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N3BECTHO, 4TO rFeHeTMyeckm OOYCNOBEHHbIE
dakTopbl, ONPEenensioune OCHOBY BHYTPEHHEN
cpenbl opraHuM3aMa B LUMPOKOM CMbICNE CJIOBQ,
NPUHMMAOT caMmoe HenoCpPeaCTBEHHOE yyacTue B
dopMMPOBaAHNM NATONIOMMYECKUX NPOLECCOB. Xa-
pakTep BOCCTAHOBEHUS, MHTEHCMBHOCTb N pas-
HooGpasne KINHUYECKUX MPOSBNEHUNA, CNEeKTp
BO3MOXHbIX OCNOXHEHUI N BapuUaHTOB WCXOAO0B
BO MHOIOM OMpeaensitoTcs reHeTUYECKOM KOHCTU-
Tyumen opraHusama. MHOro4YMCNeHHble NpUMeEpPHI
CBSI3El HEKOTOPbIX FEHEeTUYEeCkn OeTePMUHUPO-
BaHHbIX NOIMMOP®MHbLIX CUCTEM C OCOOEHHOCTAMM
naToNIOrMYyeckmx NPoLECCOB, NPOTEKAIOLWNX B Op-
raHn3mMe YenoBeKa, CBUAETENbCTBYIOT O 3HAYNMOMN
pONN HACNeaACTBEHHOCTU B UHAMBUAYASIbHOM Xa-
pakTepe natonorum [1-6, 9].

3BeHbsl MaTtoreHe3a HacneaCTBEHHO 0OYCNoB-
NEHHbIX 3200/1EBAHMIA, B TOM YUCIE N OCTPON Nein-
kemuu (OJ1), onpenensaTcs XapakTepoM MoBpex-
NEHUNS TeHEeTUMYECKUX CTPYKTYP, HO GOpMUpPYIOTCS
Ha YPOBHE LIEJIOCTHOrO opraHnama, 4To u obycnas-
nMBaeT WHAMBUAYyaSIbHble OCOOEHHOCTU TeyeHus
naTonornyecknx NpoLeccoB. Jliobble NPosiIBNEHUS
XU3HEeAEeATEeNbHOCTN OpraHM3ma BN TCS pesysib-
TaTOM B3aMMOENCTBUS FrEHETUYECKM 0OYCNOBNEH-
HbIX 1 CpeaoBbIX GakTopoB. B Lenom HacneacTBeH-
Hasi KOHCTUTYLMS OpraHn3mMa BO MHOroM onpege-
NSeT MHOVBUAYaNbHYO cneunduky KINHUYECKOM
KapTuHbl 3aboneBaHus [1, 3, 6, 13].

KnuHuko-rematonormyeckas kaptuHa OJ1 'y
NEeTel Hepas3pbiBHO CBs3aHa C WHAMBUAOYASIbHOMN
peakTUBHOCTbIO O0NbHOro. 3710 obycnaBnvMBaeT
HEeobX0QMMOCTb AafiIbHEWLLEro mnoucka MporHo-
CTMYECKNX KPUTEPUEB C LENbID MHOVBMAOYyann3a-
UMM MOOX0A0B K JIEYEHUIO AaHHOro 3aboneBaHus.
KpariHe BaXXHbIM 011 YBEIMYEHUS NPOOOIKUTENb-
HOCTU M KAQ4eCTBa XM3HUN OOJIbHbIX C OHKOremMaTo-
flornyeckor naTtonoruen sasnaetca ¢gopmmpoBa-
HMe rpynn pyUcka Ha HayasbHbIX 3Tanax pPa3BuUTUS
NIENKEMNYECKOro NnpoLecca, OCHOBAHHbIX Ha KN~
HMKO-NabopaToOpHbIX MNoKalaTensx, peayfabraTax
VMMYHODEHOTUMUPOBAHUS, UMMYHOTMCTOXUMUN,
UMTOreHETUYECKUX W  MOJIEKYNIIPHO-TEHETMYE-

CKNUX WUCCNefoBaHUI KETOK OMyXOJIEBOr0O KJOHa,
a Takke OCOOEHHOCTAX reHeTUYECKOM KOHCTUTY-
umMn 6onbHOro pebeHka. Tako MynbTU(AKTOPHBLIN
aHanua Hanbonee NepPCrnekTUBHbIN AN UHOWBUAY-
anusaumm Tepanum octpon numdpobnacTHom nemn-
kemun (OJ11) y peten.

NHomBmnayanbHble OCOOEHHOCTU UMMYHOOU-
0NlI0rM4eckmx npoueccos, GopM1UpPoBaHME N pas-
BUTWE NATONOrMMU BO MHOIrOM onpepenaioTtca ¢e-
HOTUMWNYECKOW XapakTepUCTUKOWN W B3aMMOOEewn-
CTBMEM FEHETUYECKUX CTPYKTYP asnoaHTUrEHHbIX
CUCTEM KPOBU, CPean KOTOPbIX OAHO U3 BeayLmx
MEeCT 3aHMMaeT CcucTema [flaBHOro KoMmnsekca
rmcTocoBMecTumMmoctn 4enoseka HLA. YpesBbi-
YyanHbI nonuMopdun3mM reHoB cuctemol HLA obe-
CNeymBaeT BbICOKYIO CTEMeHb UHAVWBUAYASIbHOCTU
yesioBeka rno aHTUreHam 1 reHam rmcToOCOBMECTU-
MOCTU. YeTKOCTb B HacnegoBaHuMK, OTCYTCTBME
cuenfieHns ¢ 60NbLUMHCTBOM APYrnX CUCTEM KPO-
BUW, 3aBepLUEeHMEe OHTOreHesa K MOMEHTY poXxae-
HUSA UAK cpady Nocne Hero, NOCTOSIHCTBO B Te4e-
HUNE XU3HU, NO3BOMISET UCMOJIb30BaTb 3Ty CUCTEMY
ONS N3y4eHmnst OCHOB NPEeApPacnosiOXXEeHHOCTHU K 3a-
OoneBaHMsaAM, a TakXXe NPOrHO3MPOBAHUS TEYEHUS
naTonornyeckmx npoueccoB. o COBpPEMEHHbIM
npeacTaBfiEHMsS M  CYLLECTBYOLAa B3anWMOCBSA3b
mexay HLA — cneundunyHocTsamMun n 3aboneBaHnem
onpenensieT He TOJIbKO 0OLLYIO NpeapacnosioXeH-
HOCTb (MM PE3UCTEHTHOCTb) OpraHu3ama K ToMy
UM MHOMY BMAY NATONOMMn, HO N BANSIET HA CNeLl-
NPUKY NATONOMMYECKUX MEXAHN3MOB Y Pa3J/INYHbIX
WHONBMOOB NP BO3HUKHOBEHUN 3abonesaHus. o
MHEHMIO psiia aBTOPOB, 0COOEHHOCTMN @HTUIEHHOT O
cocTaBa TKaHen YenoBeka, ABAsg9Cb CTPYKTYPHbIMU
anemMeHTaMn MOBEPXHOCTHbIX MeMOpaH KNeTok,
OJHM M3 MEPBbIX BCTYNalOT B KOHTAKT C pasnuy-
HbIMW 3TUONOrNYECKNMN dakTopamMu (BUPYCHbIM,
XUMUYECKNUM, ayTONOrMYeCcKknm 1 ap.), onpeanens-
IOT YYBCTBUTENIBHOCTb KJIETKU K 3TUM akTopam n
XapakTep nx BO3OencTBuUA Ha kneTtky [2, 3, 4, 8, 9,
10,11,12,14, 15, 16, 17].

OTcyTCcTBME NATOrHOMOHUYHBIX 151 OCTPOW Nnei-
KEMUN, a TaKXKe Pas/iNyHbIX BApPUAHTOB €€ TedYeHuUs
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HLA-cneun®unyHOCTEN CBUAETENBLCTBYET HE TOJbKO
0 HeobXOAUMOCTU MPOBEAEHUS AaNlbHENLINX UC-
CcnepoBaHMi B 4aHHOM HanpasfiEHUU, HO N U3yye-
Hua HLA-cneundunyHOCTEN B KOMMIEKCE C APYrnMU
reHeTU4ecKUMmn Mapkepamu 3aboneBaHus. Yem
LUMPE CMeKTP reHeTU4Yeckn OOYCNOBEHHbLIX dak-
TOPOB, ACCOLMWPOBAHHbLIX C 3ab00NIEBAHMEM, TEM
BbllLIEe BEPOSATHOCTb BbISIBAEHUS NPEAPACNONOXEH-
HOCTWN K HEMY M TOYHOCTb MPOrHO3MPOBAHUS Teye-
HUS nenkemMmmyeckoro npouecca. KomnnekcHole nc-
CnenoBaHns B 3TOM HanpaB/iEHUM SABSIOTCA aKTy-
aNbHbIMU 1 HAY4YHO 0OOCHOBAHHbLIMMU.

OOHMM 13 OOWENPU3HAHHBIX TFEHETUYECKMX
MapKepoB pas3fnyHbiXx 3aboneBaHun y YenoBeka
ABNSETCH XapakTep KOXHbIX PUCYHKOB Ha nasb-
uax u napgoHsax. depmatornuduyeckme npusHaku
WM UCTUHHbIE Y30pbl aNUOepPMalibHbIX rpebHen
Ha nanblax npeactaBfieHbl TPEMA TUNamMm y30-
poB (ayrun, netnun (ynbHapHble, pagvanbHblie), 3a-
BUTKM); Ha NagoOHN - OTCYTCTBMEM WU HaMYNEM
Yy30pOB Ha TeHape, rmnoTeHape U MexnasnbLEeBbIX
nonyweykax. OCHOBOM s AMarHOCTUYECKMX BO3-
MOXHOCTEN AepMaTornudukm 49BASETCS 4YeTkoe
npencTaBfeHne 0 HOpMe 1 nNaTtonorum rpebHeBom
Kkoxu. B pmcmopdonornm HeobblYHble BapuaH-
Tbl AepMaTornuduKkn 1 aHoManum crubaTenbHbiX
CKNafoK OTHOCSAT K MasiblM aHOManmaMm pasBuTus
(MAP) wnn wnHpopmMaTMBHLIM MOpdOreHeTn4e-
cknm BapumaHTam. CnepoBaTtefibHO, U Nonynsaum-
OHHas YyacToTa 1 gmarHocTunyeckoe 3HavyeHne MAP
MPUMEHMMO O/ KOHCTaTauum peakoro BapuaHTa
HOPMbI UM natonorum gepmatornndukmn. Obuwe-
MPUHATO, YTO CPenHdAd MOonynsuMOHHas 4YactoTa
MAP coctaBnsiet 5% n HMXe, a Hanmyme 3-x u 60-
fiee mMasblx aHOMannm y HOBOPOXAEHHOrro ABNgeT-
Cs KpUTEpMeM OMarHOCTUKU KJIIMHWUYECKN 3Ha4vn-
MOro BpoxaeHHoro nedekta (90% BEepoATHOCTH),
cuHopoma (50% BeposATHOCTN) NN OPraHNYecKo-
ro NOpaxeHnsi BHYTPEHHUX OPraHoB. dTU KpuTe-
pUn 1N Nernm B OCHOBY OMArHOCTUYECKOM UHTEpP-
npetaumn gepmMmatornudumkm, OCHOBHbIMU Xapak-
TEPUCTUKAMU KOTOPOM ABNSIIOTCA: peaKnii npuaHak
aepmarornnoukn (nonynsaumoHHas yactota 5% wm
HUXe); peakas nepmatornmduka (1-2 peakmx npu-
3Haka gepmMaTtornudurkm); naTonormdeckas gepma-
Tornndwuka (3 n bonee peaknx npusHaka). Peokue
nPU3Hakn gepmMaTornmdpunkn oTMe4vatTcs B Tpex
CTPYKTYpax KUCTU (crmbaTesibHble CKNaaku, y30pbl
nanbLEB, y30pPbl NaJ0OHEN) KaK B KAYECTBEHHOM,
Tak N B KOJIMYECTBEHHOM OTHOLLUEHUN (rpebHeBoO
CYeT, NOoJI0OXEeHMe 0CeBOro Tpupagumyca u gp.), a
Takxe B BUAE 0QHOCTOPOHHEN U BUMaHyanbHOM’
nokanmsaunmn. Y yenoseka HacuyMTbiBaeTcs 6onee
30 penkumx NpusHakoB AepMaTornmdmkn, KOTopble
MCMOMb3yTCA B AMCMOPGONornm Kak nHdpopma-
TUBHbIE MOPdOreHeTn4ecKmne BapmaHThbl, ykasblBa-
foLLMe Ha BO3MOXHOCTb XPOMOCOMHOIo ancbanaH-
ca, MEHAENMPYIOLNX MyTaLWA NAN TEPATOrEHHOro
adpdekTay npobanpa [3, 7, 8, 13, 18].

PesynbTaThl HalIMX NpeabIayLInx nccrnenosa-
HUIA MO3BONMAM BbIABUTb  AepmaTtornnpueckme
napameTpbl, Hanbonee xapakTepHble ONa OeTen
Cc ocTpon numdobnactHon nenkemuen (OJ1J1):
OKOHYaHue rmaBHOM NAagOHHON NMHUM A HaA OOHOM
1M obenx NafoHaX BO 2 NoJsie, HaNMYMe CIIOXHOro
y3opa (CY) Ha guctanbHon danaHre Il v Il nanb-
ua ooHOM mnu obemx pyk U Benn4mHa rpebHeBomn
nnoTHocTu (I nn.) 6onee 23. laHHble nokasaTenu
nepmartornupukorpaMmmsl LiEenecoobpasHo yyunThl-
BaTb MPU NPOBEOEHUN CKPUHMHIOBbLIX MEPONnpus-
TUI NO BbISIBJIEHMIO FEHETUYECKOW npeapacnono-
XXEHHOCTU K Pa3BUTUIO IEMKEMNYECKOI0 npoLecca
y oeten [7].

Llenbto nccnenoBaHms sBUNOCb U3YYEHME B3a-
MMOCBSAI3M Mexay AOepmMaTtornnpuyeckumm rno-
Kaszatensmu, xapaktepom pacnpepeneHus HLA-
cneunduyHocTen y neten ¢ OJ1J1 u ocobeHHOCTA-
MM TEYEHUS NENKEMMNYECKOrO NPoLEecca.

MATEPUAJIbl U METO/A,bl

MccnepoBaHue nagoHHOWM gepmatornnduku
no knaccuyeckom metoanke CUMMINS, MYDLO u
nanbueBbix y3opoB no cucteme HENRY, nposeane-
HOy 165 peten ¢ OJIJ1. ManbueBon penbed. Kave-
CTBEHHAs xapakTepucTuka: TuMbl NaabLUEBbIX Y30-
poB A, L, W, A, UK-U, LIK-R, CY. KonnyectseHHas
xapaktepucTuka: I'c (rpedHesbin cueT) I, 11, 1II, IV, V
nanbLeB, CyMMapHbIli rpebHeBui cueT. J1agoHHbIN
penbed. KayecTBeHHas xapakTepucTuka: pUuCcyHoOK
Ha Hth, Th, I, lll, IV mexnanbueBbix nogyweykax;
X04 rnaBHbIX NagoHHbIX nuHuin A, B, C, D. Jloka-
An3auns rmaBHOro M AOMONMHUTENbHbLIX NaAOHHbIX
Tpupaguycos (i, t’, t”) onpegenanacb No Benn4n-
He rmaBHOro nagoHHoro yrna atd. KonnyecteseHHas
xapakTtepuctuka: Ic a-b, Ic b-c, c ¢c-d v c a-d;
rpedbHeBast NI0THOCTb (puc.1).

1-13 —napgoHHble nons; Th/l, Hth, Il — IV — napoHHble
nogylweyku; a, b, ¢, d — OCHOBHbIE NanbLEBbIE TPMPAAN-
ycbl; @’, d’ — AOMOMHUTENbHbIE NaNbLUEBLIE TPUPAANYChI;
A, B, C, D — rmaBHble nagoHHble nuHuu; t, t’, " — nagoH-
Hble Tpupaauycsl; I nn — rpedbHeBasi NOTHOCTb.

Puc. 1. Tonorpadus nagoHu yenoseka.
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YuyutbiBas mogudunumpylolee BamMsHuUe nona
Ha 3KCMPEeCCMBHOCTb MEHOB ManuSIPHOro y30-
pa, Npu aHanm3e AepMaTornMeUyYecknx OaHHbIX
BCe 00cnenoBaHHble AeTU Bbinn pacnpeneneHbl
Mo NonOBOMY MPU3HaKy. YUMTbiBas HanM4me B3an-
MOCBA3U Mexay PYHKLMNOHANbHOW aCUMMETPUEN
KOHEYHOCTEN U KOXHbIX Y30POB, aHann3 NpoOBO-
OMNCS Ha NpPaBoV U NeBOW pykax oTaenbHO. OueH-
Ka 3HA4YMMOCTU Kaxaoro ns 365 aHanuampyembix
NPU3HaKoB NMPOBOAWUMIACH C MOMOLLBID KpUTEpUs
MnpcoHa.

Ceponoruyeckoe HLA-tunupoBaHmne Obino
nposeneHo y 148 peteini ¢ OJIJ1, reHoTUNMpoOBa-
Hune —y 121 pebenka ¢ OJ1J1. C nomolLLblo MeTOO0B
HLA- TunuposaHus 66110 M3y4eHo pacnpeneneHme
AHTUFEHOB N FEHOB [/IABHOIO KOMMJeKca rmcTo-
coBmectumoctn (MHC- Major Histocompatibidity
Complex) | u |l knaccoB. TkaHeBoe TUNUPOBaHKE
HLA - aHTUreHoB NpoBOAUAN B MUKPOANMOOLU-
TOTOKCUYECKOM TeCcTe OBOLENPUHATBIM METOA0M
no Tepacakym C WCMONb30OBAaHMEM TeCT-NaHenm
TUNMMPYIOLWMX CbIBOPOTOK, OTKPbIBatOLWMX 38 crnew-
ndunyHocTen nokycos A, B, C, DR u DQ. leHoTu-
nMpoBaHMe annenbHbix BapuaHTtoB HLA | knacca
(nokychl A, B, Cw), Il knacca (nokycel DRB1, DQAT,
DQB1) npoeeneHo Ha AHK, nony4eHHO 13 nepu-
depuyeckon kposm Ha EATA ctaHoapTHbIM METO-
[OM BbicanuBaHua. Annenu onpenensnam MeToaom
annenb-cneuudunyeckorn amnamnpukaumm c CHUKk-
BEHC-cneundunyHbiMum npanmMmepamm (SSP) pupmbl
PROTRANS (lepmanus). WpeHTndukauuio npo-
OYKTOB aMnandukaumm n nx apxmBmpoBaHmne npo-
BOAMMM C UCMONb30BaHMEM BuaeocucTemsl “Gel-
Doc II”(FfepmaHuns). YyeT peldynbTaTtoB OCYLECT-
BNSNN C MOMOLLbIO PUPMEHHbIX KapT-NPOTOKOJIOB.
HLA-TMnupoBaHMe nNpoBeAeHO MNpu Hernocpea-
CTBEHHOM y4acTum K.6.H., CT.H.C. naboparopun
TKQHEBOro TUMNWPOBAHUA OTAENA remaTtosiornv u
TpaHcnnantonorum Y «<HHUPM HAMH YkpauHbl»
OmnTtpenko E.A. (pykoBoguTenb nabopatopumn —
0.6.H., npodeccop X.H. MnHyeHko). Ctatnuctmye-
CKWUI aHanmM3 pe3ynbTaTOB MMMYHOreHEeTU4YEeCKOro
TUNMMPOBAHUSA NPOBOJUIICS C YHETOM HEPABHOMEP-
HOro CLenneHnsa MeTogamMmm MaTeMaTn4eckom cTa-
TUCTUKWN, KOTOPbIE WUCMOMb3YIOTCHA B KINHNYECKOM
VMMYHOreHeTuke. [Onsg M3y4eHHbIX MNapameTpoB
paccymnTbiBaiM OTHOCUTENbHbIE KO3DDULMEHTHI
accoumaTmneHbix cBasen (RR) n cteneHb nx gocTo-
BEPHOCTU C UCMOJIb30OBAHMEM KOMIMbIOTEPHOW NPO-
rpaMmMbl UMMYHOME€HETUYECKOrO MOHUTOPUHrA.

M3yyeHbl 0COBEHHOCTN AepMaToKOMMIeKca u
xapaktep pacnpegenenna HLA-cneundunyHocTen
y AeTel C pas3nnyHbiMM BapuaHTaMu TedeHns 3abo-
nesanus. Y geten ¢ OJ1JT aHanM3npoBanncb MHULIN-
aNbHblE KIIMHUYECKO-abopaTopHble nokasaTtenu u
OCOOEHHOCTM TeyeHns 3abonieBaHus (CPOKK ycTa-
HOBJIEHUS N OJINTENIbHOCTb MEPBOW PEMUCCUN, Ha-
JIN4ME OCNIOXHEHUN, a Takke MPOAOSIKUTENbHOCTb
XW3HM OT MOMEHTA YCTAHOBMIEHNS ANarHo3a).

PE3VYJIbTATbI U UX OBCYXXIAEHUE

AHanua pacnpegeneHus gepmartornmdunye-
CKMX NMPU3HAKOB Cpean AeTeil C pasinyHbIM KJnN-
Huyecknum TedeHmem OJ1J1 BbiSBUA B3aMMOCBSA3b
MeXay Hanmm4nem B GeHoTUne Tex Uin UHbIX aep-
Matornnduyeckmx nokasarteneii 1 0oCoOEHHOCTS-
MW TedeHus 3abonesaHus. Tak, onsa Hebnaronpu-
ATHOrO MNPOrHo3a OTHOCUTEJIbHO CPOKOB YyCTa-
HOBJIEHNA TMEPBON  KIIMHUKO-reMaTonornyeckom
PEMUCCUN XapaKTePHbl Hanuyne y pebeHka pu-
CyHKa Ha IV mexnasnbLeBOon noayLleyke U OKoHYa-
HWE rMaBHOM NaA0HHOM NMNMHUK A Ha 06enx pykax B
none 2; ons 6n1aronpusaTHOro NPOrHo3a — PUCYHOK
Ha runoTteHape 06eunx pyk, yibHapHOE CMeLLEeHNE
0OCEBOro Tpupaanyca Ha o6eunx NafoHsax 1 BENNYU-
Ha rpebHeBoOl NNOTHOCTKN Bonee 25. [na neten ¢
NPOOOJIKNTENIBHOCTLIO MEepPBOV PEMUCCUN MEHee
OJHOro roga xapakTepHbl Hann4me pucyHka Ha lll
MeXnanbLeBOn noayLleyke 1 npaBsoM rmnoTeHape,
Hanu4une tt’ cnpasa n A1 Ha | nanbue cnpaea, d’ Ha
NeBOW pyke 1 BennymHa rpedbHeBOoM NioTHOCTM 60-
nee 25. lna peten ¢ NpOA0/IKNTENbHOCTbIO XXN3HU
MeHee OJHOro roga ot Hadana 3aboneBaHus Hau-
©oJiee xapakTepHbl PUCYHOK Ha NPaBOM rMnoTeHa-
pe, CNOXHbIA Yy30p Ha MpaBbiX MeXnasbLUeBbIX Mo-
ayuleykax n Hanm4me a’ Ha NpaBon pykKe.

N3yyeHne ocobBeHHOCTeN aepmMaTtornndukn y
neTen ¢ pasfiNyHbIMM OCIOXHEHUSIMU, Pa3BUBLLN-
Mmcs Ha ooHe NXT, nokasano, 4To 4Jis AeTemn ¢ NH-
GEKLMOHHBIMUY OCJTOXHEHUAMMN XapaKTEPHbl PUCY-
HOK Ha TeHape 1 Hanu4ume tt’ Ha NnpaBoV pyke, ong
[eTeln C BblpaXeHHbIM reMmopparm4eckmm CUHAPO-
MOM — pUCYHOK Ha lll nagoHHOM nogylleyke cnesa
u Hann4yme LUK-R Ha Il nansbue pykn. [Ana Heriponen-
KeEMUU XapaKkTepHbl PUCYHOK Ha |l nagoHHOM noay-
LeyKe 1 Hanu4me a’ Ha npasown pyke (puc.1).

Taknum 06pa3om, N3y4eHne B3anMOCBSA3UN MEX-
4y gepmMaTtornmduyecknmun rnokasatensamu, Hau-
Oonee xapaktepHbiMn ansa geteirt OJ1J1 n ocobeH-
HOCTAMMU KJIMHNYECKOrO TEYEHUHA NNENKEMNYECKOIO
npouecca nokasasno, 4TO pas/inyHble BapuaHTbl
TeyeHns 3ab60sIeBaHNA aCCOLMMPYIOTCS C NPUCYT-
CTBMEM B nX GEHOTUMNE ONpeaesieHHbIX AepMaTo-
Mn@UYecKnx napameTpoB, KOTOPbIE B KOMIJIEKCE
C OpYrMMuy reHeTUYeCcKUMn mMapkepamm onpene-
NA0T cneunduky naTtoreHeTn4eCkMx MexaHM3mMoB
pas3BUTUA OCTPOMN JIENKEMUMN.

Hamu Takke maydyeHbl 0COOEHHOCTU pacripe-
neneHna HLA-cneunduyHocTen y oeTen ¢ pasnmd-
HbIM TEYEHVEM NIENKEMUYECKOro npouecca. Tak, y
OeTen co CpokoM ycTaHoBneHus pemuccum OJIJ1
no3dgHee 33 OHA OT Havyana NPoOBEOEHUs Kypca
MXT BbIIBNEHO MOBbILLIEHNE KOHUEHTPALUUnN FreHOB
HLA-A*33, HLA-B*27, HLA-B*51, a takxe HLA-
DQB1*0101. MxyactoTta B HLA-reHoTune coctasu-
na cooTBeTCTBEHHO 21%, 26,3%, 31,6% n 68,4%,
a B rpynne getei ¢ 6onee paHHUM CPOKOM ycTa-
HOBneHns pemmuccum (0o 33 AHS) COOTBETCTBEHHO
5,9%, 13,7%, 14,7% n 22,5% (p<0,05). Hapsagy c
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3TUM BbIsiBfIEHblI HLA-cneunduyHOCTH, xapakTep-
Hble ona neten ¢ 6onee 6GNAronPUATHLIM NMPOrHO-
30M B OTHOLLEHUU CPOKOB YCTaHOBNEHUS NEPBON
KIMHNKO-reMaTolIorm4eckon pemuccumn. Tak, onsg
neten ¢ OJIJT n cpokoM CTaHOBJIEHUS PEMUCCUN
no 33 gHa MNXT Hanbonee xapakTepHbl HLA-A*02,

Pucyrok Ha Th ofeux pye O wa | naneye chpass

|E| C morcuseckms rengtumom B Bes renamira
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HLA-B*07, HLA-Cw*02 n HLA-DRB1*11. Ux u4a-
CTOTa COOTBETCTBEHHO cocTaBuna 29,4%, 13,7%,
19,6% n 24,5%, a B rpynne netein ¢ bonee no3a-
HMM CPOKOM HacTtynneHus pemuccumn — 10,5%,
5,3%,10,5% 1 10,5% cOOTBETCTBEHHO.
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PucyHok 1. OcobeHHOCTU fiepmaTornuduky y AeTel C pa3nnyHbIMA 0CNOXHEHUSIMM NIEIKEMWUYECKOrO NpoLecca

Ona peten ¢ 6onbLuen NpoaoIKNTENBbHOCTbIO
XM3HM OT MOMEHTa yCcTaHoBNeHus amarHo3a OJ1J1
xapaktepHbl  HLA-cneumdpwunyHoctn HLA-B*13,
HLA-DRB1*04 n HLA-DQB1*0301, ¢ MeHbluewn
npoao/KnTeNnbHoCcTblo — HLA-A*24 n HLA-Cw*07.
Tak y petenn, ymepwmnx B | octpom nepuoge OJIJ1,
BKJItOYASA NEPBUYHO PE3UCTEHTHLIE POPMBbI, AOCTO-
BEpPHO Yaule BbigBnasnncb HLA-A*24 n HLA-Cw*07.
[na peten, HaxogsWUXCs B CTOMKON PEMUCCUMN
nocne | octporo nepuopga OJ1J1 Hanbonee xapak-
TepHbl HLA-B*13 n HLA-DRB1*04. Kpome ToOro, y
18 yenosek (15,8%) neteir ¢ OJIJ1 Obin BbIABNEH
HLA-DQB1*0301, B TO Bpems Kak B rpynne geten,
ymepuwmx B | ocTpom nepuroae 3aboneBaHns OH Bbl-
SIBJIEH He ObliJl.

Ina peten ¢ rHOWMHO-CENTUYECKMMM OCIIOX-
HeHnaMmn OJ1J1 Hambonee xapaktepeH HLA-A*24.
Hapsny ¢ aTuMm, y AeTelr C HEOCNOXHEHHbIM WH-
dEKLMOHHBIM MPOLLECCOM Te4YeHneM 3ab01eBaHNS
nocToBepHO vaule Bbigenancs HLA-Cw*04. Kpome
TOro, Ansl 0eTen C OCNOXHEHHbIM TevyeHnem OJ1J1
xapaktepHbl HLA-B*27 n HLA-DQB1*0302, Heoc-
JIOXKHEHHbIM FHOWMHO-CENTUYECKUMMUN MNPOSIBIEHUS-
Mun — HLA-B*07 n HLA-DRB1*15.

Y neten ¢ passuBwKUMCS Ha ¢$oHe [XT BbI-
paXeHHbIM TremMopparn4eckum CUHAPOMOM [0-
CTOBEepHO yauwe BbisBngancbe HLA-B*51 mn HLA-
DRB1*11, B rpynne geTten 6e€3 remopparnyeckumx
nposisneHun — HLA-A*02. Kpome Toro, ons neten
¢ OJ1J1, oCnoXHeHHOM remopparnyeckmm CcUHAPO-
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MOM Hanbonee xapakTepHbIM ObIIO MPUCYTCTBUE
B HLA-reHotune HLA-A*25 n HLA-B*41. Cnenyet
OTMETUTb, YTO B rpynne geten 6e3 remopparu-
yeckux nposeneHuii OJ1J1 [OCTOBEPHO valle Bbl-
apnanca Cw*06. na neter ¢ OJIJ1 n pasButuem
Helponenkemmn Hambonee xapaktepHol HLA-
cneundunyHocTn: HLA-A*26, HLA-B*07, HLA-B*27,
HLA-Cw*03 n HLA-DQA1*0301.

Taknm obpasom, mapkepamMu 61aronpuAaTHOroO
nporHo3a OJ1J1 0OTHOCUTENBHO CPOKOB YCTaHOBJE-
Hua pemuccumasnaTca HLA-A*02 nHLA-DRB1*11,
6es3peunanBHOn BbikMBaemoctn - HLA-B*13 u
HLA-DRB1*04, pa3sutnsa MHMEKLMOHHbIX NpoLec-
coB Ha ¢poHe MNXT - HLA-Cw*04, remopparn4ecko-
ro cuHgpoma - HLA-A*02. Kpome Toro, Mmapkepamu
6naronpusaTHOro MPOrHo3a OTHOCUTENIBHO CPOKOB
ycTtaHoBneHus pemuccum OJ1J1 aenaiotcsa HLA-B*07
n HLA-Cw*02, 6e3peumamBHOi BbIKMBAEMOCTU -
HLA-DQB1*0301, pa3BuUTUSA THOMHO-CEMTUYECKMX
ocnoxHeHuin - HLA-B*07 n HLA-DRB1*15, remop-
parmnyeckoro cuHgpoma - Cw*06.

Mapkepom HebnaronpuatHoro nporHosa OJ1J1
OTHOCUTENIbHO CPOKOB YCTAHOBMIEHUSI MEPBOM K-
HUKO-reMaToslIormyeckon  peMmccun  SBNSIETCS
HLA-B*51, pasButunst MIHGEKLIMOHHbIX MPOLECCOB HA
doHe MNXT - HLA-A*24, remopparnyeckoro CMHapo-
ma - HLA-B*51 n HLA-DRB1*11. Mapkepamu He-
6naronpusaTHOro MPOrHo3a OTHOCUTENIBHO CPOKOB
yctaHoBneHus pemuccumn OJ11 aenaiotca HLA-A*33,
HLA-B*27 n HLA-DQB1*0101,6e3peunanBHO Bbl-
xuBaemocTtn - HLA-A*24 n HLA-Cw*07, pa3sutus
FHOMHO-CEeNTUYECKNX OCNOXHEeHUn - HLA-B*27 un
HLA-DQB1*0302, remopparnyeckoro cmHapoma -
HLA-A*25 n HLA-B*41.

CnemyeT noAoyepkHyTb, YTO CBOEBPEMEH-
HbIi y4yeT y pebeHka AaHHbIX AepMaTornmdurko-
rpaMmmbl U ocobeHHocTel pacnpeneneHus HLA-
cneunduyHOCTEN, paclunpsaeT gMarHOCTUYecKue
BO3SMOXHOCTU TPaAULIMOHHBIX KJIIMHUKO-remMaTo-
JNIOrMYECKUX METOAOB MPOrHO3UPOBAHUSA TEYEHUS
NlenKeMmyeckoro npouecca.

B pe3ynbrate NpOBEOEHHOrO0 WUCCNEeO0BaHUS
Oblnn chopMmrpoBaHbl Hanbonee MHGOPMaATUBHBbIE
KOMMJIEKCHI AepMaTornnduyeckmux nokasaTenem v
HLA-cneumdunyHoCcTEN, KOTOPbIE KOPPEUPYIOT C
pa3nuyHbiM TeveHnem OJ1J1y peten.

Ona 6naronpusaTHOrO MpPOrHo3a OTHOCUTENb-
HO CPOKOB YCTAHOBJIEHUSI MEPBON KJIMHUKO-rema-
Tonorunyeckon pemuccun OJIJ1 xapakTepHO npu-
cyTcTBme y pebeHka B HLA-reHoTtune cneunduy-
HocTeln HLA-A*02 n HLA-DRB1*11, a B mepma-
TornuduvKe - pUCyHka Ha rmnoTeHape obeunx pyk,
YNIbHAPHOrO CMELLEHNS OCEBOro Tpupaguyca Ha
06eunx nagoHaX U BENNYNHBLI FPeOHEBON MIOTHOCTU
6onee 25; onga 6e3peunanBHON BbDKMBAEMOCTU —
HLA-B*13, HLA-DRB1*04, oTCyTCTBME PUCYHKA HA
MexXnanbLeBbIX MoAyLIEeYKax U T’mrnoTeHape, OTCyT-
CTBME AOMOJIHUTENBHBIX NAAOHHbLIX U MasbUEBbIX
TpUPaaMyCcoB, a TaKXe BenMyYMHa rpebHeBom nNaoT-

HOCTW MeHee 25. [1na peTteit ¢ HeOC/TOXHEHHbIM
MHOMEKLUMOHHBLIM NPOLECCOM TEYEHNEM JIENKEMUN
xapaktepHo co4deTaHne HLA-Cw*04 ¢ oTcyTCcTBU-
€M OBYX NaJ0HHbIX TPUPAANYCOB N PUCYHKA Ha M-
rnoTeHape; C HEOC/IOXHEHHbIM remMopparnyeckum
cuHgpoMom — HLA-A*02 1 OTCyTCTBUE CIIOXHOIo
y3opa Ha Il nansue pyku.

Ona HebnaronpuatHoro nporHo3a OJ1J1 oTHO-
CUTEJIbHO CPOKOB YCTAHOBJIEHUS MEPBOM KIIMHNKO-
remMaTosiorm4eckom pemMmccumn xapakTepHo co4e-
TaHne HLA-B*51 u pucyHka Ha IV mexnanbLeBon
nogywleyke; passuTuUs NHOEKLMOHHbIX MPOLLEeCCOB
Ha doHe MXT — HLA-A*24 u pucyHka Ha TeHape, a
Takke Hanmuue tt’ Ha npaBoW pyke; remopparu-
yeckoro cuHgpoma - HLA-B*51, HLA-DRB1*11
1 pucyHka Ha lll nagoHHOM noayuleyke cnesa, a
Takke Hannume LUK-R Ha Il nanbue pyku. Onga Hein-
ponenkeMun xapaktepHbl HLA-A*26, HLA-B*07,
HLA-B*27, HLA-Cw*03 n HLA-DQA1*0301 B co-
YyeTaHUM C PUCYHKOM Ha |l nagoHHOM noayLweyvke n
Hannynem a’ Ha NpaBom pyke.

BbIBO/bl

1. YcTaHOoBneHa accoumaTmBHasa CBA3b MEXAY Xa-
pPakTepOM KOXHbIX Y30POB NagoHelr 1 nasbLeB
pyK y pneteir n ocobeHHocTamMu TeueHuns OJJ1,
4YTO CBUOETENIbCTBYET O FEHETUYECKOW OeTep-
MWHWUPOBAHHOCTU [aHHOro 3abosieBaHus.

2. BbeigaBneHbl gepmatornndunyeckmue nokasarenu,
XapakTepHble ans 6naronpusaTHOro 1 Hebnaro-
npuaTHoro tedenms OJUJ1y getein. Ansa Hebna-
rONPUATHOrO MNPOrHO3a XapakTepHbl Hannyue
y pebeHka pucyHka Ha lll v IV mexnanbuesBoi
nogyLieykax u npasom runoTeHape, OKOH4YaHue
rnaBHOW NagoHHOW NuHMKM A Ha o06eunx pykax B
none 2, Hann4yme tt’ n cnoxHoro ysopa Ha l n I
nanbLax, a Takke BenmyinHa rpebHeBoi NnoT-
HocTu Gonee 25; pns 61aronpuUATHOrO - pUCy-
HOK Ha runoteHape 06eunx pyk, yfbHapHOe cMe-
LeHVE 0CEeBOro Tpupaanyca Ha o6enx nagoHsax
1 BeNnYMHa rpebHEeBO NNOTHOCTU MeHee 25.

3. OnpepneneHbl 0OCOOEHHOCTU pacrnpeneneHuns
HLA-cneunpunyHocTen y OeTen C pasfiuyHbIM
TedeHnem OJIJ1. Mapkepamu GnaronpusTHOro
nporHo3a OJ1J1 OTHOCUTENBHO CPOKOB YCTAHOB-
JIeHNSA NepPBON KIIMHUKO-reMaTo1I0rm4eckom pe-
mucecum asnaotca HLA-A*02 n HLA-DRB1*11,
6e3peunamnBHO BbixneaeMoct - HLA-B*13 n
HLA-DRB1*04, pa3sutnsa MHOEKUNOHHbIX NPO-
ueccoB Ha ¢doHe MNXT - HLA-Cw*04, remopparu-
yeckoro cuHgpoma - HLA-A*02. Mapkepom He-
6naronpuaTHoro nporHo3a OJ1J1 oTHoCUTENbHO
CPOKOB YCTaHOBJIEHUS PEMUCCUU FBNSETCSH
HLA-B*51, pa3Bntus MHPEKLMOHHbBIX NPOLEeC-
coB Ha ¢oHe MNXT - HLA-A*24, remopparun4ec-
koro cuHgpoma - HLA-B*51 n HLA-DRB1*11.

4. ChopmumpoBaHbl Hambonee WHGOPMATUBHbIE
KOMIMJIEKCHl AepMaTornmmdunyecknx nokasare-
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10.

11.

12.

13.

14.

15.

nen n HLA-cneundunyHoCTEN, KOPPENMpYoLLInE
C pasnuyHbiMU BapuaHTaMum TeyeHus 3abone-
BaHWSA, Pa3BUTMEM OCNTIOXHEHUI HA POHE MpPo-
BEAEHUS LNTOCTATMYECKON Tepanmu.

KomnnekcHoe  paccMOTpeHue  reHeTuyec-
KUX  XapakTepucTUK  paclumpsaeT  CrekTp
TPaOULIMOHHbIX KIMHUKO-AMarHoCTUYECKNX

MeToO0B NMPOrHo3MpoBaHNA Te4eHUdA nemnkemm-
4ecKkoro npouecca y geTten, cnocobCcTBysa WH-
anBmnayann3daumm tepaneBTU4eCckKnx noaxononB
K nedveHuto OJIJ1.
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NPO PE3YJIbTATU AEPMATOINIMIYHOIro
AOCHIIKEHHS | HLA-TUNYBAHHS Y AITEA 3
PI3HUM MNMEPEBIFOM FOCTPOI IIM®OBNACTHOI
NEUKEMIT
0.B. Ky4ep

HaujoHanbHa Mmean4yHa akagemis nicnaanunioMHoi OCBITU
imeHi M.J1.lLynwnka, Kuis, YkpaiHa

Po3BuTOK rocTpoi nenkemii 'y gitei, a Takox pisHoma-
HITHICTb KNIHIYHMX MPOSIBIB 3aXBOPIOBAHHS aCOLOETHCSH
3 TeHETUYHUMK dakTopamu OpraHi3my, Lo 0O6YMOBIIOE
aKTyanbHICTb NPOBEAEHHSA OOCNIOKEHb 3 BUBYEHHSA FreHe-
TUYHUX MapKepiB NerkemiyHoro npouecy. JlaHkn natore-
He3y OHKOremMaToJIori4yHMX 3aXBOPIOBAHb BU3HAYAIOTLCS
XapakTePOM MOLUKOOXKEHHS FTEHETUYHUX CTPYKTYp, ane
dOPMYIOTLCS Ha PIiBHI LiNICHOrO opraHiamy, Lo o0ymMoB-
NI0E iHaMBIAyanbHi ocobnmBocTi nepebiry naTonoriyHo-
ro npouecy. Binomo, wo HLA-cneumdiyHOCTi roNIOBHOIO
KOMMJIEKCY FICTOCYMICHOCTI € iIMyHOr€HETUYHUMWN MapKe-
pamMun 3 OOCUTb BUCOKUM CTYMEeHEeM acouialii O rocTpoi
nenkemii. OgHMM i3 3arasbHOBU3HAHNX FEHETUYHUX Map-
KepiB cnagkoBo O0OYMOB/EHMX 3aXBOPIOBAHb € LUKIPHUIA
MarstoOHOK NasnbLiB i ONOHb KACTEN pyK. poTe 4YiTKo He
BM3HA4Y€Hi MaTOrHOMOHIYHI AN9 Pi3HUX BapiaHTIiB roCTPOi
nerikeMii reHeTuYHi Mapkepu, WO CBiaYnNTb NPO Heobxia-
HICTb KOMMIEKCHOro niaxoay Ao AaHoi npobnemu.

Merta pocnigxeHHs. BuBuntn ocobimBoCTi B3aEMO-
3B’A3KY MiX AepMaTornidiyHMMm nokasHmkamu, xapak-
Tepom posnoginy HLA-cneundwunyHocten y giten 3 1 i
0cobMBOCTAMM Nepebiry NemkemMiyHoro NpoLLecy.

Marepiann 1a metoan. OdepmartornidiyHe pochni-
IoXeHHs nposeneHe y 165 giten 3 [J1J1 3a knacu4HoO
metoamkoto CUMMINS, MYDLO (monoHHa gepmatori-
dika) i cucrtemoto HENRY (nanbuesa gepmatornidika).
CeponoriyHe HLA-tunyBaHHsA npoBeneHo y 148 piten
3 [J11, reHoTunyBaHHa - y 121 antunHum 3 MJ1. TkaHUH-
He TunyBaHHA HLA - aHTMreHiB npoBOAWIOCS 3araib-
HOMPUWNHATUM METOAO0M No Tepacaki 3 BUKOPUCTAHHAM
TecT-naHeni TUNyK4YMx CUPOBATOK, siKi BiakpmBalwTb 38
cneundivyHocTen nokycis A, B, C, DR i DQ. leHoTunyBaH-
HS anenbHUX BapiaHTiB HLA | knacy (nokycu A, B, CW), Il
knacy (nokycv DRB1, DQA1, DQB1) nposeaeHo Ha AHK,
oTpuMaHoi 3 nepudepunyHoi kposi Ha EOTA ctaHpapT-
HVM METOJ0M BMCOJIIOBAHHS.

BucHoBkn. BcTaHOBREHO acoujaTMBHMIN 3B’A30K
MiXX XapakTepoM LUKIPHUX Bi3EPYHKIB AOJIOHb i NasbLiB
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pyK y Agiten i ocobnmueoctamu nepebiry MJ1, wo cBia-
YNTb MPO FEHETUYHY AETEPMIHOBAHICTb AAHOro 3axBoO-
pioBaHHA. BugBneHo gepmartornidivyHi NOKasHWKK, Xa-
pakTepHi Ona CApUSTIMBOrO i HECAPUATIMBOIO nepe-
Giry N1 y piteli. BuadHayeHo 0co6nMBOCTI po3noainy
HLA-cneundunyHocTel y giteii 3 pizHum nepebirom OJ1J1
LLOA0 TEPMIHIB BCTAHOB/IEHHS MEPLLOro KNiHiko-remaTo-
NOTiYHOI pemicii, pO3BUTKY IHDEKLIMHUX NPOLECIB | FeMO-
pariyHoro cuHapomy Ha ¢oHi ximiotepanii. ChoopmoBaHo
HarbBinbw iHpopMaTUBHI KOMMIEKCK AepMaTornididHnx
nokasHukis i HLA-cneunduyHoOCTEN, WO KOPENTh 3
pisHMMK BapiaHTamMu nepebiry 3axBOplOBaHHS, PO3BU-
TKOM yCKNagHeHb Ha (POHI NPOBeAEHHS LUTOCTATUYHOI
Tepanii. KoMnnekcHU po3rnsag reHeTUYHUX xapakTe-
PUCTUK PO3LUMPIOE CMEKTP TpaauUIMHUX KAiHIKO-A4ia-
FHOCTUMYHUX METOAIB MPOrHo3yBaHHS nepebiry neiike-
MIYHOrO Mpouecy y AiTen, cnpusiiodn iHaueigyanisawji
TepaneBTUYHMX NigxoaiB Ao nikysaHHs [T1J1.

KniouoBi cnoBa: roctpa nimdpobnactHa nenkemis,
niTu, KNiHiYHWiA nepebir, aepmatornidika, HLA-TUNyBaHHS.

SUMMARY

ON THE RESULTS OF THE STUDY DERMATOGLYPHIC
AND HLA-TYPING OF CHILDREN WITH DIFFERENT
COURSE OF ACUTE LYMPHOBLASTIC LEUKEMIA

E.V. Kucher

Shupyk National Medical Academy of Postgraduate Education,
Kyiv, Ukraine

The development of acute leukemia in children, as
well as a variety of clinical manifestations of disease
associated with genetic factors in the body that causes
the relevance of research on the genetic markers of the
leukemic process. Pathogenesis of hematologic diseases
are determined by the nature of the genetic damage
to structures, but are formed at the level of the whole
organism that causes the individual characteristics of the
pathological process. It is known that HLA-specificity of
the major histocompatibility complex are immunogenetic
markers with a sufficiently high degree of association

as to acute leukemia. One of the recognized genetic
markers of hereditary diseases is cutaneous drawing
fingers and palms of the hands. However, not clearly
defined pathognomonic for a variety of acute leukemia,
genetic markers, indicating a need for a comprehensive
approach to this problem.

Summary. Purpose. Objective. Explore the features of
the relationship between dermatoglyphic indicators, the
nature of the distribution of HLA-specificities in children
with ALL and features of the flow leukemic process.

Materials and methods. Dermatoglyphic study
was conducted in 165 children with ALL of the classical
technigue CUMMINS, MYDLO (palmar dermatoglyphics)
system and HENRY (toe dermatoglyphics). Serological
HLA-typing was performed in 148 children with ALL,
genotyping - 121 children with ALL. Tissue typing of HLA -
antigens was carried out by using Teracaki test panel (38
specificities loci A, B, C, DR and DQ). Genotyping allelic
variants of HLA class | (loci A, B, Cw), class Il (loci DRB1,
DQA1, DQB1) was carried out on DNA obtained from
peripheral blood by standard EDTA salting.

Conclusions. Established association between
character patterns skin of the palms and fingers of children
and flow characteristics of ALL, which indicates the genetic
determination of the disease. Revealed dermatoglyphic
indicators specific to the favorable and unfavorable course
of ALL in children. The features of the distribution of HLA-
specificities in children with ALL over different periods with
respect to the establishment of the first clinical remission,
the development of infectious processes and hemorrhagic
syndrome during chemotherapy. Formed mostinformative
complexes dermatoglyphic indexes and HLA-specificities
that correlate with different variants of the disease, its
complications on the background of cytostatic therapy. A
comprehensive examination of the genetic characteristics
of the expanding range of traditional clinical diagnostic
methods for predicting the course of leukemic children,
contributing to the individualization of therapeutic
approaches to the treatment of ALL.

Key words: acute lymphoblastic leukemia, children,
clinic, dermatoglyphics, HLA-typing.
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