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IIposedeno uccaedosanue noaumopghuszma eenog mpomboyumapruix eaukonpomeunog GPIIlla (T1565C), GPIba (T434C), GPIIb (T2622G)
u GPla (A1648G), omeemcmeenHbix 3a (hopmuposanue ainoanmueeHubix cucmem mpomooyumos HPA-1, -2, -3 u -5, y 60abHbIx XpoHu-
ueckoll ummynnou mpomboyumonenueii (UTII) u koumponvroii epynnwt. Cpedu 6oavrvix UTII doas eomoszueom eena GPIIb 2622 GG
(HPA-3b/3b) 6oaee uem 6 2 paza npesvicuna maxogyro ¢ KI: 23,9 % npomue 11,4 % coomeemcmeento (omnowenue wancog (OIL) = 2,4,
95 % dosepumenvroiit unmepgan (AH): 1,0-5,8; p = 0,05). Yacmoma eenomuna HPA-3a/3a (GPIIb 2622TT,8431le/lle) okazaracs
eoiute y 6oavhoix UTII ¢ eemoppacuweckum cunopomom (IC) 2—3-it cmenenu: 55,6 % npomue 25,0 % 6 epynne ¢ IC 0—1-ii cmenenu
oll = 3,8, 95 % JHU: 1,3—10,7, p = 0,02). Iloayuennvie dannbie ceudemenscmeyrom o eausnuu nosumoppusma T2622G cena GPIIb
Ha pazeumue Kax camozo 3abonresanus (cenomun 2622 GG), max u conpogoxcoarougux e2o msaxceavix nposeénenuit I'C (eenomun 2622 TT),
YMo NO360451eM PACCMAMPUBAMb YKA3AHHbLI NOAUMOPPU3M 8 KaUecmee NPOSHOCMUYeCK020 Kpumepus Heoaazonpusamuo2o mevenus HTII.

Karoueente cro6a: ummynnas mpomooyumonerus, eemoppasuieckuli CUHOpom, noaumopgusm eenos, een GPIIb, eenomun HPA-3b/3b (GPIIb
2622 GG), eenomun HPA-3a/3a (GPIIb 2622TT)
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GPIIB allelic polymorphism as a factor associated with the probability of immune thrombocytopenia
and the severity of hemorrhagic syndrome
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Polymorphism of platelet glycoproteins GPIIla (T1565C), GPIlba (T434C), GPIIb (T2622G) and GPla (A1648G) genes, responsible
for the formation of alloantigenic platelet systems HPA-1, -2, -3 and -5, in patients with chronic immune thrombocytopenia (ITP) and
in control group (CG) was investigated. Among ITP patients, the proportion of homozygotes of the GPIIb 2622 GG (HPA-3b/3b) gene
was more than 2 times higher than in CG: 23.9 % versus 11.4 % (odds ratio (OR) = 2.4, 95 % confidence interval (CI): 1.0-5.8, p = 0.05).
The frequency of HPA-3a/3a (GPIIb 2622TT,8431le/Ile) genotype was higher in ITP patients with 2—3 degrees of hemorrhagic
syndrome (HS): 55.6% versus 25.0% in the group with 0—I* degree of HS (OR = 3.8, 95 % CI: 1.3—10.7, p = 0.02). The obtained
data suggest the effect of T2622G polymorphism GPIIb gene both on development of disease (2622 GG genotype), and on serious
manifestations of HS (2622 TT genotype), which allows considering this polymorphism as unfavorable prognostic criterion in ITP
patients.
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Bsepnexue

IlepBuunast ummyHHass TpoMbounTonenust (UTII),
M3BECTHasI paHee KaK MAMONAaTH4IecKas TPOMOOIIUTOIIe-
HUYecKas IMypITypa, XapaKTepu3yeTcsl BapradeIbHOCTBIO
KJIMHUYIECKOTO TEYCHMSI, UYTO TIPOSIBIISIETCS, B YACTHOCTH,
Pa3IMYHON CTETICHBIO BRIPAXKEHHOCTU TeMOPPArnIecKOro
cunapoma (I'C). Pazputue I'C omocpemoBaHO mpexie
BCETro KOJIMIECTBOM TPOMOOIIUTOB M X (DYHKIIMOHAIBHOM
aKTUBHOCTHIO, a TAKXKe KOMOPOMIHOCTHIO MAIlMeHTa, €T
GU3NYECKOM M COLMANTbHON aKTUBHOCTBIO U APYTMMU
dakTopamu. HecMoTpst Ha TO 9YTO BEpOSITHOCTh Pa3BUTHUS
KIMHUYECKM 3HAYMMBIX KPOBOTCUYCHUI BO3pacTaer
npu ypoBHe TpoMOoLuToB <20—30 x 10°/11, y yacTu 60J1b-
HBIX JaXe TaKasl BBIpaXKeHHasT TPOMOOILIMTOIICHHUS He-
peaxo nporekaeT beccuMnToMHO [1, 2]. B cBOIO 04epenp,
Tsokenpiii 'C — HemocpemcTBeHHasT MPUYMHA CMEPTHU
1,6—3,9 % GoabHbIX exeroaHo [3]. DTo gaeT OCHOBaHME
paccmatpuBaTh MTII Kak coumaabHO 3HaUMMOE 3a00J1e-
BaHMUeE, a TAKXKE ITOAUYCPKHBACT aKTYaJIbHOCTD BBISIBICHUS
IIPOTHOCTUYECKUX (PAaKTOPOB, aCCOLMUPOBAHHBIX C PU-
CKOM BO3HMKHOBeHUS Tsikesoro I'C 1 3¢ GeKTUBHOCTHIO
JICYCHMUSI.

OIHUM 13 IEPCIEKTUBHBIX ITOIX0I0B K CTpaThuuKa-
1M 6oabHbIX U TII Ha rpynribl pucka SBAsIETCSI UCIIOJb-
30BaHME OMOJIOTUYECKUX MapKEPOB, OTIPEICIISTIOIINX NH-
NUBHIyaJbHblE OCOOEHHOCTU TEeYEeHHUsT 3a00JieBaHUS.
B 71011 cBSI3M HECOMHEHHBI HayYHBIM U MPaKTUYECKUMA
WHTEPeC IMPeICTaBIsIeT U3yIeHNEe ITaTOTeHETHIECKOI 3Ha-
YUMOCTH aJIJICIBHOTO IMOJUMOpPGhHU3Ma TeHOB, YIaCTBYIO-
IIMX B PETYJISIIIMM UMMYHHOI'O OTBETa, METaKapHUOILIMTO-
10332 1 GYHKIIMOHAJIBHOI aKTUBHOCTH TPOMOOIIUTOB.

B HacTos1iee BpeMs noJiydeHbl JaHHbIe 00 accolra-
IIMA HEKOTOPBIX T€HETUYECKMX BApUAHTOB C PHCKOM
BosHuKHOBeHMSI U TTI [4—7] ¢ 4yBCTBUTEIHPHOCTHIO M/ TN
PE3UCTEHTHOCTBIO K OTIEIbHBIM BUIaM Teparuu [8—11].
OmHako ciiemnyeT OTMETUTD, YTO PEe3yIbTaThl ATHX HCCIIe-
JIOBaHUI IIPOTUBOPEYNBEI.

Takum o06pa3om, Ha CErOIHSIIIHUI JeHb OTCYTCTBYET
OIHO3HAYHOE MHEHHE O POJIM T€HETUISCKUX (DaKTOPOB
B (hOPMUPOBAHUM TIPEIPACIIONOKECHHOCTH K Pa3BUTHIO
WTII, nporHo3upoBaHUM XapakKTepa TeyeHUsl 00JIe3HH,
BKJTIOUast BeIpaxkeHHOCTb I'C, 11 0TBeTa Ha JIeUeHHE.

OcHOBHas YaCTb aBTOPOB YIEJIsIeT BHUMaHUE U3yde-
HHUIO OCOOEHHOCTEH MoauMop¢u3Ma TeHOB UMMYHHOTO
OTBETa, B YACTHOCTH INPOBOCHATUTEIBHBIX IIUTOKUHOB
y 6onpHbIX UTII [4—8]. BMmecTe ¢ TeM BaxXHYIO pOJb
B OpMHPOBAaHUU AyTOMMMYHHBIX M T€MOCTAaTHIECKUX
p€aKuuii IIpy JAHHON ITAaTOJIOTMU MOTYT UTPaTh aJUIE/Ib-
HbIC BapUAHThI TCHOB TPOMOOIIUTAPHBIX IJTUKOIIPOTEHOB
(GP) GPIlla, GPIba, GPIIb u GPla, onipenensioniyie Ha-
JINYME aJUIOAHTUTeHHBIX cucTteM TpoMbounToB (HPA) —
HPA-1, -2, -3 u -5 cootBeTcTBeHHO. M3BeCTHO, 4TO TTO-
MHUMO BJIWSHUS Ha AaHTUTEHHBIC XapaKTePUCTUKHU
TpoMmbonuToB HPA-accoumnmpoBaHHBIE HYKJIEOTHIHBIE
3aMeHBI B TeHaX YKa3aHHBIX TJIMKOIIPOTEMHOB MOTYT ITPH-
BOIUTH K CYIIECTBEHHOMY M3MEHEHUIO aiTe3MBHBIX U ar-
peralMoHHbBIX CBOMCTB TPOMOOIIMTOB.

Ienbl0 HACTOSIILIETO MCCAEAOBAHMS CTAIO M3y4YeHUeE
aCCOIMATHUBHBIX CBSI3el MEXIY OCOOCHHOCTSIMU TeHOTHIIA
reHoB GPIIla, GPIba, GPIIb n GPla n BbIpaXXeHHOCTHIO
I'C y 6onbHBIX XxpoHUueckoit UTTI.

Mamepuanbl u Memopbl

B uccienoBanue ObLIM BKIIIOYEHBI 67 GOJIBHBIX XpO-
Huyeckoi MTII, naxogusiimxcs 1moa HaboaeHUeM B K-
HUKO-auarHoctuueckoM otaeneHu PT'bY PocHUUT'T
DOMBFBA Poccuu ¢ stuBapst 2011 mo Hos16pb 2017 1. JInarHos
U TI0Ka3aHMS K IIPOBEACHUIO TepaIllMi YCTaHABIMBAINCH
COIJIACHO MEXIYHAPOIHBIM M HAIIMOHAIBLHBIM PEKOMEH-
nmanmsam [12, 13]. Crenens BeipaxkeHHoctn I'C onieHuBa-
Jlach IO 11IKaJjle KpoBoTeyeHut BceMupHoii opraHu3auuu
3apaBooxpaHeHus [14].

OCHOBHBIE XapaKTEePUCTUKHU TTALIMIEHTOB IIPeICTaBIIe-
HBI B Ta01. 1. Mennana Bo3pacrta coctaBuia 57 (21-77)
netT. I[Ipeobnagaroiym O0JBIIMHCTBOM OBLIM XEHIIIUHbBI
(86 %). AnutenbHocth UTII oT MOMEHTa IMarHOCTUKHU
IO BKJIIOUEHMS B MCCICIOBaHNE HAXOIWIACh B TUara30He
oT 2 1o 48 meT. MUHUMaIbHOE YHUCJIO TPOMOOLIMTOB CO-
craBwiIO 17 % 109/J1 (MeauaHa).

ITo tsxectu I'C 6bUM chOpMUPOBAHBI 2 TPYIIILI
60sbHBIX. B 1-10 rpymimy Bonim 40 maunenTos ¢ I'C 0—1-i1
cTeneHu, Bropas Bkiouana 27 6onbHbIX ¢ I'C 2—3-ii cTe-
nenu. HaubGonee vacteiMu miposiBneHusiMu ['C 2—3-i1
CTeTNeHU ObUTM MaTOYHBIC KPOBOTCUCHUSI, KPOBOMBIIMSIHIS
B CKJIEpY, pexXKe MaKporeMaTypusi, KpOBOXapKaHbe W Me-
JieHa. Y 3 IaIlMEeHTOB MMENIM MECTO BHYTPUYCPEITHBIC
KPOBOUBJIMSIHUS 10 TUITY TeMOPPArndeckKoro MHCYJIbTA,
3aBEPIIMBIIMECS JETAIBHBIM MCXOAOM Yy 2 U3 HUX. Bce
MMAIlMEeHTHI 2-1 TPYIITBl HyXKOAINCh B IPUMEHEHUU pa3-
JIMYHBIX METOIOB 3KCTPEHHOM I'eMOCTAaTUYECKOU TepaIu,
YTO CTaJI0 OCHOBAHMEM JUIsSI BepU(DUKALINH Y HUAX TSLKEJTOM
dopmer UTTI.

Konrpomsnyo rpyniry (KI') cocraBunu 147 moHOpoB
KPOBHU.

JI1st perieHus1 LeJiu uccliefoBaHuUs ObLI IIpOoaHaIu31-
poBaH nojaumopdusm reroB GPIllla (T1565C), GPlba
(T434C), GPIIb (T2622G) u GPla (A1648G), OTBETCTBEH-
HBIX 32 (OPMUPOBAHNE AJNIOAHTUTEHHBIX CUCTEM TPOM-
o6ouutoB HPA-1, -2, -3 u -5 coorBeTcTBeHHO. /1)1 TeHO-
TUIUPOBaHUSA wucroab3oBanu wmeton [T P-TIAPO,
OCHOBaHHBII Ha MOJIMMepa3Hou 1iertHoi peakiuu (ITL[P)
U TIOCJICAYIOIIEM aHAIN3¢ IMMOJIMMOPGhHU3MA [UTMH PECTPUK-
noHHBIX pparmeHTOB (ITIP®) mpomykros ITLIP, o6pa-
0OTaHHBIX CITEIM(DUICCKIMHU SHIOHYKIIea3aMU PECTPUK-
uuu. [eHOMHYI0 Oe30KCUPUOOHYKIEMHOBYIO KUCJIOTY
(AHK) Bpimensim W3 JEUKOIUTOB HepUbepUIeCKOM
KpOBU, CTAOMJIM3UPOBAHHOM 3TUICHAMAMUHTETPAyKCYCHOM
KHCJIOTOM B KOHeYHOM KoHueHTpauuu 0,25 %, ¢ momo-
B0 cojieBoro Meromaa. I[locie n3MepeHnst ee KOHIICHTpa-
LIMK Ha CITeKTPOoOTOMETPE MPOBOAUIN aMITIN(UKALINIO
50—300 nHr o6pasua JHK B cTaHmapTHBIX YCIOBHUSIX.
I1o okonuanuwm I11P npoaykThl peakuiuy MUHKyOHUpOBaIu
¢ 10—15 en. cooTBEeTCTBYIOLIEH SHIOHYKIIEA3bl PECTPUK-
uMu B TedeHuWe 16—24 4, 1mociae 4Yero IMPOBOIMIU
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anekrpodope3 B 6 % nmonrakpuaaMuaHoM reje. [eHotun
MMaIeHTa OIPEeAe/ISIN B COOTBETCTBHH ¢ HA0OpOM ¢hpar-
meHTOB JIHK, BhISIBJIEHHBIX B rejie B pe3yibraTe IpoBeae-
Hug [T P-TTIP®-ananu3a.

Cratuctnyeckasi oo6padboTka pe3yJIETaTOB IPOBOIM -
JIach Ha MEPCOHAIBHOM KOMIIBIOTEPE C ITOMOIIBIO IIPO-
rpammbl GraphPad Prism, Bepcus 4.0 (GraphPad Soft-
ware Inc., San Diego, USA). YacToTy BcTpeyaeMOCTH
TEeHOTHUIIOB OIPEACISUIN IIPSIMBIM Hoac4YeTOM. 11T o1ieH-
KU cTereHu pa3nnuuii B YB reHOTUITOB MexXay Uccieaye-
MBIMU TPYIIIAMHM WCIIOJIB30BAJCSI TOYHBIN KPUTEPUil
®urepa. [Tpu 3ToM paccynThIBaIM KO3(MGULMEHT OTHO-
meHust maHcoB (OII) ¢ 95 % noBepuTeTbHBIM MHTEPBAIOM
(IN), a Takxke p-3HaueHne. COOTBETCTBUEC pacIipeaesie-
HUSI TCHOTUIIOB B 00C/IeI0BAHHBIX IPYIIIIaX KAHOHMYECKO-
My pacnpeaeneHuo Xapau—BaliHOepra olieHMBaNIu ¢ 1o~
Moliblo kputepus 2. Bo Bcex cirydasix craTMcTHYecKast
3HAYMMOCTh Pa3jIuduii IMPUHUMAJACh IPH 3HAYCHUU
p <0,05.

Pesynbmambi uccnefnoBaHus

OtaeibHbIE KIMHUKO-TeMaTOJI0rMYeCKUE MoKa3aTeIn
MaLMEHTOB B IpyImnax, cOPMUPOBAHHBIX IO CTEIIEHU
tskect I'C, TipencTaBieHbl B Ta0. 1.

Menuana Bo3pacta 00JbHBIX B Tpynmax ¢ I'C 0—1
u 2—3-1i crenieHu coctaBmwia 54 1 39 JIeT COOTBETCTBEHHO.

Ta6muua 1. Xapaxmepucmuka nayuenmos

Table 1. Patient characteristics

IToka3zarenb

MenuaHa Bo3pacra (Iuama3oH), JeT
Median age (range), years

Kenmuner, n (%)
Female, n (%)

Menunana nnurenbHOCTH U TII OT muarHOCTUKY (Iyama3oH), TOIbI
Median ITP duration from diagnosis (range), years

[penmecTByromas Tepamnus, n (%)
Previously therapy, n (%)
KOPTUKOCTEPOUIBI
corticosteroids
BHYTPUBEHHBI UMMYHOIJIOOYJIUH
intravenous immunoglobulin
CIUIEHOKTOMUS
splenectomy
arOHMCTHI pelierTopa TPOMOOIO3TUHA
thrombopoietin receptor agonists
> 2 TMHUNA Tepanuu
> 2 lines of therapy

MenraHa MUHMMAaJIbHOTO YKCJIa TPOMOOLIMTOB (quamna3oH), 10°/1
Median of minimum platelets number (range), 10°/L

JnurenpHOCTD 3a00J1eBaHUA (MeAMaHa) B TPYIIIax COCTa-
Bwia 11 u 9 et coorBeTcTBeHHO. 10Is1 OONBHBIX, Oy~
YUBIIUX 2 ¥ 00JIee IMHUI Tepanyy, ObUIa BRIIIE B TPYIIIE
¢ I'C 2—3-i1 crenenu: 70 % nportus 45 % B rpymnmne ¢ I'C
0—1-11 creneHu. Paznmuumsa Mexxay rpyImnaMu IO OTACTb-
HBIM KJIMHUKO-T€MAaTOJOTUYSCKHM ITOKa3aTeJIsIM He H0-
CTUTAJIM 3HAYMMBIX BEJIUIMH.

Pesynbratel cpaBHUTEJIFHOIO aHAIM3a pacipeaciic-
Hus reHoTuIoB y 6oabHbIX UTII u B KI' ipeacraBieHbl
B Ta0. 2.

HauGonee BbIpaxkeHHOE OTJIMYME TPYMIbI OOJIbHBIX
ot KI' 6b110 00Hapy:XeHO MpU aHaIM3e noaumopdusMa
T2622G rena GPIIb, orBeTCTBEHHOTO 3a (POPMUPOBaHNE
aJIJI0AaHTUTEHHOM cucTeMbl TpoMmbonuToB HPA-3. Jonsa
romo3uror 2622 GG (HPA-3b/3b) cpeau mnauueHTOB
¢ UTII 6onee yem B 2 pa3a npeBbiiana TakoByio B KI:
23,9 % nporus 11,4 % coorserctBeHHo, OIIl = 2,4, 95 %
OW: 1,0—-5,8; p=0,05. B To 3xe BpeMsI 4acTOTa BCTpevae-
MOCTHU TeTepo3uroT 1o reny GPIIb B rpyrme OOJIbHBIX
ObLIa HIDKE, HO HE JOCTUTAJIa CTATUCTUICCKU 3HAYMMOTIO
pazmuuust: 38,8 % npotus 52, 2 % B koHTpoIe, OLLL = 0,6,
95 % AN: 0,3—1,1; p=0,11. CTOUT OTMETUTD, YTO XapaK-
Tep pacIpeneeHNs TeHOTUIIOB 110 TTouMopdusmy GPIIb
T2622G y naunentos ¢ UTII uMen TeHIEHLIMIO K OTKJIO-
HEHUIO OT KAHOHUYECKOTO pacripeaeaeHus Xapai—BaiiH-
6epra (p = 0,086).

Ipynna 0oibHBIX

I'C 0—1-ii crenenn  I'C 2—3-ii cTenenu Bcero
n=40 n=27 n=67
54 (21-77) 39 (24—65) 57 (21-77)
34 (85) 24 (89) 58 (86)
11 (2—48) 9 (2—46) 7 (2—48)
40 (100) 27 (100) 67 (100)
2(5) 3(11) 5(7,5)

13 (33) 6 (22) 19 (28)

12 (30) 15 (56) 27 (40)

18 (45) 19 (70) 37 (55)
21 (0—47) 11 (0-26) 17 (0—47)

Ilpumeuanue. I'C — eemoppaeuuecxuii cunopom; UTII — ummynnas mpomoéoyumoneHus.

Note. HS — hemorrhagic syndrome; ITP — immune thrombocytopenia.
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Tadmuna 2. Pacnpedenenue eeHomunog uzy4eHHbiX 2eH08 y O0AbHbIX UMMYHHOU MPOMOOUUMOneHuel U 8 KOHMPOAbHOU epynne

Table 2. Genotypes distribution of the studied genes in immune thrombocytopenia patients and control group

Yacrora reoruna, %

I'en, mommopusm T'enoTun

UTII

n=67
GPIlla, 1565TT 74,6
T1565C 1565 TC 22,4
(Leu33Pro, HPA-1) 1565 CC 3,0
GPlba, 434 CC 83,6
C434T 434 CT 16,4
(Thr145Met, HPA-2) 434 TT 0,0
GPIIb, 2622 TT 37,3
T2622G 2622 TG 38.8
(HPA-3) 2622 GG 23,9
GPla, 1648 AA 76,1
A1648G 1648 AG 23,9
(HPA-5) 1648 GG 0,0

OIII (95 % AN)
KT

n=147

67,0
32,0 0,6 (0,3—1,2)
1,0

83,6
15,6 — —
0,8

36,4
52,2
11,4

82,4
17,6 - —
0,0

0,16

0,6 (0,
2,4(1,

S W
WD —
=~
P
S
(9]

£l

Ilpumenanue. UTII — ummynnas mpomboyumonenus; KI'— konmponvras epynna; OLIl — omuowenue wiarncos; JITH — doeepumenvhblii unmepean.
Note. ITP — immune thrombocytopenia; CG — control group; OR — odds ratio; CI — confidence interval.

B rpynne GofbHBIX HaOJIOAAIOCh TaKXKe CHMXKEHUE
o retepo3urot ro reny GPIIa (22,4 % nportus 32,0 %
B Hopme, OIIL = 0,6, 95 % AW: 0,3—1,2; p = 0,16) u, Ha-
IPOTUB, HEKOTOPOE YBEIIMYEHUE YACTOThI BCTPEYaeMOCTH
reHotuna GPla 1648 AG (23,9 % npotus 17,6 % B KI,
Olll=1,5,95 % AN: 0,6—3,6; p =0,5). OnHako 311 pa3-
JIMYYSI He OBUTH CTAaTUCTUICCKU 3HAYMMBIMU (CM. TaOJI. 2).

C uenbplo ycTaHOBIIEHUST acconuanum tskectu I'C
C TeHOTUIIAMU U3Y4YE€HHBIX F€HOB ObLI IIPOBEAEH CPaBHU-
TeJIbHBIM aHAIU3 pacIpeleieHuss TeHOTUIIOB B IPyIINax
OOoNBHBIX. Pe3ysbTaThl IpeacTaBIeHbl B Ta0MI. 3.

Bojiee moa0BUHbBI IALIMEHTOB € TSKEIbIM TeYeHUEM
I'C saBnsuich romosurotamu mno amwienu 2622T reHa
GPIIb (HPA-3a/3a), Toroa Kak B rpyIirne OOJbHBIX C He-
3HAYUTEJbHBIMU I'€MOPPArMYeCKUMU IMIPOSBICHUSIMU
JTOJISI TAKMX JIML cocTaBriia uib 25,0 %: OL = 3,8, 95 %
AW: 1,3—10,7; p = 0,02. HampoTuB, TOMO3UTOTHOE HOCH -
TeJabCTBO ajutenun 2622G B 2 pasa yalle 00HapyKHUBaJIOCh
cpenu 00JIbHBIX C JIerKoii crenenbio Tsekectu I'C (30,0 %
npotuB 14,8 % B rpynme I'C 2—3-ii ctenenu, O = 2,5,
95 % AW: 0,7-8,7; p = 0,24), omHAKO 3TO pasInUdue
He ObLIO CTaTUCTUYECKU 3HaYMMbIM. KpoMe Toro, B rpyI-
ne ¢ I'C 0—1-ii cTteneHn OTMEYAJIOCh TPEXKPAaTHOE YBe-
JINYEeHUE YACTOThI BCTPEYAaeMOCTHU I'€TePO3UIOT I10 TeHY
GPIba (434 TC, HPA-2a/2b) o cpaBHEHHUIO C TPYMIIOi
MallMEeHTOB C TsoKeJbIM TedyeHneM I'C: 22,5 % nporus
7,4 % coorBercTBeHHO, OIIl = 3,6, 95 % AU: 0,7—18,4;
p = 0,18. Ions rereposuror 1o reny GPIIIa 6blna mouTn
B 1,5 pa3za Bbllle cpeau OOJbHBIX C JIETKOW CTENEeHbIO
msxkectu I'C: 25,0 % nporus 18,5 % B rpyne I'C 2—3-ii
crenenu, Ol = 1,5, 95 % AU: 0,4—4,9; p = 0,77
(cm. Tabm. 3).

06cy:xneHue

BripaxxenHocTtb I'C gBisieTcs1 BaXKHEUIIIMM KpUTEpUEM
oueHkU Tsikecty TeueHus1 UTIT u Beibopa meTona Tepa-
muu [12, 13, 15, 16].

HecmoTps Ha To uTo BepossTHOCTh pa3putus I'C Hero-
CPEICTBEHHO 3aBUCHT OT CTEIICHU TSLKECTH TPOMOOLIMTOIIE-
HHMH, CIIeIyeT OTMETUTh OTCYTCTBHE YETKOM KOPPEJISIIMU
MEXIYy KOJIUYECTBOM TPOMOOLIUTOB U T€MOPPArnyeCKUMU
nposieieHussMu y 6onbHbIX MTII. Tak, crionrannsiii I'C
MpU ypoBHE TpoMOoLmToB 6osiee 30—50 x 109/.]1 BCTpevaeTcs
PenKo, B TO BpeMsI KaK IePCUCTUPYIOIIAst TPOMOOIIUTOIICHIST
<30 x 109/.11 aCcCOLIMMPOBaHAa C BEICOKUM PUCKOM Pa3BUTHUSI
KJIMHUYECKN 3HAYMMBIX KpoBoTedyeHUit [2, 15]. MMeHHO
IIPY TOM KOJIMYECTBE TPOMOOIIUTOB COBPEMEHHBIMH PYKO-
BOACTBaMU peKOMeEHIyeTcs TpoBeneHue Tepanuu [12, 13].
Kpome Toro, creayer oTMETUTD, YTO HAMOOJIBIIINE TPYIHOCTH
B pEIICHUU BOIIPOCA O JICYCHWM BO3HUKAIOT IIPU UKUCIIC
TpoMOGoLUTOB B auana3one ot 20 go 30 x 10°/1. AbcomoT-
HBIM TTOKa3aHWEM [UI MHULIMAIMU Tepallii He3aBUCHMO
or Hamuwust I'C sinsieTcst pomooLtonieHyst MeHee 10 x 10°/71.
Cpenu naleHTOB 3TOM TPYIIIBI OTMEUASTCsl HauOOJIbIIIast
YaCcTOTa BO3HUKHOBEHUS KIIMHUYECKY 3HAYMMBIX KPOBOTE-
yenHwuii (76,0 % ripu 2-neTHeM HaOIIOAEHNI) U, KaK CIIEICT-
Bue, cMeptHocTH (47,8 % B TeueHue 5 siet) |3, 17].

Takum 06pazoM, ¢ y4eTOM MHAMBUAYATbHBIX OCOOEH-
Hoctel nposiBieHuidn MU TII, npexne Bcero BEpOSITHOCTU
BO3HMKHOBEeHUS U TskecTu ['C, BIOJHE ompaBIaHHBIM
MIPEACTABIISICTCS IMTOUCK OMOJIOTMYECKMX MapKepoOB IIPO-
THO3a Pa3BUTHS 3a00JIEBaHUS U €TO TCUCHUS.

B Hacrosimee BpeMs IpeaNPUHUMAIOTCS IOIBITKA
oIpenesIeHUs IIPOTHOCTMYECKOIO IOTeHIIMAIa TeHETHIe-
ckoro nonumopdusma y 6onbabix UTTI. Tak, B pabote
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Table 3. Genotypes distribution in immune thrombocytopenia patients depending on the severity of hemorrhagic syndrome

Yacrora BcTpeyaeMoCTH reHoTHna, %

I'en, moumopusm T'enoTun OIII (95 % AN) »
I'C 0—1-ii crenenn  I'C 2—3-ii crenenn
n=40 n=27

GPIlla, 1565 TT 72,5 77,8
T1565C 1565 TC 25,0 18,5 1,5(0,4—4,9) 0,77
(Leu33Pro, HPA-1) 1565CC 2,5 3,7
GPlba, 434 CC 77,5 92,6
C434T 434 CT 22,5 7,4 3,6 (0,7—18,4) 0,18
(Thr145Met, HPA-2) 434 TT 0,0 0,0
GPIIb, 2622 TT 25,0 55,6
T2622G 2622TG 45,0 29,6 % 35((00’ Ly ’71)) 02
(HPA-3) 2622GG 30,0 14,8 ? > > >
GPla, 1648AA 77,5 74,1
A1648G 1648AG 22,5 25,9 = =
(HPA-5) 1648GG 0,0 0,0

Ilpumenanue. I'C — cemoppaeuuecxuii cunopom; O — omuowenue wancos; U — dosepumenvhbiii unmepaan.

Note. HS — hemorrhagic syndrome; OR — odds ratio; CI — confidence interval.

J. Despotovic et al. mporeMOHCTpUpPOBaHa BO3MOXKHOCTD
HCTIOJIb30BaHUS OIIPEIeICHHBIX TCHETUUYECKIX BAPUAHTOB
B KAYECTBE CaMOCTOSITEIbHBIX HETaTUBHBIX MIPEIUKTOPOB
Pa3BUTHUS U TSLKeCTH TeyeHus xpoHnueckoit UTII [18].

B 10 Xe Bpems acconmanus rmoauMopgu3Ma reHoB
GP c pazsutuem I'C nipu 6051€3HIX, COIMMPOBOKAAIOITNX -
Csl IIPOSIBIICHUSIMU KPOBOTOUMBOCTH, paHee He M3ydya-
nack. B gocTymHoOI nuTepaType HaMm yaajaoch HaWTu
JINIIb COOOIIEHUSI O CBSI3U IeHETUYECKUX BapUaHTOB
nonumopdusma reHoB GP ¢ aTreporpomboTuyecKumMu
3a00JIEBAaHUSIMH, B YACTHOCTH C UIIEMUYECKIUM UHCYJIb-
ToMm [19-21].

[MosryyeHHBIC HAMU PE3yIBTaThl 3HAYMMOTO YBEIUE-
HMsI Jojm romo3urot reHa GPIIb 2622 GG (HPA-3b/3b)
cpenu 6onbHbIX UTII o cpaBHeHuto ¢ KI' Mmoryt ObITh
WHTEPIPETUPOBAHBI KaK BO3MOXKHAS BOBJICYCHHOCTh CH-
crembl HPA-3 B marorene3 UTII. TakuM oOpa3om, yka-
3aHHBI T€HOTUI MOXHO 0003HAYUTh KaK (pakTop mpem-
PaCITOJIOXXEHHOCTH K Pa3BUTHUIO 3a00JIeBaHNS.

BrnepBoie gaHHBI ToauMOpduU3M OBLT OIMCaH
IIPY TTOCTTPaHC(PY3MOHHON I HEOHATAJIbHOM aJIJIOUM-
MYHHOI TpoMOOLIMTOIIeHNYecKoit mypmype [22]. Kak u3-
BecTHO, myTaums T2622G B reHe GPIIb npuBOIUT K 3aMeHe
M30JIeIIMHA CEPUHOM B MO3MLIMU 843 aMUHOKUCIOTHOMN
ITOCJIEIOBATEIbHOCTH 3TOIO IIMKOIIPOTEHA, CJICACTBUEM
KOTOPOM SIBJISIETCS U3MEHEHUE aHTUTEHHON CTPYKTYPHI
peuentopa GPIIb/Illa (cucrema HPA-3). Kpome toro,
monumopdusm HPA-3a/3b MoxeT oka3pIBaTh BIUSHUE
Ha CPOICTBO YKa3aHHOTO pelielITOpa K KOJUTareHy v/ Win
(ubpurHY, a TAaKXKe Ha €r0 CUTHAJIbHBIC CBOMCTBA, YTO CO-
IIPOBOXIASTCST YCWIICHUEM a[iTe3MBHOM M arperallioOHHOMN
CIIOCOOHOCTU TpoMOOIUTOB [19].

Taxcke HaMM BBISIBJICHA aCCOIIUAIIMS TOJIMMOpPGhU3Ma
reda GPIIb (T2622G) co creneHbio Tskecty I'C y 60J1b-
Heix MTII. Tomosurorel mo amienu 2622T GPILIb
2622TT,8431le/Ile (HPA-3a/3a) xapakTepu30BalCh BbI-
coKnM puckoM pas3Butus I'C 2—3-ii cTereHMn TSIXKECTH,
toraa kak reHorun GPIIb 2622GG (HPA-3b/3b), Hanpo-
THB, 3HAYMTEJIEHO Yallle BCTPEYAsICS Y ITAIIMEHTOB C MEHEe
BBIpaXKEHHBIMH TeMopparndeckumu nposiiaeHussMu (I'C
0—1-11 crenenu). TakuM 06pa3oM, MOXKHO ITPEIITOTIOKHUTD,
yto reHoTuIl HPA-3a/3a cBsi3aH co CHIKEHHEM CITOCO0-
HOCTU TPOMOOLIMTOB K arperauydy M, COOTBETCTBEHHO,
C TIOBBILIIEHHBIM PHUCKOM Pa3BUTHUSI KPOBOTCUCHUIA.

[TonydyeHHBIE TaHHBIE CBHIETEILCTBYIOT O CYIIECT-
BEHHOM BJIMSIHUK TToauMopdusma T2622G rena GPIIb
KaK Ha pa3BUTHE camMoro 3abosjeBaHus (reHorurr 2622
GG), TaK ¥ COITPOBOXIAIOIINX €TO TSIKEJIBIX IIPOSIBIICHUI
I'C (renotun 2622 TT). DTo 1M0O3BOJISIET pacCMaTPUBATh
YKa3aHHBIN TOTMMOP(dU3M B KaUeCTBE IPOTHOCTUYECKO-
ro kpurepus HeonaronpustHoro teueHust UTII.

3akniouenue

IIpencraBieHHBIC B CTaThe TaHHBIC BIEPBbIC TEMOH-
CTPHUPYIOT aCCOLIMATUBHYIO CBSI3b IIPENIPACIIOIOXEHHOCTH
K pazsutuio UTII u BeipaxkenHoct I'C ¢ ocobeHHOCTIMU
TeHOTHUIIA TeHOB IJIMKOIIPOTEMHOB, SIBIISIIOIIVXCS BasKHEM-
MU KOMIIOHEHTaMH PeIeNITOPHOTO ariapaTa TpoM00-
LIUTOB.

JanpHeiiee ndydeHne u naeHTU(PpUKaIISI OMOIOTH -
yeckux akTopoB mporHosa TeueHus WTII, Bkimwouas
pasButHe Tskesoro I'C, mo3BoJIsAT IPOBOIUTD CTPaTU(hU-
Kamuio OOJIbHBIX Ha TPYIIILI pUCKa W IIPOBOAUTEL 0oJjiee
TIePCOHATN3NPOBAHHYIO TEPAITHIO.
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