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(57) Pedpepar:

Cnoci® nporHo3yBaHHSA pU3nKy PO3BUTKY OHKOreMaTomnoridyHUX 3axBOpoBaHb Yy OCi0, Lo 3a3Hanu gii
pafiauiiHOro onpoMiHEeHHs BKMtoYae AOCNiAXEHHS haKkTopiB PU3MKY Yy CKnafi KpoBi Ta 3A4iMCHEHHS
MPOrHO3yBaHHA PU3NKY PO3BUTKY OHKOrEeMartosioriYHUX 3axBoptoBaHb Yy OcCi6, Lo 3asHamm
pajiauinHoro onpomiHeHHs. AK (akTopy PU3NKY 3aCTOCOBYIOTbCS iIMYHOreHeTUYHi Mapkepu HLA
CUCTEMM i, NpY HAsSIBHOCTI anenew Ta ix cnonydeHb ado kombiHauin: HLA-A*24; HLA-A*02; HLA-A*11;
HLA-B*35; HLA-B*51; HLA-C*07; HLA-DRB1*11 ta rannotuny HLA-DQA1*0101, DQB1*0501, y
CYKYNHOCTI 3 Mapkepamu MigBuLLEHOT YyTNMBOCTI opraHiamy o pagiauii HLA-A*26; HLA-B*38; HLA-
B*35; HLA-DRB1*04 - nporHo3yTb MiABULLEHUIA PU3MK PO3nadiB B NEBHUX MaHKax remonoesy, Lo
cnpusie peanisauii KIiCTKOBOMO3KOBOrO CMHOPOMY Ta OHKOremMaTOomnoriYHOI NaTonorii Mpy ONPOMIHEHHI.
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KopucHa mogenb HanexuTs A0 MeOULUHK, a came A0 iMYHOreHeTUKY, | Moxe 6yTu BUKOpUCcTaHa B
remaTonorii Ta pagiobionorii  NpM MNPOrHO3yBaHHi PU3NKY BUHUKHEHHSI OHKOremMaTororiyHmx
3axBOpIOBaHb Yy OCID, AKi npauooTe 3 gKepenamu iOHI3yl4oro BUMNPOMIHIOBaHHS, abo 3asHanu
BNAMBY dhakTopiB HYopHOBMILCLKOI kaTacTpodum.

AKTyarnbHiCTb: B OCHOBI pO3BUTKY MYrbTuUdakTopianbHOT NaToNorii NeXuTb cnagkoBa CXUIbHICTb,
ogHak 6esnocepedHbO NATOMOMYHMI MpoLEeC € pe3ynbTaToM B3aeMofii MEBHUMX TEHETUYHO
00YMOBIEHMX XapaKTePUCTUK iHOUBIAYYMA Ta YMHHUKIB HABKONMLLHBOrO cepegoBuwa [1, 2].

Ha ¢oHi HecnpuATNMBMX €K30reHHWX YMHHWKIB NMeBHa KOMOiHaLiss reHeTUYHMX (hakTopiB MoXe
BUCTYNatTm B poni iHiyiatopisa po3suTky nartonorii. Ockinbkn cepen komnnekcy pakTopis
YopHOOUNbLCLKOT KaTtacTpodu nepeBaXawymMm € pafiauinHnid, TO Benuke 3HavyeHHs Habysae
MOXINUBICTb peanisauii 3axBopioBaHb, fKi MOXyTb OyTM MPUYMHHO NOB'A3aHi 3 iOHI3yYUM
onpomiHeHHsAM. [Jo Takmx, nepLl 3a BCe, HANeXWTb OHKOremaTonoriyHa naTonoris.

IcHye neBHa KiNbKiCTb KniHiko-nabopaTopHUX O3HaK, WO KOPEmMTb 3 PUSNKOM BUHUKHEHHS
3aXBOPIOBaHb, SKi MPUYMHHO MOXYTb ByTW NOB'A3aHi 3 BNMBOM iOHI3y0HOr0 BMNPOMIHIOBAHHS, OOHAK
Ha CbOroAHI NUTaHHSA IHAMBIAYaNbHOro NPOrHO3yBaHHA PU3MKY peanisaLil KOHKPEeTHOro NaTosoriYHOro
npouecy 3anuwiaeTbCsl HeBUpileHUM. TpyaHouw,i B MNpOrHodyBaHHi 0OyMOBNeEHi BapiabenbHICTHO
KNiHIYHNMX nposiBiB Ta nepebirom 3axBOpHBaHHA. [€HEeTUYHO OeTepMiHOBaHi XapakTepUCTUKU €
CTiIKUMW | MalOTb HaMBINbLIy NPOrHOCTUYHY LIHHICTb Y KniHiYHOMY acnekTi [3, 4]. Cepen reHeTUYHUX
MapKkepiB CXWNbHOCTI [0 3axBOpKBaHb Yy MOAWHW BU3HaAYanbHUM YWHHUKOM iHAMBIAYyanbHOro
BapiloBaHHSA IMYHOMOrMYHUX peakuin € noniMopdiaMm iMyHOrEHETUYHUX CTPYKTYpP, @ CaMe reHiB
rofIoBHOro komnnekcy ricrocymicHocTti (HLA-Human Leukocyte Antigen), wo moxe 6yt BUKOPUCTAHO
ANsi NPOrHO3yBaHHS PO3BUTKY OHKOreMaTosoriYHOT NaTonoril.

Be3ymoBHO, B [daHOMy acnekTi MNepeBaXKHOK CKMagoBOK € [OCHIMKEHHS iHAMBIAyanbHOI
YyTNMBOCTI iHAMBIAY OO pafiauiiHoro OnpoMiHEeHHs. PesynbTaty Hawux nonepegHix HayKoBUX
AocnifjkeHb BNNUBY pajiauiiHOrO YMHHWKA Ha pPi3Hi CMCTeMW OpraHiaMy mMAMHU cBigyaTb MNpo
HasIBHICTb TaKol iHAMBIAYanNbHOT YyTnMBOCTI [5, 6, 7].

Mun  BM3HaAuunM  3aranbHi  IMYHOreHETMYHI  MexaHiaMn  POpPMYBaHHA  iHAMBIAYanbHOI
pagiovyTnMBOCTI | 3 uUMX NO3UUIK  AocnigMnn  pu3MK peanisauil reHeTUYHOI CXWNbHOCTI 0o
3aXBOPHOBaHb, AKi MOXYTb OYTU NPUYMHHO NOB'A3aHI 3 IOHI3YIOYMM ONPOMIHEHHSIM, 30KpEMA PO3BUTOK
OHKOremaTtonoriyHol naTonorii.

Bigomo pekinbka cnocobiB NpOrHO3yBaHHSA PU3MKY PO3BUTKY OHKOrEMAaTOSOriyYHMX 3aXBOPHOBaHb.
ICHyE pilleHHS Wo[0 BMKOPMCTaHHSA OOCHiAXEHb pe3dynbTaTiB pearyBaHHs 6ionoriyHoi pignHn niognHm
3 MEBHUM KPUCTarioyTBOPKHYNM PO3YMHOM i AiarHOCTUYHUM MOKA3HUKOM € YTBOPEHHSI MEBHOMO
MantoHKy OTPUMaHOI KpucTanorpamu, nNpu HasBHOCTI B MarllOHKY LiNSIHOK 3i CTPyKTypot "paBnuk"
AiarHoCTy0Tb Y 06CTEXYyBaHOro HasBHICTb Nporpecytoyoi hopmu nimcobnacTHoi nenkemii [8].

MpenctaBneHni cnocid MoOXe BMKOPUCTOBYBATUCHA ANS  PaHHbOI  OiarHOCTUMKM  PO3BUTKY
nevkeMiyHoro npouecy, B TOMY 4ucri i NpyU BIACYTHOCTI KMiHIYHMX MPOSIBIB 3axBOpIOBaHb, are
CYTTEBUM HEOOSNIKOM BUHAXOAY € BUCOKWUW CTYMiHb CYG'EKTUBHOCTI 4iarHOCTUYHOIO KPUTEPID, @ TakoX
BiCYTHICTb Cy4aCHUX MOMEKYNSPHO-reHeTUYHUX NigXoAiB A0 KMiHIYHOI AiarHOCTUKM.

3actocyBaHHA cnocoly BU3HAYEHHS XPOMOCOMHUX MyTaUil 3HAYHO MiABULLYE MPOrHOCTUYHMWN
piBeHb AudepeHUinHoi aiarHOCTUKU. HasiBHICTb XPOMOCOMHWMX MyTauii B KapioTuni XBOpUX Ha
OHKOremMaTtonoriyHy naTonorito € AnepeHUiHUM MNOKa3HUKOM | MPOrHOCTUYHOK O3HAKOK LoAo
PO3BUTKY peuunauBy 3axBoptoBaHHSA [9]. Ane cnoci® Ha OCHOBI Takoro TBEPOKEHHS € A0CTaTHbO
TPYAOMICTKMM | BUMarae Tpmsanmx AMHaMidHUX CrnocTepexeHsb.

Bigomun cnoci® nporHo3yBaHHS poO3BUTKY nevikemin y agiten [10]. JocnigxyBanncb MOOOMHOKI
HykneoTugHi nonimopdiamu (SNP - Single nucleotide polymorphisms) sk ¢opMy reHeTU4HUX
nonimopdisMiB, WO MOXYTb BNAvMBaTM Ha (yHKUii reHiB. byno gosegeHo, wo SNP BnnvBawTb Ha
dyHKUii reHiB, Ta 0OymMOBMIOIOTE BpPas3NMBICTbL IHAMBIAYYMIB OO 3axBoptoBaHb. BusHauyeHo 200
MinbioHiB SNP npucyTHiX B reHoMi NI0AUHW. Y 3B'A3KY 3 UMM HaBeAEHU BMHaxig 3abesneyye meToq
BM3HAYEHHS MiHIMym ogHoro SNP B cneumdivyHux reHax, Lo cnpusie 3anobiraHHio pusnKy BUHUKHEHHS
OUTAYNX NEeNKEMIN.

HaBepeHi pilleHHs MalTb KOHKPEeTHi Hefomniku: BMKIHOYHO OOMeEXeHi AiarHOCTUYHI MOXIMBOCTI
3aCTOCYBaHHS, HEOCTaTHICTb KOMMMEKCHUX MNiAXOoAiB A0 KNiHIYHOT AiarHOCTUKM a TakoX BiACYTHICTb
NPOrHO3y pPU3NKYy PO3BUTKY OHKOremMaTomnoriyHMX 3axBOpKBaHb 3 YypaxXyBaHHAM iHAMBIQyanbHOT
YYTIIMBOCTI OpraHiamy nioguHN Ao BNIMBY eK30reHHUX hakTopiB, a caMe ioHi3yroHOoro BUNPOMIHEHHS.

3anponoHoBaHUM HamK Crnocib [O3BONSAE YHUKHYTU LMX HEAOMIKIB i NiAHATW piBEHb OiarHOCTUKO-
NPOrHOCTUYHUX MOXIMBOCTEN HA HOBUKN CTYNiHb.

TexHiYHO 3agaverd KOpUCHOI Mogerni € po3pobka cnocoby NMPOrHo3yBaHHS PU3MKY BMHUKHEHHS
OHKOremaroJsIoriyHoi naTtonorii Ans iHguvBigiB, €ki 3a3Hanu BnnuBy dakTtopiB YopHOOBUNBbCBHKOT
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katactpodu abo npauloloTb 3 [AXepenamu ioHi3ylo4oro BUMPOMIHIOBAHHS, HA OCHOBI BU3HAYEHHS
iIMyHOreHETUYHUX MapKepiB reHETUYHOI CXUbHOCTI HLA koMnnekcy.

[MocTaBneHa TexHiYHa 3afadva BUPIWYETLCA 3a paxyHOK BW3HAYEHHS acouiaTMBHOIO 3B'A3KY
iIMyHOT€HETUYHNX MapKepiB 3 PU3NKOM BUHUKHEHHSI 3aXBOPIOBAHHA 3 ypaxyBaHHSAM MPUCYTHOCTI B
reHoTUNi MapKepiB NiABULLEHOT pagioYvyTNMBOCTI OpraHiamy.

3agadeo po3pobKM € BOOCKOHANEHHS iCHYHOYOro 3acoly 3a paxyHOK MiABMWLLEHHSA TOYHOCTI
AndbepeHLiNHOT  OiarHOCTUKN, BBEAEHHA MOXIMBOCTEMW A0 KMIHIYHOrO MPOrHO3yBaHHS PU3KKY
peanisauii OHkOreMaTosioriyHOi naTosorii y ocid, Wo 3a3Hanu fAji pagiauiftHoro OnNpPoMIHEHHS Ha
OCHOBi BUW3HaYeHHS iMyHOreHeTUYHUX mapkepie HLA komnnekcy. 3aBAsku JaHOMY MeTOAUYHOMY
nigxoay OOCAraeTbCs BUCOKA AOCTOBIPHICTb i HAAiMHICTL pe3ynbTarTis, WO Cnpuse iHauBigyanisauii B
NPOrHO3yBaHHI PU3NKy peanisadii Ta giarHoCTULi PO3BUTKY OHKOremMaTonoriYHoI NaTosnorii.

lMocTtaBneHa 3apada BUMPIWYETbCSA TUM, WO B CcNocoBi MNpPOrHO3yBaHHS pPU3MKY PO3BUTKY
OHKOremMaTtornoriyHMx 3axBoploBaHb y OCi6, WO 3a3Hanu Aii pagiauinHOro OnpOMiHEHHS, 3rigHO 3
KOPUCHOK MOAENIII0, HA OCHOBI BM3HAYEHHS iIMYHOreHeTUYHUX Mapkepis HLA cuctemu aHanisyoTb
reHOTUN XBOPOro, i NPU HAsiBHOCTI anenen Ta ix cnonyyeHb abo koMOiHauin: HLA-A*24; HLA-A*02 ;
HLA-A*11; HLA- B*35; HLA-B*51; HLA-C*07; HLA-DRB1*11 Ta rannmotuny HLA-DQA1*0101,
DQB1*0501, y cykynHOCTi 3 Mapkepamu MigBULLEHOI YyTNMBOCTI opraHiamy o pagiauii HLA-A*26;
HLA-B*38; HLA-B*35; HLA-DRB1*04 - nporHo3yoTb MNigBULLEHWI PU3NK PO3MnagiB B MNEBHMX faHKax
remonoesy, Lo crnpusie peanisauii KiCTKOBOMO3KOBOrO CUHOPOMY Ta OHKOreMaTosloriyHOi naTonoril
npwu ONPOMIHEHHI.

KniHiyHe, iHCTpymeHTanbHe Ta KniHiko-nabopaTtopHe OOCTEXEHHS NauieHTIB 3 BM3HAYEHHAM
edeKTMBHOCTI Tepanii NpoBOAWMOCHL Yy CMIBCTABMEHHI 3 iIMyHOreHeTMYHMM NacnopToM XBOPOro, 3
BM3HAYEHHSM acoLiaTUBHOMO 3B'A3KY IMYHOrEHEeTUYHUX MapKepiB 3 PO3BUTKOM OHKOreMaTonorivyHol
naTonorii.

3a UMM NpuHUMNOM Ans aHanidy 6ynu BuaineHi rpynyu XBOpux B 3anexHOCTi Big HasBHOCTI abo
BiACYTHOCTi OHKOreMaToJs10ri4YHOT NaToNOorii Ta BAIMBY iOHI3YO4Oro ONPOMIHEHHS.

[na BupileHHA nocTaBneHoi 3agadi cnovatky NpoBOAUIIM FEHOTUMNYBAHHA anenbHUX BapiaHTiB
HLA | knacy (nokycu A, B, C), Il knacy (nokycu DRB1, DQA1, DQB1), wo 6yno 3aincHeHo Ha OHK,
AKy BUnyyanu 3 nepudepunyHol kposi xsoporo Ha EATA ctaHgapTHUM MeToaom BucosntoBaHHs [11].
Aneni Bu3Havann MetToaom anenb-cneuundivHol amnnidikadii 3 cikBeHc-cneumdiyHMMn npanMmepamm
(SSP) dipmn PROTRANS (HimeuunHa) [12].

Ha ocHoBI BuLLe3a3Ha4YeHNX NOKa3HUKIB NPOrHo3yBanu po3BUTOK OHKOremMaTororiyHoi NaTosnori.

Ha ocHOBi CcTaTUCTMYHOrOo po3paxyHKy KoediuieHTa iMYHOreHeTUYHOro PU3NKYy PO3BUTKY
OHKOremaTornoriYHOI naTonorii NiATBEPAUNN BUCOKY iH(DOPMATUBHICTb MapkepiB - anenen: HLA-A*24;
HLA-A*02 ; HLA-A*11; HLA- B*35; HLA-B*51; HLA-C*07; HLA-DRB1*11 Ta rannotuny HLA-
DQA1*0101, DQB1*0501, y cykynHOCTi 3 Mapkepamu nigBULLEHOI YyTAMBOCTI OpraHiamy Ao pagiauii
HLA-HLA-A*26; HLA-B*38; HLA-B*35; HLA-DRB1*04 - nporHo3ylTb NiABULLEHNA PU3MK PO3najis B
NeBHMX nNaHkax remonoesy, LWO COpuUse peanisauii  KICTKOBOMO3KOBOrO  CUMHAPOMY Ta
OHKOreMaTosoriYHOT NaToNOrii NPY ONPOMIHEHHI.

MporHocTu4Ha edeKTUBHICTb OOCNIMKEHHsT Byna CTaTUCTUYHO MiATBEPAXEHA Ha rpyni XBOpKX 3
OHKOremaTororiYHo natosnorieto - 32 ocobu, Wo 3a3Hanu BNAUBY pajiauiiHoro onpoMiHeHHs1 Ta 28
XBOPMX, Y AKMX HE NiATBEpPAUBCHA PO3BUTOK OHKOremartornoriyHoi natonorii. TepMiH crnocTepeXeHHs
cknas 20 pokiB. lNpyn uboMy nNOMYNAUIMHUM KOHTpONeM OOCHIMKEHHA ChnyXuna rpyna 300poBUX
HecnopigHeHnx goHopie kposi (150 ocib).

Cnocib nporHo3yBaHHSA pU3NKY PO3BUTKY OHKOreMaToJSIOoMYHUX 3aXBOPIOBaHb Yy OCI0, WO 3a3Hanu
pagiauinHOro onNpOMIHEHHS IFTIOCTPYETLCA NPUKNagaMm KOHKPETHOrO BUKOHAHHS.

Mpuknag 1: Xsopun L., pekoHBanecueHT rocTpoi npomeHeBoi xBopobu (IMX) 1-ro ctynens, 53
poku, icTopia xBopobu Ne 1831. [liarHo3: rocTtpa MienobnacTtHa nevikemis. [liarHo3 BCTAHOBEHUN Ha
nigcrtasi MOpOnOriYHoro, UMTOXIMIYHOrO, iIMyHO(EHOTUNOBOro AOCHIMKEHHSA KICTKOBOrO MO3KY Ta
nepudepudHOi KpoBi, KNiHIYHOT KapTUHW. Y 3B'A3Ky 3 PO3BUTKOM MAHUMTOMEHIi, sika CynpoBOOXYE
NPOrpecyBaHHs 3axBOPIOBaAHHS, XBOPUMIA OTpPMMYyBaB Mani 403u uuto3apy. B o6'ekTmBHOMY cTaTyci
BiAMiYanmMca CUMMNTOMW 3arasnbHO-IHTOKCUKALIMHOro, aHEMIYHOro Ta remopariyHoro cuHapomis. lMNepuui
NPOsiBU 3aXBOPIOBAHHS 3'IBUNUCA HA BOCbMOMY POLii NiCNSA rOCTPOro OnpoOMiHEHHS.

IMyHoreHeTnyHun nacnopt xsoporo: 0(l), Rh(+), HLA-A*03,26; B*17,38; C*07,12; DRB1*04,11;
DQB1*0302, 0502; DQA1*0101, 0505. HasBHicTb B reHoTUNi xBOoporo anenen HLA-A*26; B*38; C*07;
DRB1*04, 11 posBonwuna nporHo3yBaTW MOAarbLUMA PO3BUTOK OHKOreMaTtosioriyHoi naTornorii 3
HeraTMBHMUM MPOrHO30M AN MiKyBaHHA, Wo i 6yno nigTBepaXkeHOo nepebirom 3axBoptoBaHHSA. Y
XBOPOr0 Ha BOCbMOMY pOLUi MiCNS ONPOMIHEHHA PO3BMHYNUCS reMaToforiyYHi MOPYLUEHHSA, SKi
NPOSIBIIANUCS aHEMiel, TPOMOOLUUTOMEHIED, CyOnNenkKeMiYHUM NEenKkouuTo30M, OnacTtemiero B
nepndepunyHin kposi. Mpu nornmbneHomMy remaTonorivHoMy o6CTeXeHHiI B acrnipaTi KICTKOBOrO MO3Ky
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6yno BusiBneHo 68 % 6nacTiB, a uUMTOXiMiYHE Ta iMyHOEHOTUNOBE OBCTEXEHHA [03BONUNO
BCTAHOBUTU AiarHO3 rocTpoi MiennobnacTHoi nenkemii.

Mpuknag 2: Xeopa b., ITIX 2-ro cT.,, 55 pokiB, ictopia xBopobu Ne 1495. [iarHos:
MienogmcnnactnyHum cungpom (MAC). BupaxeHun remopariyHmim cuHgpom. [LiarHod MOAC 6yno
BepidikoBaHO Ha nigctasi MOPMOSOriYHOro i IMyHOEHOTUNOBOIO AOCHIAXEHHSA KPOBi Ta KICTKOBOrO
MO3Ky. Yepes 7 pokKiB MNiCns roCTPOro OnNpPOMIHEHHS Yy XBOPOI 3'ABUNUCS NepLUi 03HaKn NOpyLUEHb 3
OOKy KpPOBOTBOPHOI CUCTEMM Y BWUMMSAAI 3HWKEHHSI OCHOBHMX MOKa3HWKIB MepudepunyHoi  KpoBi,
remoparidyHnin CMHAPOM, iH(PEKUINHI yCknagHeHHA. XBopa OTpMMyBana CUMATOMATUYHY Tepanito, dka
He [Jana no3nTMBHOI AuHamikn. [lpoBegeHe nornnbneHe remaTonoriyHe OOCTEXEHHs BUSIBUNO
MOpYyLLIEHHS Ha PpiBHIi KICTKOBOrO MO3Ky, WO Aano MOXNuBIicTb nigTBepantn possutok MOC
pagioacouinoBaHoro xapaktepy. Ockinbkun cneumdivyHOro nikyBaHHs Ans LbOro 3axBOPKOBAHHS He
iCHye, nauieHT oTpuMMyBaB remoTpaHcdysii epuTpomMacu Ta iHWY cumMnToMaTuU4Hy Tepanito. 3a
pesynbTataMmu MnikyBaHHA 6yno OCATHYTO HE3HAYHOro MOKpaLLeHHS 3aranbHOro CTaHy XBOporo, xova
NMOKa3HUKM nNepmudepunyHoi KpOBI 3anmiianucsa Ha nonepeaHix piBHAX. Yepes gesknii yac, He3Baxarouu
Ha BuLle3a3HayeHy Tepanito, XxBopa noMmepna.

IMyHOreHeTnuHuin nacnopt xsopoi: 0(l), Rh(+), HLA-A*02,26; B*27,35; C*04,07; DRB1*04,16;
DQB1*0302, 0501; DQA1*0101, 0501. HasiBHicTb B reHoTuni xBopoi anenen HLA-A*26; B*35; C*07,
DRB1*04, DQA1*0101, DQB1*0501 pgosBonuna nporHodyeatv nodanblUMiA PO3BUTOK NATOMOTrii
KPOBOTBOPHOI CUCTEMU 3 HEraTMBHMM MPOTrHO30M ANs NiKyBaHHS, Wo i 6yno nigTBepmkeHo nepebirom
3axBOplOBaHHA. Y XBOPOi Ha CbOMOMY poUi MiCns OMPOMIHEHHS PO3BMHYNAcA MNaHUMTONEHIA B
nepudepuyHin KpoBi, a Npu NornMbneHoMy obCTEXeHHI B KICTKOBOMY MO3KY BUSIBNIEHO 3HWXXEHHS NOrO
KNITUHHOCTI i3 3BYXEHHAM epuUTPOIAHOro MapocTKa, WO B CYKYMHOCTI AaHWX [ano MOXIMBICTb
BCTAHOBMTU  [JiarHo3 MienogucnnactuyHoro cuHapomy. Lle 3axBoproBaHHA  Hanexutb [0
nepeanenkemMiyHnx CTaHiB, OCHOBHOK MPUYMHOK PO3BUTKY € pagiauiiiHe OnpoMiHeHHS i B BinbLuoCTi
BMNagKiB TPaHCHOPMYETLCH B FOCTPY FTENKEMIlO.

Mpuknag 3: Xsopun M., IMIX 3-ro cT., 59 pokie, icTopist xBopobu Ne 2524. [iarHo3: pedpakTepHa
aHemis 3 Hagnmuvwkom 6nactie (PAHB). OiarHo3 PAHB 6yno BcTaHOBNEHO Ha MigcTaBi KMiHIYHOI
KapTUHKW, MopdonoriyHoro i iMyHoeHOTUNOBOrO AOCHIAKEHHS KPOBi Ta KICTKOBOrO MO3KY 4epes
ABaHaJUATb POKiB MiCns ONpoOMiHEHHA. Y XBOPOro nicrs AOBroro nepiogy BigHOCHOro 6naronony4ys,
PO3BUMHYNNCA CUMMTOMMU 3ararnbHO-IHTOKCMKAUIMHOMO CUHAPOMY, MOMIpHa UMTONEHiA | BiH He
3BEpPTaBCA 3a MeAMYHOK LOMOMOroH BNpoAoBX poky. [Nosia rmmbokoi aHemii (remorno6iH 46,2 r/n)
cTana npvsodom Ao rocnitanidadii. NMpu nornnbneHomy rematonoriyHOMy obBCTeXeHHi B aHanisax
nepnepuyHOi KPOBi 3CyB A0 HE3PINMX rpaHynounTiB Ta NOsIBOK MNOOAMHOKUX GracTi. [JocnigpkeHHs
KICTKOBOro MO3Ky nigTBepamno nonepegHin giarHos MOC (PAHB). Y noganbwomy nposoaunucs
TiNbKM Mani 4o3n uuTo3apy Ta cuMmnToMaTtudHa Tepanid. [poBeAeHHs nikyBaHHA CYnpoBOAKYBanocs
PO3BUTKOM TSXKKUX TPUBANMX LUTOMEHIN, @ TaKoX YNCMNEHHUMU iHPEKLIMHUMN yCKnagHeHHAMN. Yepes
OesiKU Yac XBOpUIM nomep.

IMyHoreHeTnyHMn nacnopt xsoporo; A(ll), Rh(+), HLA-A*11,24; B*08,38; C*04,06; DRB1*04,15;
DQB1*0101,0602; DQA1*0103, 0501. HasasHictb anenein HLA-A*11, HLA-B*38 ta HLA-DRB1*04
J03BOMNuna nporHo3yBaTW noAanblUMii PO3BUTOK OHKOreMaTororiyHOl naTonorii 3 HeraTMBHUM
NPOrHO30M Ansi MiKyBaHHA, Wo i O6yno nigTBepkeHo nepebirom 3axBoproBaHHA. Y MauieHTa Ha
ABaHagLUATOMY poui Micns ONPOMIHEHHS 3'ABUBCS BUPaXXEHUIN reMopariyH1in CUHAPOM, Lo NPU3BIB 40
po3Butky rnunbokoi aHemii. B aHanisi nepudepuyHoi KpoBi Oyna Takox BusiBneHa rnnboka
TpombouuToneHis. KicTKoBMI MO30K FiMONNACTUYHWUIA i3 3BY)KEHHAM BCiX MapoCTKIB KPOBOTBOPEHHS,
NigBULLIEHHA BMICTY 6riacTHuX KnituH o 12 %. Bci Ui gaHi gann MoXnmBiCTb BCTAHOBUTU XBOPOMY
AiarHo3 MienogucniacTMYHOro CMHAPOMY, pedppakTepHa aHeMisa 3 Hagnuwkom 6nactis (PAHB).

Y npencrtaBneHux BuNagkax BigMiYaBCA arpeCUBHUA KOPOTKOTpMBaNun nepebir 3axBOPHOBaHHS,
KU 3aKiHYMBCS NeTanbHO.

Mpuknag 4: Xeopun K., 59 IMIX 1-ro cT., ictopia xBopo6u Ne 3411. [liarHo3: iMyHHa NaHUMTONEHIS.
HiarHo3 ©yno BCTaHOBMEHO Ha nigcTaBi NOrNMOMNEHOrO  KNiHIKO-reMaTosnoriYyHOro 06CTEXEHHS,
MOPAOOriYHOro i iIMyHO(EHOTUNOBOrO AOCHIMKEHHSA KPOBI Ta KiCTKOBOro Mo3ky B 2004 p. B aHamHesi
y XBOPOro BigMidanucs nepiogunyHi 3HWKEHHS Yucra fenkouuMTiB Ta TpoMbouuTiB, MOMipHa aHemis.
XBOpun 3HaxoamBCA Nif ANCNAHCEPHUM Harns4oM y remartonora, ogHak nicns npoBeAeHHs AeKinbkox
KypciB renaTponHoi Ta CUMMATOMATUYHOI Tepanii CTaH NOro 3Ha4yHO MNOKpaLLMBCH, BiAHOBUNUCA
MOKa3HWKM KPOBi, B KICTKOBOMY MO3KY MaTororiyHUX BigXuneHb He Bigmivanocs. Llopoky nauieHT
NPOXoauB MOBHE ODCTEXEHHS i CTaH MOro 3anvaBcs 3afdoBilbHUM. Y noganblioMy creumdivHol
Tepanii He OTpMMyBaB, Tak ik nepebir 3axBOPIOBaHHA XapakTepuayBaBcsl 4OOpOsiKiCHiCTIO. auieHT
30epirae aKkTUBHICTb, MpaLoE.

ImyHoreHeTnyHun nacnopt xsoporo: A(ll), Rh(+), HLA-A*01,03; B*14,18; C*01,06; DRB1*02,15;
DQB1*0101,0602; DQA1*0103, 0501. BigcytHicTb anenen : HLA-A*24; HLA-A*02; HLA-A*11; HLA-
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B*35; HLA-B*51; HLA-C*07; HLA-DRB1*11 Ta rannotuny HLA-DQA1*0101, DQB1*0501, vy
CYKYMHOCTiI 3 Mapkepamu niaBuLLEHOI pagiovyTnneocTi opraHiamy HLA-A*26; - HLA-B*38; HLA-B*35;
HLA-DRB1*04 cBigunTb Npo NO3UTUBHUIA pe3yrnbTaT NikyBaHHS, WO Oyno niaTBepakeHo nepebirom
3aXBOPHOBaHHS.

Takum 4YMHOM, HaBedeHi NpuKnagn NigTBEPLKYHTb BUCOKY iHPOPMATUBHICTL 3anpOnOHOBaHMX
rEHEeTUYHUX MapkepiB, WO [da€ MOXIUBICTb HaAiiHO MNPOrHO3yBaTW pPU3NK  BUHWKHEHHS
OHKOremaroJIorivyHoi naTosorii y onpoMiHeHNxX ocid, Ta ocib, siki npodecinHO NoB'A3aHi 3 mkepenamu
iOHI3YlOMOro  BUMPOMIHIOBAHHSA, WO CNpuse nNiaBULWEHHIO edeKTUBHOCTI Ta iHAmBigyanisauil
NpoiNakTUYHNX 3ax0aiB LWOA0 Nonepe;KeHHs pO3BUTKY 3aXBOPOBaHb KPOBOTBOPHOI CUCTEMMN.
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®OPMYJIA KOPUCHOI MOLENI

Cnocib nporHo3yBaHHSA pPU3MKY PO3BUTKY OHKOreMaTosoriYHUX 3axXBOPHOBaHb y OCIO, WO 3a3Hanu gii
pagiauiiHOro OMNPOMIHEHHS, SKWA BKNOYAE [OCHIMKEHHA aKkTopiB pPU3UKY Y CKragi Kposi Ta
3[iAICHEHHS1 MPOrHO3YBaHHSA PU3UKY PO3BMTKY OHKOremaTtonoridHMX 3axBOpOBaHb y OCib, Lo 3a3Hanu
pajiauiiHOro OMpPOMiIHEHHS, SKUN BIAPISHAETBCA TUM, WO SK (PAKTOPU PU3UKY 3aCTOCOBYIOTLCSA
iMyHOreHeTu4Hi mapkepu HLA cuctemu i, Npu HasiBHOCTI anenen Ta ix cnony4veHb abo komGiHauin:
HLA-A*24; HLA-A*02; HLA-A*11; HLA-B*35; HLA-B*51; HLA-C*07; HLA-DRB1*11 Ta rannotuny
HLA-DQA1*0101, DQB1*0501, y cykynHOCTi 3 Mapkepamu MiABULLEHOT YyTNMBOCTI OpraHiamy Ao
pagiauii HLA-A*26; HLA-B*38; HLA-B*35; HLA-DRB1*04 - nporHo3yloTb MNigBULLEHUI PU3UK po3najis
B MEBHUX JlaHKax remonoesy, WO Chpusie peanisadii KiCTKOBOMO3KOBOrO CUHOPOMY Ta
OHKOreMaToSoriYHOI NAaToNOorii NPY ONPOMIHEHHI.
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