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JIeJIeHbl MapKephl TPEeIPacOIKeHHOCTH K 00pa3oBaHUIO: aH-
tuten autu-HPA-1b y 6onbubix OJUJT — ren HLA-DRBI1*07:01
u renotunt HLA-DRBI*07:01,-DOBI1*02,%03:01; antuten
anTu-HPA-5b y Gombabix OMJI — ren HLA-DQBI*02, mo-
mucnenuduueckux antuten aHtu-HLA y OonpHBIX AA —
HLA-DQOBI1*03:01. Y 6onbubix OMJI ¢ antu-HLA- u antu-
HPA-antuTenamMu ¢ OOJIBIICH YacTOTOW BBISIBISIIM  T'€HBI
HLA-DRBI1*07:01 n -DQBI1*02. Yactora aJsIONMMYyHHU3AIUN
HE 3aBHCela OT KOJM4ecTBa TpaHc(]y3uil, a onpexaensiach uc-
xirountenbHo HLA-reramu 601pHOTO.

3akirouenue. AJUIONMMYHU3AIUs K aHTUTeHaM cuctem HPA
un HLA 3aBucuT OT HO3050TH4eCcKOl (opmMbl 3a0o0seBanus. [eHe-
TUYECKHUE MapKephl MPEAPACIIONIOKESHHOCTH K HHUIIMAIIMY TYMO-
pajIbHOrO HMMMYHHOTO OTBETa Ha ajI0AHTUreHbl cucteM HPA u
HLA sBrnsrorest onpenemnsirormnMu. [IpakTrueckas 3HAYMMOCTD
pe3ynbTaTtoB: OOJBHBIM C MapKepaMu MpPeApacrolokKEHHOCTH K
oOpazoBanuio aHTU-HLA-aHTHTEN NPEIIOYTUTETBHO IepeITu-
BaTh ammnaparHble TPOMOOKOHIIEHTPATHI, OOJIBHBIM ¢ MapKepamu
HPeIpacloIOKeHHOCTH K oOpa3oBanuto antu-HPA-anTuTen —
TpoMOOIHTH 0T HPA-COBMECTHUMBIX JOHOPOB.

HepoctaToyHOCTb TPaHCMIaHTaTa NpY TPaHCNIaHTaL UM aJIOreHHOro KOCTHOro Mos3ra
y 60nbHbIX annacTuyecKkoil aHemuen
lony6osckas W.K., Pynakosa T.A., BoposkoBa A.C., YcneHckas O.C., babeHko E.B., Bapxatos V.M.,
Ananckuin AJ1., Kynarun A.[., AdaHacbes b.B.

HWW peTckoin oHkonoruu, rematonorny u TpaHcnnaHtonoruy nm.P.M. fopbaueo, MNepsbiii CaHKT-MNeTepbyprckuii rocyaapCTBEHHbI MeAULNHCKAN
yHuBepcuTeT uMm. akaa. W.MN.Masnosa

BBenenne. TpancrmaHTanus auIOTeHHOTO KOCTHOTO MO3Ta
(amuo-TKM) siBnsieTcst €IMHCTBEHHBIM PaIUKAIbHBIM METOIOM
JeyeHus artactuueckoi anemun (AA). Cpean akTyaibHbIX MPO-
omem TKM nipu AA, 0COOCHHO Yy TSKEJIO MPeIeYeHHBIX 00JIb-
HBIX, OCTAeTCsl HeIOCTaTOYHOCTh TpaHciuanTara (HT), Bximoua-
IOIasl IEPBUYHOE HENPHKUBICHUE, BTOPUUHOE OTTOPXKEHHUE U
TSDKEITYI0 TUITO(QYHKIHIO.

Leab padorsl. OLIEHUTH YacTOTY MEPBUYHOTO HETIPHKUBIIE-
HUSI, BTOPUYHOTO OTTOPKEHMS U TSKEIOH TMIIO(yHKIIMN TpaHC-
IUIaHTaTa W (akTOpbl, BIMSIONINE HA Ka4€CTBO IPHIKHBICHHS
TpaHCIUIaHTATA.

Marepuajibl U MeTOAbl. B ananu3 BritoueHsl 52 00Jib-
HbIX AA, B ux uncie 40 —npuobperernoit AA (ITAA) n 12 —
koHcTHTyIMOHANBHOW AA (KAA), B ToM 4ymcie 9 OOJNBHBIX
anemueir @ankonu (AD), 3 — anemueil [laiimonna—bnekdena
(ABA), momyunBmme B mepuon 05.1999 — 12.2013 amno-TKM
or HLA-coBmMecTHMOTO poJcTBeHHOrO JoHOpa (n = 25), HLA-
COBMECTHMOT'O HEPOJICTBEHHOrO J0HOpa (n = 26), ramiou-
JNEHTHYHOro JoHopa (n = 1). Menmana Bo3pacTa Ha MOMEHT
npoBenenuss TKM cocraBuna 17 (2-38) ner (ITAA — 19 ner,
KAA — 11 ner). Meanana BpeMeHHM OT MOMEHTA YCTAHOBJICHUS
JMarfos3a 1o Momenra nposeaeHus TKM cocraBuna mpu [TAA
20 (1-89) mec, npu KAA 24 (8-247) mec. dnynapabuHcoaepxa-
e pexuMbl Obutn ipuMeHeHsl y 32 (80%) OGonbHbix [TAA, y
Bcex (100%) 6onpabIX KAA. OnennBanu GakTopsl, TOTEHINATb-
HO BIMSIOIINE HAa KaUeCTBO MPIKUBIICHHS TPAHCIUIAHTATA, TAKHe
KaK BO3PAacCT, KOJIIMUECTBO TpaHc(hy3uil SpUTpoLUTOB U TPOMOO-
UTOB, KoOHIeHTpauus Geppurrra 10 TKM, TN TOHOpA, KOHTH-
LIMOHUPOBaHNE 1 0a30BbIe XapaKTEPUCTUKHU TPAHCIUIAHTATA.

Pesynbrarel. HT 3aperucrpuposana y 21 (40%) OonbHOrO
(y 17 6ompbix [TAA, y 1 — AD, y 3 — JIBA), B TOM 4mcie iepBUd-

Hoe HenprkupieHue y 8 (y 5 6onpHbIX [IAA,y 1 — AD, y 2 —JIBA),
OTTOp)KEHUE TpaHCIUIaHTaTa y 7 OonbHBIX (y 6 OonbHBIX [TAA,
y — ABA). V 6 Gonbubix [TAA nuMenuch npusHaky MIOQYHKIUH
TpaHCIDIaHTaTa (NEePCHCTEHIMs MAaHIUTOIICHHN B TedeHue Ooree
6 mec nocie TKM Ha (oHe MOJHOrO JOHOPCKOTO XHMEpH3Ma).
CpaBHuTenbHast xapakrepuctuka rpymn ¢ HT u ycroiunBbIM npu-
sxuBnerneM TpancrianTtara (I1T) mpusenena B Tabauue.

Craryc Ha MomenT TKM, Menuana | HT (n=21) | T (n=31) | p

15 (3-37) 16 (6-37) 0,07
20 (1-205)  8,2(1-93) 0,11
Konuenrpauus ¢peppuruna, 2150 1382 0,09

Bospacr, roxst

[epuon "auarnoz — TKM", mec

MKI/JT (444-13 000) (336-4830)
Konnuectso Tpancdysuit spu- 58 (6-670) 30 (7-130) 0,04
TPOLIUTOB, 7103

KommuectBo Tpancdysuii pom- 60 (11-340) 20 (8-100) 0,01
OOILIMTOB, 103

Heponcreennsiit torop 13 (62%) 14 (45%) 0,18
OrrynapabuH B pexxuMe KOHIN- 18 (86%) 26 (84%) 0,6
LIMOHUPOBAHUS

Komnuectso NC, ¢ 108/kr 3,3 3,5 0,5
KomuuectBo CD34+, ¢ 106/kr 4 3,8 0,5

3akJ/iouenue. Bricokas yacToTa MepBUYHOTO HETPUKUBIIE-
HUS, OTTOPKEHHUS U TUIMOQYHKIMM TPaHCIUIAHTaTa y OOJBHBIX
AA cBsi3aHa C MO3MHAM HanpaBieHneM 001pHBIX Ha TKM, ammo-
CeHCHOMIM3AIMEH U Ieperpy3Koi KeJIe30M B pe3ylIbTaTe MHOKE-
CTBEHHBIX reMOTpaHCc(y3Hid.

FeTeporeHHOCTb OCTPOro MMUENIONAHOTO JlelKo3a C TpaHcnoKaumen t(8;21)(q22;q22)

lpuuaes C.B., MapTbiHkeBuY U.C., 3t03ruH U.C., KapsaruHa E.B., Koctpoma W.W., MapTtbiHeHko J1.C., MeTposa E.B., Libibakosa H.1O.,
MBaHoBa M.M., TupaHosa C.A., MoTtuxoHosa H.A., Abaynkaabipos K.M.

®rBY Poccuinckuin HAW rematonorum n TpaHcoysunonoruv ®MBA Poccun; JleHnHrpaackaa obnactHasa KnmHuyeckas 6onbHuua; NbY3 lopoackas 6onbHMUa
Ne15, CaHkT-lNeTepbypr

Bsenenne. Cpenn G0JIBHBIX OCTPBIM MUEIOHMIHBIM JIEHKO30M
(OMUJI) u3 TpymIbl 6IaronpUsATHOTO MPOTHO3a, KOTOPAask XapaKTe-
pusyercst HannuueM t(15;17), t(8;21) u inv(16), Hepenku ciaydau
peLUINBA H/WIIK PE3UCTEHTHOCTH K Xxumuortepanuu (XT). Dtum
OOJIBHBIM, KaK M OOJIBHBIM C HEeONaronpHsATHHIMH BapHaHTAMH
KapuoTHuIia, rokazaHa TpaHCIIJIaHTallus aJUIOT€HHBIX T€MOIIO2TH-
YEeCKHX CTBOJIOBBIX KieToK (ayuno-TI'CK).

Leab padorsl. OxapakTepru30BaTh KIMHAKO-TEMaTOIOTHYE-
ckyro BapuabenbHocth OMJI ¢ Tpancnokanuei t(8;21) u Bbine-
JIUTh NPU3HAKH, CONPSKEHHBIE C arpEeCCHUBHBIM TEUCHHUEM.
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MarepuaJibl 1 MeToAbl. OCYIIECTBIECH PETPOCIEKTUBHBII
aHaJ M3 pe3ynsraroB obOciemoBaHus 44 OOJBHBIX W JICUCHHS
36 6onpHBIX OMJT ¢ t(8;21) B Bo3pacte ot 11 mo 70 ner. [Ipose-
JeHo uccienopanue kapuoruna meronoM GTG, a Taxke usyue-
HH€ MYTallMOHHOTO ctatyca reHoB FLT3, NPMI, NRAS u c-Kit
MetonoM [TIP-quarnocTuku.

Pe3yabrarel n oocy:xaenne. Y 82% OGonbHbIX BepUUIUPO-
BaH M2-Bapuant 1o kinaccudukanuu FAB. OcranbHble ciydan
npezncrasieHsl M1- u M4-Bapuantamu. Y 1 60JIbHOTO TMarHOCTHU-
poBaH BropuuHbliit OMJL. Y 24 O0/bHbIX BbISIBIEHbI JOIOIHUTEIIb-



Mpunoxerue 1

HBIE XPOMOCOMHBIE abeppalii, U3 KOTOPBIX HauOoyee 4acThIMH
OBbLIM 1TOTEPST OAHON N3 MOJIOBBIX XpoMocoM (34,1%) n moBpesxie-
Hus 9-if xpomocomsl (16,6%). KoMIuieKcHbII 1 MOHOCOMHBIN Ka-
puotunsl umenucs y 3 (6,8%) u 4 (9,1%) 60mbHBIX COOTBETCTBEH-
HO. He BBIIBIEHO KOPPENSIIUH JOTOJHHUTENBHBIX MOBPEKICHUH
KapUOTHIIA B 3aBUCUMOCTH OT Bo3pacTa. MyTalluy TeHOB IpH Jiua-
rHoctuke OMIJI npencraBieHbl eIMHUYHBIME HaxoaKaMu. Bropoit
ciydaii oOHapyKeHUsI MyTaluH ¢-Kit ObII CONPSDKEH € PELUIABOM
U TOSIBIICHUEM MHO)KECTBEHHBIX XPOMOCOMHBIX abeppauuii. B me-
PHOJT aria3uy KOCTHOTO MO3Ta I0Cje Kypca HHIYKIUH PEMUCCUH
(1P) ymepnu 3 GonbHbIX. OTBET OBLT 3aperUCTPUPOBaH 1ocie 1-i
WPy 23 6onbHbIX, ocie 2-it P y 8 6onbHBIX U nocIe 3-ro Kypca
XT y 1 6omabHOr0. OT OCIOKHEHHUH MTOCTHHIYKIIHOHHOM IUTOTIC-
HUM ymepiu 3 OonbHbIX, T.e. [IP Obuta mocturnyra y 32 (96,9%)
u3 33 OonbHbIX. Peruaus pazsuics y 8 (25%) GoibHBIX: y 7 60ITb-
HBIX uepe3 2—7 mec, y 1 —yepe3 18 mec nocine koncraranuu I1P.
OTIMYUTENBHBIMU TPU3HAKAMHU OOJBHBIX C PELUIMBOM OBLIH: He-
sddexruBHocTs 1-r0 Kypca MP (5 GonbHbIX); t(8;21) Kak equH-
cTBeHHas abepparms B 1e6rore OMJI (5 GOTBHBIX); TIOBPEKICHHS
9-it XxpoMocoMbI (3 OOJIBHBIX); OTCYTCTBHE BBICOKOIO3HOW KOHCO-

nmuanuy (2 6osbHBIX); MyTaums D816V B sx3one 17 rena c-Kit
(2 GonbHbIX). Menuana o6ieit BbknBaemoctr (OB) 32 G0IbHBIX,
y KOTOpBIX Obla 3apeructpuposana [1P, mpu nHabmroneHuu ot 5 10
245 Mec He TOCTUIHYTa, a S-netHss OB cocraBuna 57,8%. Menu-
ana OB OOJbHBIX C PAHHUM PEIMMBOM, KOTOPBINA Pa3BUIICS B Te-
4yeHue nepsbix 12 mec nocie nocrmwkenus [P, cocraBuia 10 mec.
He ycTanoBieHO cTaTUCTHYECKH 3HAYUMBIX pa3inuunii B OB 6oib-
HBIX 0€3 M C JIONONHHUTEILHBIMUA COMAaTHYECKHUMH a0epparusIMu.
BeisieieHo 3Haunmoe yxynmieHne OB B Tex cityyasx, korma mnpu
nmuarnoctuke OMJI oOHapyxuBasack abeppanus 9-if XpoMOCOMBbI
(MOHOCOMMS WJTH JIeJICHIUs [UTMHHOTO Tiieva): 11,5 Mec nmpoTuB He
JOCTUTHYTA y OCTalbHbIX O00IBHBIX; p = 0,003.

3axuouenne. bonsasie OMJI ¢ t(8;21) —rereporennas rpyn-
na OOJIBHBIX, PA3ITHYAIOIINXCS IO BO3PACTY, MOP(HOIOrHUYCCKOM
npupone ONACTHBIX KIIETOK, Xapakrepy Oone3Hu (de novo unu
BTOPUYHBII), HATMYHUIO U BUAY JOIIOJHUTEIBHBIX XPOMOCOMHBIX
abeppanuii, MyTalusM OTASIbHBIX T€HOB M KIMHHYECKOMY Teue-
Huto. bonbHbIX ¢ oTcyTCTBHEM OTBeTa Ha 1-if kypc VP u nomon-
HUTEIbHBIMU TIOBPEXKIECHUSIMHU 9-11 XpOMOCOMBI ClIe/lyeT paccMa-
TPUBATh KaK MOTEHIHNAIBHBIX KaHuaaToB Ha amto-TI'CK.

nanaPOCKOI'IVNeCKaﬂ CNIeH3KTOMUA B ieYeHNM 60AbHbIX aniacTnyeckom aHemumen
Oannwsax KA., Mpxnmonosckuin A.B., Kapartonan C.P, lytos C.A., Muxannosa E.A.
OIBY lemaTtonornyeckunii HayuHbi LeHTp MuH3sgpasa Poccun, Mocksa

BBenenue. CruleHOKTOMHUSI BXOAHMT B NPOrpaMMmy KOMOH-
HUPOBAHHONH HMMYHOCYNPECCUBHON Tepanuu OOIbHBIX AA.
W3BecTHO, 4TO yIaleHHe CEeNe3eHKH y dTHX OOJBHBIX paccMa-
TPHUBACTCS KaK METOJ, aIbTEPHATUBHBINA aHTHIUM(OIUTAPHOMY
[I00y/IUHY.

Ieanr padorel. ONEHUTH MPEUMYIIECTBa MAJTOWHBA3UBHOMN
XUPYPTUH y OOJBHBIX alIACTHYECKOM aHEeMHEH.

Marepuaisbl 1 Meroabl. C 1999 r. Bemonneno 219 JICD
60sbHBIM AA ¢ Hea(h(HEKTHBHOI TIPEIIeCTBYIONICH HMMYHOCY-
npeccuBHOM Tepanueil. CpenHss IpoaoHKUTEIBHOCT ONEpaluu

106 muH. Cpennsist kpoBonotepst 240 M. Y 2 6onbHbIx JICD BbI-
nonusy Ha one II TpumecTpa GepeMEHHOCTH.

Pe3yabrarel u 06cyxnenue. Konsepcus nmorpebosanace y 7
(3,1%) GoJBbHBIX M3-3a pa3BUBIIErocs KpoBoTeueHus. Y 11 60ib-
HBIX IOCJICONEPALOHHBII NEPHOJ] OCIOKHUICS Pa3BUTUEM 101
nuadparmanbHOi remMatombl. CpeTHui KOHKO-/IeHb 9 CYT.

3aximouenne. JICD MHUHUMaIbHO TPaBMAaTU4HA U SIBISAETCS
onepanuei Broopa a1 6oibHbIX AA. DddekruHoCTh JICD co-
craBuna 70%, 9TO 3aKIII0YANIOCH B YMEHBIIEHHH NOTPEOHOCTH B
3aMECTHUTENBHOI Teparuy KOMIIOHEHTaM1 KPOBH.

Pecny6nukaHCcKnii aBTOMaTU31POBaHHbIN SNUAEMUOSIOrMYEeCcKUii PerncTp 60/bHbIX reMaToNnornyeckumm
3aboneBaHNAMN

JDawkesuny 3.B., Kpacbko O.B., Poy6o B.B., Tom 1.3, LLlysaesa J1.M.

'Y PHIL, TpaHcy3vionorum n meanumHCKNX 6rotexHonornin MuHsgpasa Pb, O6beanHeHHbIN MHCTATYT Npo6nem nHpopmatnkn HAH Benapycu,
9-A ropofckas KnmHnyeckasa 6onbHuLa, MnHcK, Pecnybnuka benapycb

Beenenne. BHenpenne MH(GOPMALMOHHBIX TEXHOJIOTHUH B
CHCTEMY 3/IpaBOOXPAHEHHsS SIBISETCS BAXKHBIM HAIpaBICHUEM
ee pedopmupoBanusi. COCTOSHHIE 3I0POBbsSI HACETICHHs paccMa-
TPHUBAETCsI Kak JieMorpaduueckas, papMakoIKOHOMUYECKast po-
6nema. Co3aBaeMblil SIUAEMHOIOIHYECKUIl perucTp OOJIBHBIX
reMaToJIOTHYeCKUME 3a00JIeBaHUSIMIA BXOJHT B cocTaB HH(DOP-
MaIMOHHO-aHAJMTHYECKOW CHCTEMBI, OCHAIIEHHOW HE0OXOIu-
MBIMH CpPEJICTBAMHU aHAN3a HH(OPMAIMHU, HAKATTUBAEMO#l B pe-
ructpe. HOBBIH perucTp MpUXOJUT Ha CMEHY CYNIeCTBYIOIIEMY
PecnyOnukanckoMy peructpy Oosie3Hed KpOBH, KOTOPBIH ObLT
coznaH emie B 1990-e Topl M CONEPIKUT CBEJICHHS O Ooliee YyeM
60 000 6osbHBIX TeMoOmacTo3amMu. K coxkalieHHI0, OH MOPaJIbHO
ycTapel Kak B IUIaHEe UCTIOIb3yeMbIX HH(POPMAIIOHHBIX CPEACTB,
TaK M B 4acTH (HYHKIIMOHATBHBIX BO3MOXHOCTEH.

Leab padorel. Co3nanue COBPEMEHHOTO IMOMYIISIIHOHHOTO
ABTOMATH3MPOBAHHOTO PErUCTpa OOJNBHBIX T€MATOIOINYeCKUMU
3aboneBaHusIMU B PecnyOsuke bemapych MO3BOJUT: UMETh J0-
CTOBEPHYIO OIEPaTUBHYIO WH(OPMAIMIO MO CTPYKType 3a0o-
JIeBAEMOCTH TI'€MaTOJIOTMYECKON IaTONOTHEH MO PEernoHaM I
OPUHATHS YIPABICHYECCKUX W AJMHHUCTPATHBHBIX PEHICHHIA;
AMETh CTaTHCTUYECKYI0 OTYETHOCTH MO PAa3IMYHBIM BUJAM Te-
MaToJIOTHYECKHUX 3a00JIeBaHNH, TIEPHOAAaM BPEMEHH, PETHOHAM H
T.JI.; IMETh OTIEPATUBHYIO HH)OPMAIIUIO O IESITEILHOCTH TeMaTo-
JIOTUYECKOH CITY)KOBI, aHATUTHYESCKUE CIPABKH MO TeMaTOJIOTH-
4ecKoH 3a00J1eBaeMOCTH U CMEPTHOCTH; TPOBOIUTE MOHUTOPHHT

3a00JIEBAEMOCTH U PACIPOCTPAHEHHOCTU I'€MAaTOJIOIMYECKOH
3aboneBaeMocTH B PecmyOmuke Benmapych; coBepuieHCTBOBaTh
reMaToJIOTHYECKyI0 CIIy>KOy Kak Ha pecryOIMKaHCKOM, TaK U Ha
PErHOHaNIBLHOM YPOBHSX; Oosee 3p(heKTHBHO UCTIOIb30BATh OO
JKETHBIE CPEeJICTBA JUIS TUIAHWPOBAaHHS KOEYHOTo (hoHMIa, Kaapo-
BOTO ITOTEHIIMANA, AUATHOCTHIECKUX U JICUEOHBIX MEPOIPHATHH
JuLst OOJIBHBIX T€MATOJIOTNUYECKUMU 3a00JIEBAHUSIMU.
Marepuaabl ¥ METOAbI. DIHIEMUAOIOTHIECKHI METO]T C TIPO-
CTEKTHBHBIM aHAJIM30M PETPOCHEKTHBHO COCTABIEHHON KOTOPTHI,
MEPBUYHBIM 3BEHOM KOTOPOH SBJIAETCS WHIAMBUAYyajbHas "Oru-
JIEMHOJIOTHYECKas KapTa MalieHTa", MequImHCKue (GopMbl yde-
Ta ¥ OTYETHOCTH: KapThl, BBIIUCKH, U3BEIICHHS, )KyPHAJIbI yueTa.
Bnepsble ¢ ucnonb3oBanueM Web-TexHonoruit Oyner ocymect-
BJICHA aBTOMAaTH3aLys Tpolecca cOopa M HaKOIUIeHHs: HH(OpMa-
U 110 KKAOMY CIIydar0 FeMaToJIorH4ecKoro 3aboneBanus B be-
napycu. KOoHTpoIb epBUYHBIX JaHHBIX OyJIET OCYIECTBISATHCS Ha
OCHOBE TIPOTOKOJIOB THaTHOCTUKH ¥ JICUCHHSI TeMaTOIOTMUeCKUX
3a0oneBaHuii, yTBepKICHHBIX Mun3apaBom PecnyOnuku bena-
pychb u B coorBerctBuU ¢ MKB-10, B ToM umciie o Takum 3a0o-
JIeBaHMSAM, KaK 3JI0KaueCTBEHHbIe HOBOOOpazoBaHus — C81-C96
(HOBOOOpa30BaHus TUM(OUIHOMN, KPOBETBOPHOI U POJCTBECHHBIX
UM TKaHei), no0pokauectBeHHble D45-D48 (monuuremusi, Mue-
JIOAMCIUTACTHYECKUE CHHIPOMEI) U npyrue — D60-D64 (armmmactu-
yeckasi aHemust), D67—D68 (HapyIieHus CBEpTHIBAEMOCTH KPOBH).
Byner ocymiecTsiaeHO MH(GOPMALMOHHOE B3auMOEICTBUE ¢ pa3-
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