBOnbHbIX C TFOMO3UFOTHOM dopmon  [3-
TanaccemMum KynupoBarcs nerye, a nornyyYeHHbl a-
deKT coxpaHanca bonee anutensHoe Bpems. lNMpose-
OeHune ceaHcoB nnasmacdhepesa cnocobcTBOBaNoO CHM-
XEHMIO ymcna noboYHbIX peakuuin U OCNOXHEHWUN, KO-
nuyectBa reMoTpaHcdysnin n CTeneHn neperpysku
Xenesom opraHmama 60nbHbIX [4].

Tepanua gedepasmpokcoM Yy TpaHCHY3MOHHO-
3aBNCUMbIX OOnbHbIX TanaccemusMn 3PAEKTUBHO
CHWKaeT cofdepXaHue CbIBOPOTOYHOro deppuTuHa
npu XopoLLuen nepeHoCuMocTu nevexms [13].

Y nauvMeHToB CO  CMMeH3KTomunen wn  B-
Tanaccemumen OTMevaeTcsa npoTpomboTmyeckoe Co-
CTOsIHWe, XapakTepuayloLleecsi NoBbILUEHHOW peakuu-
OHHOW CNOCOBHOCTLID W (PyHKLMEN TPOMOOLMTOB W
BbICOKMM MOTEHLManNoM reHepaumm TpomOuHa, UHAY-
uMpoBaHHOM Tpombountamn. Yepes yac nocne nepe-
NMBaHWSA KPOBU XapaKTepucTuku TpomboumToB un Koa-
rynaumy ynydwanucb, NOATBEPKAas rmnotesy O TOM,
4YTO TpaHCdy3ns MOXET MMeTb 3alUTHYK pOfb B re-
MOCTaTM4eCKOM cTaTyce TpomboumToB [34].

lNocne nepenuBaHua KpPoBW y OeTen ¢ Tanacce-
MUEN B TeYeHue Hedenu BOCCTaHaBMNMBAaETCs Cekpe-
umsa mMHcynuHonogobHoro dpaktopa pocta 1 (MOP-1,
comatomeauH) un WOP-ceasbiBatowero npoteuHa 3
[29].

CHwmxeHne koHueHTpaumm CD34+ kneTok B ne-
pudepmyeckon KpoBU npegnaralT UCNOoNb30BaTbh B
KadyecTBe KpuTepuss 3PPEKTUBHOCTM MNepesiMBaHus
3PUTPOLUTOB Y NaUUEHTOB C Tanaccemuen [32].

AnnonmMmyHmsaums

B CLUA c 2004 roga gencTtByeT HaumoHarnbHas
nporpamMma MOHMTOpMHra 6e30MacHOCTU KpOBM OIS
nauneHToB ¢ Tanaccemuen. B teyeHne 8 net Habnio-
nann 407 nauneHToB ¢ Tanaccemuen. CpegHuni BO3-
pact coctasun 22,3 + 13,2 neT, nauMeHTbl NOAy4nnun
149 + 103,4 go3 aputpountoB. Y 24% peumnueHToB
KPOBU BbISIBNEHbl MapKkepbl reMOTPaHCMUCCUBHbIX
WHpeKLMI, BKMOYasa oavH cnydan 6abesun. MNockornb-
Ky 27% 6bInM MMMUIPaHTaMM, UCTOYHWUK MHAEKLMN HE
MOXeT OblTb OOHO3HAYHO CBSI3aH C MepenvBaHVEM.
TpaHcdy3noHHbIE peakumn (annepruyeckue, nmxopa-
[OYHble N remonuTnyeckme) Habnwganm y 48% 6ornb-
HbiX; 19% 6bINM annoUMMyHM3NPOBaHbI. Yalle BbisB-
nanun aHtutena k antureHam E, Kell n C. F'ogpl nepe-
nMBaHus ObINM CaMblM CUMbHBIM NPEUKTOPOM anmno-
UMMYHU3aumMmn. AyToaHTuTena BbisABreHbl B 6,5% wu
Obinn cBaA3aHbl ¢ annoummyHmnsaumen (p<0,0001). le-
MOMUTMYECKNE TpaHCHY3MOHHbIE peakuun nepenvsa-
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Husa 6binn BbI3BaHbl aHTU-E, aHTu-Jkb, aHTW-Cc, aHTK-
Jka, aHTn-S, aHtu-Kenn, aHtu-f n B 2 cnyyasx — ten-
NOBLIMY ayTOQHTUTENAMM.

Cpeayn naumeHTOB, nonydaBlIMX TpaHcdy3uo B
TeyeHne roga [o Havana uccneposaHusa (n = 330),
31% nony4anu KpoBb, COBMECTUMYIO TONbko no ABO /
D; 38% Takxe nogbupanu kposb no C, E u Kell, a 10%
NOMyYUnn 3pUTPOLNTLI, COBMECTUMBIE MO PaCLUMPEH-
HoMy cbeHoTuny. CTeneHb COBMECTMMOCTM OCTaBLLUMX-
csa 21% peumnueHToB Obifila HEUM3BECTHOW UIKM U3Me-
HAnacb. [JononHutenoHas obpaboTka Bktovana nen-
kopegykumio B 94%, oTMbIBaHne aputpouutoB B 35%
n obnyyeHne knetok B 33%.

COoenaHo 3akmyeHue, YTO He XapaKTepUCTUKM
NnauMeHToB, a MecTHasi neyebHas npakTuka Obina oc-
HOBHbIM (pakTOpOM, OnpeaensitowmMMm MeTogdbl MpuUro-
TOBIMEHUS N NEpPenMBaHNUS KOMMNOHEHTOB KpoBu. CooT-
BETCTBEHHO, HEOOXOOUMbI OOMOSNHUTENbHLIE MepbI
0opbbbI C coxpaHsilowmmMmuca npobnemamm nauneHToB
C TanacceMmen — remocngepo3omM, TpaHCcy3NOHHbIMMN
peakumsMm U uHpekumsamn. Heobxoaumbl Hauuo-
HamnbHble peKoMeHAauun no (EHOTUMMPOBAHUID U
NMOArOTOBKE 3PUTPOLMTOB, HaLENEHHbIE Ha CHWXEHWEe
HebnaronpusTHbIX 3dEKTOB MEPENMBaAHUSA  KPOBU
[36].

B VpaHe u3yumnu 4vacTtoTy aniouMmyHu3auuu
npu Tanaccemmn 6onbHbIX B 4 LleHTpax (2 B3poCrbIX U
2 nepgmatpuyeckmx LEHTpa) U CpaBHUMM nokasaTenu y
neten (oo 15 net) n B3pocnbix. Ob6cnegosann 835
nauneHToB; 548 (65,6%) B3pocnbIx (CpeaHMn Bo3pacT
— 24,5) n 287 (34,4%) peten (cpegHun Bo3pacT —
10,05). ¥ 620 (74,1%) nauneHTOB He ObINo TpaHcdy-
3MOHHbIX peakuui, Torga kak y 21 (2,5%) 6binm remo-
nuTuyeckne ocnoxHenwus, y 75 (9,3%) — annepruve-
ckue ny 117 (14%) — pebpunbHble TpaHCHY3NOHHbIE
peakuun. AHTUIPUTPOLMTaPHbIE aHTUTENa BbISIBIEHbI
y 22 petven (7,7%) wn 79 B3pocnbix (14,4%). B 72
(71,3%), 19 (18,8%), 3 (3%) n 1 (1%) cnyyasax BbisiB-
NeHbl OAUHapHbIe, ABOWMHLIE, TPOMHLIE U ayTOAHTUTE-
na cooTBeTCTBEHHO. AHTU-Kenn aHTuTena BbISIBNEHbI
B 34 (33,7%) cnyyasx, aHtu-D — B 11 (10,9%) cnyya-
sax, a aHtu-E — B 10 (9,9%) cnyyaax. Habnwoganu 8
cnyyaeB aHtu-D + C (7,9%), 1 ann-D + E (1%), 3 aH-
Tn-Kell + E, 3 aHtu-Kell + Kpa (3%) n 1 antn-Kenn + D
OBOWHbIX aHTuTen [18].

MakncTtaHckne Kommnern usydnnu anionMmyHusa-
uMio 162 naumeHToB C TanacceMuen, nonydaBLUnX
nepennBaHne 3puTpounToB, coBMeCTUMbIX Mo ABO un
RhD. MeanaHa Bo3pacTta nauueHToB — 6,7 net (gua-
nasoH: 0,5 - 25) net. Y 14 (8,6%) nauneHTOB BbisiBNe-
Hbl annoaHTuTena K aHTUreHam aputpouuntoB. Hanbo-
fiee 4acTo BCTpevalLwuMUcs annoaHtTuTenamm ooinm
aHTu-E (2,5%), antn-K (1,8%), aHtun-e (1,2%) n aHtu-D
(0,6%). Y 5 (3%) naumeHTOB pasBUIIMCb MHOXECTBEH-
Hble annoaHTuTena K aputpouuTam. JlorucTtnyeckun
PErpeccuMoHHbIN aHanM3 He Mnokasan He3aBWCMMOro
dakTopa pucka, CBA3aHHOrO C anfoMMMyHMU3auuen.
CpaenaH BbIBOA4 O TOM, YTO COBMECTMMOCTb MaLMEHTOB
1 goHopoBs no aHtureHam Rh n Kell npegotepatut 60-
nee 90% annoaHTtuten K aputpouutam [39].

Y 3-neTHero Manellla ¢ TanacceMuen, KOTopbIn
Kaxgble 3 Heenu nonyyaeT NepesiuBaHne apuTpoLU-
TOB, COBMECTUMbIX Mo aHTureHam Rh un Kell kposu,
BbISIBITEHbI HEPErynspHble aHTutena. TecT ayTOKOH-



BectHuk AAFMA Ne 1 (26), 2018

TpONsA 1 NpAMOW aHTMrNobynNnHOBLIV TecT 6binv oTpu-
uatenbHbiMU. BbINMM  naeHTMdMUMpOBaHbl aHTUTena
npotns S u npotue Lu (a). EguHunua kposu, HanpeH-
Hag coBMecTUMOM, Bbina oTpuuaTtensHon ana S u Lu
(a) aHTureHos. Ob6crnenoBanu OOHOPOB nocnegHux 3
JoHauun. beino obHapyXeHo, YTO ABOE U3 Tpex AOHO-
pOB SBMSIOTCS S-MONOXUTENbHLIMU U OOUH U3 ITUX
AByx 6bin Lu (a)-nonoxurensHbiM. ABTOpbI NOAYEPKM-
BalOT BaXHOCTb CKPUHMHIA aHTUTENn nepen KaxabiM
nepenuBaHWEM KpOBW, NPUBEPXKEHHOCTW MauueHTa
OOHOMY LEHTPYy M BblIOOpYy HanpaBreHHbIX OOHOPOB
[25].

CoobuaeTcs, 4YTO anIoMMMyHU3aUnsa K 3pUTPO-
umMTam mmeet mecto ot 5,2% po 23,5% cpean naum-
€HTOB C TanacCemMuen, HY>XAalLWmnxXcsa B XPOHUYECKON
TpaHcdy3um.

B Kutae obcneposanu 382 nauyuneHtoB: 190 myx-
4YMH 1 192 XeHLWUHbI co cpegHMM Bo3pacTom 23 + 10,4
(ot 0,25 po 52 neT). Y 88 naumeHtos (23,0%) obHapy-
XeHbl aHTuTena K aputpoumTam. M3 HUX BbISABIEHO
114 annoanTtuten, 18 aytoaHtuten m 19 HemaeHTu-
dumumpoBaHHbIX aHTUTEN. Yawe BCTpeyanucb aHTu-E
(42, 39,3%), aHtu-Mi (a) / Mur (33, 30,85%), aHTu-c
(14,13,1%) v antn-Jk (a) (7, 6,55%). CoobwatoT ca-
Mble 0bblyHbIE aHTUTena. B ogHOM cny4vae BbIsiBNEHbI
aHTn-K (0,9%) n gByx cnyydasx — aHtu-Fy (b) (1,9%).
Cemb 13 18 nauueHToOB C ayToaHTUTENamu coaepxa-
nn B obuwen cnoxHoctn 13 annoaHtuten: aHtu-E (5,
38,4%), antu-Mi (a) / Mur (4, 30,8%), aHtu-Jk (a) (2,
15,4%), antn-c (1, 7,7%) v antn-Fy (b) (1, 7,7%).
CpenaH BbIBO4 O TOM, 4YTO B KuTae KnMHMYECKN 3Ha-
YMMblE annoaHTUTena OTNNYalTCHA OT Tex, KOTopble
HabniogalTcs B 3anagHon nonynsaumm, XoTs obuien
SABMSAETCA pacnpocTpaHeHHoCcTb aHtuten K Rh-
aHTuUreHam. Y KNTanckuMx NaumeHTOB MEHbLUEe LIaHCOB
BCTPETUTb aHTUTena npoTtus aHTureHoB Kenn n Jad-
dwn, HO OHM Bornee CKMOHHbI K Pa3BUTMIO aHTUTES Mpo-
TMB aHTUreHos MunteH6eprep [20].

Poccuiickuin ctaHaapT cneunanusnpoBaHHOW Me-
OWUWHCKOW MOMOLLM AeTAM Npu TanaccemMmm TpaHc-
dY3NOHHO HesaBuMCMMOM (B AHEBHOM CTauuoHape)
npegnonaraeTt B TedeHne 5 oHen neyeHuss ogHOKpaT-
Hoe onpegeneHue ¢eHotuna ABO n RhD, a takke
«MOATPYNMbl U OPYrMX rPYMM KPOBM MEHbLUEro 3Haye-
Hus A-1, A-2, D, Cc, E, Kell, Duffy». NpegycmoTpeHo
nepennBaHne 20% nauymMeHTam 2 [O03 AOHOPCKMX
3pUTPOLUTOB C yAaneHHbIM NenKoTpoMOOoUUTapHbIM
cnoem [9].

CornacHo cTaHgapTaMm NEepBUYHOM  MeEOUKO-
CaHWTapHOW MOMOLUM AeTsIM Mpu Tanaccemuu, npeg-
nonaralwT OAHOKpaTHOe onpejerneHue ¢eHoTUNoB
ABO n RhD [10, 11].

AsepbarigxkaHckne konnern ccopMynupoBanm
MeaULMHCKME NoKasaHus K TpaHCy3noHHOM Tepanum
Npv NPOMEXYTOYHON TanacceMum:

- ypoBeHb remornobumHa meHee 50 r/n;

- CHWKEHWEe YpOBHS remornobuHa, COnpoBOX-
[aroleecs MHTEHCMBHBIM POCTOM cerneseHku (bonee 3
CM B rog);

- OTCTaBaHue B pPOCTE;

- CHIKEHME NepeHOCUMOCTU (PU3NHECKOW Harpy3ku;

- HapyLLeHMe BTOPMYHOrO NOf0BOro CO3peBaHuns;

- BbIP@XXEHHbIE KOCTHbIE U3MEHEHUS;

- 6epeMeHHOCTb;
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- UHbeKuuu;

- Apyrve cneumduyecKkme OCIOXHEHUS, Hanpu-
Mep: cepAevyHasl He4OCTaTOYHOCTb, NeroyHas runep-
TeH3us, Tpomboambonmyeckas 6onesHb, 13Bbl HYKHUX
KOHeYHocTen, npuanuam [1].

MpaBuna nepenvBaHMa KPOBU NauuMeHTam C Ta-
naccemuen ectb B MexayHapoaHou ceaepaumm Ta-
naccemun [35], CLUA [19], Bpasunun [26], Kanage
[23], Benukobputanum [22], Manaisum [30] n gpyrux
CTpaHax.

Omnupunyeckum nytem, oboduias cylecTeyroLlme
npasuna, MOXHO cOpMynupoBaTb pekoMmeHdaLmn no
nepenuBaHuio KPOBM NaLMeHTaM C TanaccemMmen:
|. KnuHnyeckne pekomeHgauuu

e [MnepTpaHCcdy3nOHHbIN pexum obecneuymsaeT

HOpPMarbHbIN POCT U pasBUTUE

e LleneBas koHueHTpauusa remornobuHa — 100 r/n

e [lepenvBath Lenble 403bl 3PUTPOLNTOB

e Onpegenatb KOHUEHTpauuo remornobuHa nepeg
KaXXablM nepenuBaHuem

e [lpoBOONTL NpeMeauKaunio TONbKO MpU MOBTOP-

HbIX annepruyeckmx nnm hebpunbHbIX peakuusax
Il. JTabopaTopHblie pekomeHgauum

e [lepenmBaTb TONbKO  nenkopenyunpoBaHHbIEe
3pUTPOLMUTBI
e DpuTpoumnTHaa B3BeCb npurogHa Ao 42 gHen
XpaHeHus

e OeHOTUNUPOBAHME UNN TEHOTUMUPOBAHWNE 3PUT-
poUMTOB NPV NEPBOM MOCTYMNIEHUN

e [lepenvBaTtb apuTpPOLMTBLI, COBMECTMMBbIE No C, C,
E,enk

e PacwupeHHbin nogbop apuTpoLMTOB nocne an-

noumMmyHmsaumm [21].

Taknm obpasom B Poccum Heobxoanmo:

a) M3y4nTb MMMYHOremMaTonormyecknii crtaTyc na-
LUMEHTOB C Tanaccemuewn, pacnpoCTpaHEeHHOCTb Map-
KEPOB EeMOTPAHCMUCCUBHBIX WHQEKUUN, LENCTBYHO-
LLYIO TaKTUKY TPaHCY3NOHHONW TeEpanmm U OLIEHUTL ee
3(pPEeKTUBHOCTD;

©) yyecTb 0cobeHHOCTN NepenvBaHUsA KpoBU Na-
LMEHTOB C TanaccemMmuemn, B TOM Yucrne runeptpaHcdy-
3MOHHbBIN PEeXWM, HanpaBfneHHOe AOHOPCTBO, O0COOGYto
UMMYHOTeMaTosiormyeckyto M UHMEKUNOHHYIO 6e30-
NacHOCTb.
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