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B cTathe paccMaTpuBaeTCss BOSMOXKHOCTD IIPUMEHEHUSI 3PUTPOIIMTHOMN MAacChl OT TOHOPOB C HACCACTBEHHBIM

JePUIIMTOM TIII0K030-6-hocdaTaernaporeHassl,

MMPOU3BOIUTCS  PETPOCIICKTUBHBIMN

aHaJIM3 TIpUYUH

MOCTTPaHC(hY3UOHHBIX PEaKIMii y pPelUITMEHTOB. BbhipaOoTaHbl peKOMEHIAIIMU IS PELMIIMEHTOB IIOCIIe
TpaHChY3Uit SPUTPOLIUTHON MACCHI OT JOHOPOB C JaHHOI HACEACTBEHHOI aHOMaJeil KpOBU.

Karouesvie caosa: [1OHOPCTBO — KPOBH,

HacCJaCaCTBCHHaA

SH3UMOMNATHs, JIeUIUT  TIII0OK030-6-

docdatmernaporeHaspbl, MOCTTpaHCHY3NOHHBIE TEMOJTUTUUCCKHIE PEAKIIUU.

BBeaeHnue

Heduunt pepMeHTa r1ok030-6-docharaerns-
porenassl (I'-6-M]1) — HauboJjiee pacripocTpaHeH-
Hasl HacJieACTBeHHasl sH3uMomnatus [1]. Beicokas
4acToTa BCTPEYAEMOCTH 3TOU KpaeBO aHOMAJIUU B
OTJIEJIbHBIX pErMOHAX MUpa Ha (hoHEe 0011IeMHUPOBOI
TeHAEHIIUM CHIDKEHMS KOJMYECTBA TOHOPOB KPO-
BU U €€ KOMIIOHEHTOB CTaBUT IIepel ITpaKThYec-
KUM 3/IpaBOOXpaHEHUEM ITpOo0IeMy MOMCKa 0O -
HUTEJIbHBIX UICTOYHUKOB JOHOPCKOM KPOBHU |2, 8].
OQHUM M3 TaKKUX ITyTeil SIBJISIETCS IpUBJICYEHUE K
JIOHOPCTBY 3I0POBBIX HOCUTEJIE HACIeACTBEHHbIX
aHoManuii KpoBu. IIpoBeneHHBIE HCCICHOBAHUS
MO3BOJIMJIY IMIPUNATH K 3aKITIOUEHUIO O BO3MOXKHOC-
™™ goHopctBa npu aeduurte I-6-DJ1 [4, 6]. TTpu
MPUMEHEHUM KOMITOHEHTOB KPOBM OT JOHOPOB C
HacieaCTBeHHBIM AedunuToM I'-6-DJ1 Heobxoau-
MO paccMaTpuBaTh ABE BOBMOXHbBIE CUTYallUU: Te-
penrBaHre KOMIIOHEHTAa KPOBM OT JOHOPOB C Ha-
CJIeICTBEHHOM aHOMaJIeil KpOBU PELIMITUEHTY 0e3
TaKOBOI 1 TpaHC(HY3UU KOMIIOHEHTA OT JIOHOpa C
HACJIeJICTBEHHOU aHOMauell KpOBU PELIMITUEHTY,
SIBJISTFOLLIEMYCSI HOCUTEJIEM TOTO K€ aHOMaJbHOTO
reHa. OCHOBHbIE TPYIHOCTU MPU MPOBEACHUU Te-
MOTpaHC(hy3Uii ¢ UCIOIb30BaHNEM KOMIIOHEHTOB
KpPOBU OT IOHOPOB C HAC/IEICTBEHHBIMU aHOMAJIH -
SIMI KPOBU MOTYT BO3HUKHYTb IIpU TepeMBaHUN
SPUTPOLIUTCOAEPKAIIMX CPEll, YTO OOYCIOBJICHO
ocobeHHOCTIMU nedpuiuta [-6-DI.

Llenbio pabOTHI OBUIO YCTAHOBUTH MMOKA3aHUS 1
MPOTUBOIIOKA3aHUS IO IIPUMEHEHUIO SPUTPOLIUT-

HOW Macchl OT JOHOPOB € HACJIEACTBEHHBIM Ie(u-
muroMm I'-6-D/1.

MaTepHaAbl H METOABI
HCCA€OOBaHHS

HccrenoBanust MpOBOAMIINCH, HAa OCHOBaHUM
PETPOCIIEKTUBHOTO aHAJI3a UCTOPUIT OOJIE3HH pe-
IIUTTHEHTOB, KOTOPBIM OBUIH OCYIIIeCTBIICHBI TPAHC-
Gy3un 3pUTPOLINTHOI Macchl (DM), 3aroTOBJIEH-
HOI1 0T JOHOPOB ¢ Aehuiutom pepmenTa [-6-D/],
M KapT KaIpOBBIX TOHOPOB, Y KOTOPHIX TP JOTION -
HUTENBHBIX UCCIeIOBAHNAX YCTAHOBICHO CHIKE-
Hue akTuBHOCTU [-6-DJI. AxktnBHOCTL ['-6-D]]
ONpeaesiivi KauecTBEeHHOM Mpo0oit bepHiTeiiHa,
KOJIMYECTBEHHO Ha CITeKTPO(POTOMETpPE 10 METOILY
Shwartz u coaBt. (1974).

PGSYAI:TaTBI HCCACOAOBaAHHA
H HX oﬁcyx{.nenue

[1pu npoBeaeHUN CKPUHUHTOBOTO 00C/Ie0Ba-
HUSI Cpeliv TOHOPOB PETYJISIPHOI KpOBOAAYM ObLIN
BBISBIIEHBI 25 yenoBek ¢ aepunuroM I-6-DJ1. Ak-
TUBHOCTL (pepmenTa ['-6-DJI npr KOIMIECTBEH-
HOM ormpeneneHnn Konebatack oT 0 mo 75% ot
HOPMaJbHOTO 3HAYEHMUSI.

PeTpocrieKTUBHBIN aHaIW3 WCTOPUI OOJIE3HU
PELUITUEHTOB, KOTOPHIM OCYIIECTBISUIUCh TpaHC-
¢y3uun DM, 1o3BOJINI YCTAHOBUTD, UTO 40 TpaHChy-
3uii ®M ObUIM MPOBEACHBI OT JOHOPOB € Ae(ULIUTOM
-6-®O. Y 15 (37,5%) peunueHToB OTMEUYAIUCh
peaKkInu 1 OCJIOKHEHUsI, KOTOPBIE ObLTH OIIIMOOYHO
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OTHECEHbI K OTCPOYEHHBIM MOCTTPAHC(HY3UMOHHBIM
peakuusIM: CHIKeHne remonmoonHa (17,5% peum-
MUEHTOB), yBeJWYeHHWEe CBOOOIHOIO TeMOIIO0MHA
mia3Mbl (40%), TIosIBJIEHNE XKEITYITHOCTU CKIIep U
BUIVUMBIX CITM3HUCTHIX 00oouek (55%), remMatypust
(32,5%) ¥ 12 (80%) peuunueHTOB U3 15 GOJbHBIX,
MMEBIIMX MOCTTPaHC(HY3MOHHbIE peaklUU WU OC-
JIOXKHEHUSI, ObLJT YCTAHOBJIEH HACJIEACTBEHHBIN J1e-
byt pepmenta I'-6-DJ1. Tompko y 3 (20%, wim
7,5% Bcex OCIOXHEHMII) YeoBEK ¢ HOPMAaJIbHOM
AKTUBHOCTBIO BH3UMa TpaHchy3un DM mporekaiu
C OCJIO>KHEHUSIMMU.

CyluecTBOBaHME HE3aBUCHMO JIpyr OT Apyra
SPUTPOLIMTAPHOIO U JIEUKOLIMTAPHOTO Ae(ULIU-
ToB pepmenTa ['-6-DJ1 M BIIEICHNE B COOTBETC-
TBUU C 3TUM 4eTbipex (eHoTumnoB (Dp+Jleiik+,
Op+Jleiik-, Dp-Jleiik-, Dp-Jleiik+) [7] TpeOy-
€T TOAPOOHOr0 PAaCCMOTPEHHUSI BOBMOXHOCTU HC-
MoJib30BaHUsI DM OT JOHOPOB C HACAEACTBEHHBIM
nedunmrom hepmenta [-6-DJI.

®enotnn Dp+Jleitk+ — HoOpMabHasl aKTUB-
HOCTb (hepMeHTa B KJIETKax 3pUTPOLIMTAPHOIO U
JIEMKOLIUTAPHOTO PSIIOB, TO €CTh 3TO (PeHOTUII J10-
HOPOB 0€3 HACJIeICTBEHHO aHOMAJIUU.

®denotun DptJleiik-: ypoBeHb JIEHKOLMTAP-
Horo ¢epMeHTa, 1o JaHHBIM JIUTepaTyphl [ 7], oco-
OeHHO He BiIMsieT Ha cymMmMapHyo [-6-DJ]-akTus-
HOCTB IIeJIBHOM KPOBH, COCTaBJIsIsA Beero A0 15% ot
Hee. [ToaToMy 1OHODPBI C TAKUM (DEHOTUTIOM MOTYT
OBITH OTHECEHBI K JoHOpaM DM 0e3 HacJieJCTBEH-
HOW aHOMAaJIWU.

®enotnn Dp-Jleiik- cOOCTBEHHO U TIPEICTaB-
JIsIeT co0oil (heHOTHN TOHOPOB C HACJIEACTBEHHOM
aHomasuel kpoBu. [Ipu 3ToM (beHOTHIE TpaHC-
(bysun DM [0JKHBI OCYILIECTBISITECS MCXOMASI OT
BEeJIMYMHBI 3puTpoumTapHoii [-6-DJ1 [4].

®enotun Dp-Jleiik+ mpeacTaBisieT HanOOb-
KA UHTepec st TpaHchy3uoaoros. Eciu npu
npeapiayiieM (GeHoTune JeHKOUMTApHBIN aedu-
LIUT HE MOXET MOCIY>XUTh MTPUUMHON KaKUX-TM0O0
OCJIOKHEHUU TIpu TpaHchy3usax DM, To HOpMaib-
Hasl JIeMKolMTapHasi aKTUBHOCTb (hepMeHTa Tpu
nedunmte I'-6-D]] B spuTpoLMTaX CIOCOOHA MPU
OIpe/ieJIEHHbIX YCIOBUSIX 3aITyCTUTh MEXaHU3M UX
remMosi3a (Hampumep, NMpu MHOeKIMn Ha ¢oHe
«(arouuTapHOIro B3pbiBa»). Ilojaraior, 4To y Jiuil
¢ ¢eHotunoM Dp-Jleiik+ CBOICTBO JICMKOLIMTOB
paspyliiaTh 3pUTPOLIMTHI MOTJIO OKa3bIBaTh JA0OTMOJI-
HUTEIbHOE 3alIUTHOE AEHCTBUE MPOTUB MaJISIPUH.
Kak u3BecTHO, IMPOKOe pacrpocTpaHeHue nedu-
muta I'-6-DJ] B cTpaHaX «MaJSIpUAHOIO TOsICa»
CBSI3BIBAIOT C TEM, UTO F€MOJIU3 3PUTPOLIUTOB, 3a-
paxkeHHBIX MaJSIPUMHBIM T1J1a3MOJIMEM, CIOCOOC-
TBOBaJI YCTpaHEHUIO Mapa3uTa U3 opraHus3ma, Ju-
111as1 €70 BHYTPUIPUTPOLIMTAPHOTO 3Tara pa3BUTHSI.
O4eBUIHO, TEMOJIU3 IPUTPOLIMTOB MpPU (heHOTUIIEe

Op-Jleiik+ npoucxoaut Ha (poHe ITPOBOLUPYIOLLIE-
ro akKTUBHBIN (haroutos addekTa «HOXHUL, TO
€CTh KOTJIa aKTMBHOCTh (pepMeHTa B JIeHKOIIUTaX
BBICOKas, a B 3PUTPOIINTAX — MHUHUMAJTbHASI.

BoineneHune 3TUX (heHOTUTIOB C OTpeaeIeHueM
aKTUBHOCTH (pepMEHTA B KIJIETKaX JICWKOIIUTAPHO-
O psia y JOHOPOB C HACJIEICTBEHHBIM Ie(hUITUTOM
[-6-®D1 HeoOXOAMMO JIUIIL B TeX CIydasX, KOr-
na ipuMensietcs DM. TIpuMeHeHMe TTpU 3aTOTOB-
K& KOMITOHEHTa B paHHUE CPOKU (10 25-35 MUH.)
JIEUKOLIMTAPHBIX (DWIHTPOB CHUMAET 3Ty MOTpeOd-
HOCTb U JieJIaeT MOJHOCThIO 0€30IMaCHbBIM MCITOJIb-
30BaHMe (DUIBTPOBAHHOW DM, 4YTO MO3BOJSET
n30eXaTh HETaTUBHOTO BIIUSIHHUSI YPOBHS JIEMKO-
nutapHoro ¢pepmeHTa [4].

KonmyectBeHHOE OTpeneieHre akTuBHOCTH I -
6-®J1 B spuTpoLMTaX U JICHKOIMTAX TO3BOJIMIIO
YCTaHOBUTH, YTO B OOJIBIIMHCTBE cirydaeB (11, v
73,33%) noctrrpaHchy3MOHHBIE PEAKIIN U OCITOXK-
HEHUST OTMEYAJINCh, KOT/Ia PeIUITEHTaM TIepesTn-
Bajlacb DM OT IOHOPOB C aKTUBHOCThIO I'-6-MD]]
MeHee 25%. Kpome Toro u3 11 moHopoB 4 yenoBe-
Ka umenu ¢peHorun Ip-Jleiik+. OcoxkHEeHUs BO3-
HUKJIU U 1pu TpaHchy3usx DM or 4 TOHOPOB ¢
ypoBHeM I'-6-D]1 6011ee 25% B 11e1bHOI KPOBH, IO-
BUIVMOMY, BCJIEACTBUE OTATOIIAIONIETO (heHOTHIIA
Op-Jleiik+: Bce JOHOPHI UMEIN 3TOT (PEHOTHUII.

[lpy aHanm3e TOCTTpaHC(HY3MOHHBIX TEeMO-
JIMTHYECKUX peaklnii mociie TpaHcdy3uii DM ot
noHopoB ¢ gepunuroM I'-6-DJ] peuunueHTaM ¢
HOPMAaJIbHBIM YPOBHEM 2H3MMa W PEIUMUEHTAM,
TaKKe SBISIOIINMCST HOCUTEISIMHA 3TON aHOMAJTNU
KPOBH, YCTAHOBJIEHO, YTO OHU MOTJIM OBITH 00YC-
JIOBJICHBI CIIPOBOLIMPOBAHBI:

- TIPUEMOM pEeLIMITMEHTaAMU OTIPeIeICHHBIX JIe-
KapCTBEHHBIX ITIperapaTroB, MPOTHMBOITOKA3aHHBIX
pu medunmte I'-6-DJ1. B atx ciryyasx omnpene-
JIeHWe aKTUBHOCTH (pepMeHTa B KIJIeTKaX KPOBU
JIOHOpa BBISIBUJIO TTOJTHOE OTCYTCTBHE (hepMeHTa
KakK B 3PUTPOLINTAX, TaK U B JIeKoumnTax (peHo-
tin Dp-Jleitk-);

- TIpUCOeOWHEHUEM WHMEKINNU. AKTHBHOCTh
depmeHTa B 9pUTPOLIUTAX JOHOPOB OTCYTCTBYET, B
TO BpeMsI KaK B JielKolnTax BeanarHa ['-6-DJ] co-
crapisieT 75-100% oT HOpMaJIbHOM BEJIMYMHBI ((e-
Hotut Dp-Jleik+). «DaronuTapHbIii B3pbIB» (BBI-
CBOOOXIEHNE OOJIBIIIOTO KOJUYECTBA MEPEKUCH
BoJIOpoaa B Ipolecce (arouuTo3a) MpoOBOLIMPY-
et remonn3 [-6-DJ1-1eULNTHBIX 3PUTPOLINTOB,
YYBCTBUTEJIbHBIX K IEPEKMCHOMY OKMCICHUIO [5].

BeIiBOABI

Takum obpa3oM, MpUMEHEeHUE JOHOPCKOI Kpo-
BU OT JIMI] C HAacJeACTBEHHBIM Aeduiiutom ['-6-D]]
MpPeACTaBJISIET ONPENeICHHbI PUCK JUISI PELUITH -
€HTa B CBSI3U C BO3MOXHBIM HACTYIUJIECHUEM OCTPO-
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IO reMOJIUTUYECKOTO KpU3a MoJ1 BAUSIHUEM MTPOBO-
Hupyrolmux Gakropos. PeuunueHT, moayyuBILInii
KPOBb WUJIM €€ KOMIIOHEHTHI OT JIOHOPa-HOCUTEJISI
reHa pepunura I'-6-DJ1, gommkeH coba0aaTL OM-
penesieHHbIe MpaBuJia A0 MpeKpalleHUus! LUPKYJIsi-
LIMU B KpOBH IOHOPCKUX [-6-D]I-meunTHBIX
SPUTPOLIUTOB: UCKITIOUUTH MPUEM JIEKAPCTBEHHbIX
rpenapaToB, MPOBOLUPYIOIIUX WX AECTPYKIUIO,
MPeIOXPaHSITLCS OT MH(EKIIMY, BO3AEPXKAaThCs OT
npuemMa B MUIIy 0000BbIX KyJIbTYp. [1pu Takom pe-

OPUrIHAJIbHE AOCJIAXEHHS

KMME Majloe KOJIMYECTBO MEPETUTON SPUTPOLIUT-
HOM Macchl B 00IIeM o0beMe LUPKYJIUPYIoLIeH
KPOBHU TPU I0OCTATOYHOM YPOBHE (pepMeHTa B J10-
HOPCKUX 3puTporuTax (bonee 25%) nenaet momaoo6-
Hble TpaHC(y3UK 0€30MacHbIMU JIJIs1 PeLIMITUEHTA.
KpoMe Toro HempoaoJKUTEIbHOCTh XU3HU ['-6-
®1-necbnuntHBIX 3puTponToB (80-100 mHEIT)
CHUXXaeT 10 MUHUMYyMa BO3MOXHOCTb F'éMOTpaH-
c(by3UOHHBIX OCJIOXHEHWI MpU MPUMEHEHUU Ta-
KOM 3pUTPOLIUTHOM MaCCHI.
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L E.baiipamaaibeiiai. Ocobaueocmi 3acmocy8anHs epumpoyumnoi macu 6i0 00Hopie-HOCii8 CnAdK06020
deghiyumy 2ar0K030-6-ghocghamaoeziopozenasu. Mockea, Pocis.

Karouoei caosa: oonopcmeo kposi, cnadkosa enzumonamis, depiyum 2ar0k030-6-ghocghpamoeziopoeenasu, nocm-
mparcgy3iini eemonrimuuti peaxyii.

Y emammi poszeasdaemocsa moxcaugicme 3acmocysants epimpoyummoi macu id doHopie 3i cnadkosum deiyu-
mom 2nK030-6-ghocghamaoeziopoeenasu, npoeooUMbCs peMpOCReKMUSHUI AHAAI3 NPUMUH NOCMMPAHCQYIIHUHUX pe-
akuyiil y peyunienmie. 3pobaeni pexomenoayii 015 peyunienmie nicas mpancghysiit epumpoyumuoi macu 8io doHopi6 3
danoro cnadkoeoo AHOMANIE KPOGi.

1. Ye. Bairamalibeyli. The features of use of packed red blood cells from donors-carriers of hereditary glu-
cose-6-phosphate dehydrogenase deficiency. Moscow, Russia.

Key words: donors of the blood, hereditary enzimopathy, deficiency of glucose-6-phosphate dehydrogenase, post-
transfusion hemolytic reactions.

In the article the possibility of application of packed red blood cells from donors with hereditary deficiency of glu-
cose-6-phosphate dehydrogenase is considered, retrospective analysis of the causes of posttransfusion reactions in re-
cipients is done. Recommendations for recipients after transfusion of packed red blood cells from donors with this he-
reditary abnormality of blood are given.
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