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The article is devoted to general issues of classification and differential diagnosis of thrombocytopathy. Features of pathogenesis, clinical
course and diagnosis of certain rare inherited thrombocytopathies are highlighted. Particular attention is paid to the formation of the molecu-
lar basis of these diseases. The basic genetic mutations associated with a number of thrombocytopathies are given.
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Bsepexue

TpoMOOLIUTEI — CaMble MEJIKME KIIETKU KPOBU (2—4 MKM),
KOTOpBIE YUYaCTBYIOT B TeMOCTa3¢, BOCIAJECHUN, PEMOJIE-
JIMPOBAaHMU TKaHEW U 3aXXKUBJIeHUU paH. OHM 00pa3yloTcs
B KPaCHOM KOCTHOM MO3I€ OTIIHYPOBbIBAHMEM ydacTKa
LIMTOTJIa3Mbl ¢ MEMOpPaAHOI OT MerakapuouuToB. TpoM-
OOLIMTHI HE UMEIOT siipa, HO COAEPXKAT CIOXKHYIO CUCTEMY
opraHesul. K HUM OTHOCSITCSI CEKPETOPHBIE TPAHYJIbI, -
30COMBI, MUKPOTPYOOUKM, MUKPODUIAMEHTbI, MUTOXOH -
npun. TakKe BHYTpU TPOMOOLIMTAa HAXOAUTCS OTKPbITast
KaHaJIMKYJISIpHasi CUCTeMa KaHajlblieB, IPOHM3bIBAIOLIAS
ero HackBo3b. CylIecTBYeT 3 TUITA CEKPETOPHBIX IpaHyJI,
KOTOpBIE OTJIMYAIOTCS 110 KOJUYECTBY, BHYTPEHHEMY CO-
nepXkumMoMy M ¢yHKUMAM. Kaxkabiii TpoMOOLIUT coaep-
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KUT 0KoJyio 70 a-rpaHysi, B KOTOPBIX OMPEAEIsIOTCS MO-
JIEKYJIbl aAre3uy, Takue Kak P-celeKTUH, IIUTOKUHBI,
(haxTopsl Koaryasuuu u GuOpuHonu3a, GakTophl pocTa
(TpoMmOouuTapHblii paktop pocta (PDGF), Tpancdop-
mupytouuii pakrop pocta B (TGF-B), akTop pocra aH-
notenust cocynoB (VEGF), ¢pakrop pocra snutenust (EGF),
¢axtop pocta pudpodaactoB (FGF), nncyanHonomnoo-
He1i pakTop pocta (IGF)). ITnoTHbIX, niu 8-rpaHys, ropa-
310 MeHblue (3—8 Ha TpoMbouuT). OHU conepxkart Majble
MOJIEKYJIbI, TAKME KaK KaIbLIMIA, aneHo3uHandocdar (AID),
ageHo3uHTpUudocdar, cepotoHuH u nupodocdar. Tpom-
GOLIMTapHbIE JIM30COMBI COIEPXKAT Pa3INYHbIC IIPOTEOIH-
TUYeCKMe (pepMeHTHl M Triauko3upasbl. Ha HapyxHoit
MeMOpaHe TPOMOOLIUTOB PACTIOIOKEHBI PELIETITOPHI, UT-
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paloiiyie 6a30BYIO POJb B OCHOBHBIX (DYHKIIUSIX TPOMOO-
uToB [1].

TpoMOOITUTEI SIBJISTIOTCSI BAXKHBIM KOMIIOHEHTOM CHC-
TEeMbl FeMOCTa3a; aare3us TPOMOOIIUTOB K MECTY IOBpe-
KIEHMS COCyla, arperalus, ceKperus (aKTopoB CBEPThI-
BaHUS, TTOCTIEAYIOIIAst PETPAKIIMS CTYCTKA, CIIa3M MEJIKMX
CoCyZoB U 00pa3oBaHue 0€JI0ro TPOMOOLIMTAPHOTO TPOM-
0a ocTaHaBIMBAIOT KPOBOTEUEHUE B MUKPOLIMPKYJISITOP-
HBIX cocyaax ¢ auameTpoM 1o 100 HM. AKTUBaLIMS CBEP-
TBIBAIOIIEH CUCTEMbI MHAYLIMPYET 00Opa3oBaHue (GpUOprHa
Ha MOBEPXHOCTU aKTUBUPOBAHHBIX TPOMOOLIMTOB U (hop-
MMpPOBaHME TMOJHOIIEHHOTO TpombOa. Ilpu akTuBamuu
TPOMOOIIMUTOB €CTECTBEHHBIMU CTUMYJISITOpAMU, TAKUMU
KaK TpPOMOMH WJIM KOJIJIareH, OOHaKaroliuecs Mpu MoBpe-
XKIEHUU COCYIUCTOM CTEHKH, OHU CITOCOOHBI BLIOPACHIBATh
COIEPKUMOE CBOMX IPaHyJI, CoaepKaiiux (hakTophl CBEp-
THIBaHUS, TEPOKCUOA3Y, CEPOTOHUH, MOHBI KaJbLIUI —
Ca?*, AJI®, dakrop Buiiedbpanma, TpoMOOLIMTaPHBINA
¢udbpuHoOTeH, hakTOop pocTa TPOMOOLUTOB U Ap. [ToBepx-
HOCTh TPOMOOILIMUTOB IPHU BBICIICH CTENEHW aKTUBAIIUMU
CTAHOBUTCSI TIPOKOATYJISTHTHOM 3a CYET SKCIIOHUPOBAHUS
dochatuamicepuHa W CTUMYIUpPYeT (HOPMHUPOBaAHUE
TpoM0Oa. Takke TPOMOOLIUTBI UTPAIOT CYIIECTBEHHYIO POJIb
B 3aKUBJICHUM W pereHepaluy MOBPEXICHHBIX TKaHEH,
BBICBOOOXKAsT (haKTOPBI POCTa, KOTOPBIE CTUMYJIUPYIOT
JieJIeHre U Ipoudepaliio KJIeTOK B 001aCTH MOBPEKIECHUS.

HacnencrBeHHble HapylieHUsT QYHKLIMKA TPOMOOLIUTOB
OXBaTBIBAIOT Pa3HOPOAHYIO IPYIIITY reMOppParnyecKux 3a-
OoJieBaHMI1, BEI3BAHHBIX BPOXIEHHBIMU Ae(HEKTaMU MOP-
dosornu u/vnu GyHKIIMY TPOMOOIIMTOB ITPYU HOPMATBHOM
UX KoJuyecTBe. MoOryT ObITb IOBPEXIECHBI pa3IMYHbIC
CTPYKTYPBI M HApyILIEHbI pa3HOOOPa3HbIE IIPOLIECCHI B TPOM-
bo1uTax: MeMOpaHHBIE peLIeNTOPHI, BHYTPUTPOMOOLIMTAP-
Hasl CUTHAJIM3allys, TpaHyJIbl U Ip. DTO MPUBOAUT K pa3-
JIMYHBIM KIIMHUYECKUM MPOSIBIICHUSIM KPOBOTOUMBOCTU [2—4].
TpoMOoLUTONATUM XapaKTEPU3YIOTCS B MIEPBYIO O4Yepeab
pa3BUTHEM CIIOHTAaHHBIX M ITOCTTPABMATUYECKUX KOXKHO-
CIIM3UCTHIX KpoBOTeueHMi1. PacnosHaBanue u qudepeH-
LIMALMS TPOMOOIIMTONATHIT OCHOBBIBAETCSI Ha BBISIBJICHUM
KPOBOTOYMBOCTU MUKPOLIMPKY/ISITOPHOIO TUIIA C HapyIlIe-
HYeM (YHKILIMOHAIbHBIX CBOMCTB, MOP(MOJIIOTMU U OUOXU-
MMYECKHUX XapaKTepUCTUK TpoMOoiuToB. Ha ocHoBaHMM
9TUX MPOSIBIICHUI OCHOBBIBAE€TCS COBPEMEHHAs KJIacCH-
duxkanysg TpoMOOLUTONATUI, KOTOpasl Moapa3aeasieTcsl Ha
2 OOJIBILINE TPYIIIBI — HACESACTBEHHBIC U IIPUOOPETEHHEIE.

Knaccudukammsa no MKB — 69.1 — kadyecTBEeHHbI
nedeKT TPOMOOLIMTOB.

Knaccuthurauus

A. Hacaedcmeennote ghopmor mpombouumonamuii

OcHosHble namozenemuveckue epynnol

1. CBs3aHHBIE ¢ MEMOpPaHHBIMU aHOMAaJIUSIMU (CUH-
npombl bepHapa—Cynbe, CKOTT, niceBno6one3Hb Buie-
OpaHna, TpombacTteHus [maHiMana u ap.).

2. CBsi3aHHBIE C BHYTPUKJIETOYHBIMY aHOMATUSIMU:
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* 00JIE3HN HEJIOCTATOYHOTO MyJia XpaHeHUs — Je(ULUT
IIOTHBIX U o-TpaHyn (6one3Hb Tepmanckoro—Ilyn-
naka, TAP-cuHapoM, CMHAPOM cepbIX TPOMOOLIUTOB
(CCT), cungpombl Yenmaka—Xwuracu, Ipucuennm,
Ie(UIUT IUIOTHBIX TPaHYJI U 1Ip.);

* HapylleHUE peaklMy BHICBOOOXICHUS IPaHyJ] M HX
KOMITOHEHTOB (Ie(DeKT LIMKIIOOKCUTEHA3bI, TPOMOOKCAH-
CHHTETa3bl, TUIIOKCUIECHA3bI U JIp.).

3. CmemaHHbIe TPOMOOLIMTApHbIE HAPYIIEHUS (CUH/ -
poMbl Mes—Xerrnuna, Buckorra—Onapuya (CBO) u op.).

4. IncyHKIMsS TPOMOOLIMTOB IUIa3MEHHOTO reHe3a
W IIPU COCYIMCTHIX Aucruiasusx (6one3Hb Bunedpanaa,
6one3Hb Dnepca—/laHnoca u ap.).

DynryuonanbHo-mopponoeuueckue Gopmol
1. HapyueHue aare3uu TpoMOOLUTOB:

» cungpom bepHapa—Cynbe (neduuT unm n1edekT KoM-
miekca GPIb-IX—V);

+ 0ose3Hb Bunnebpanaa (nepuunt wim nedext vVWFE).
2. Hapyiienue arperauuy TpoMOOLIMTOB:

* TpoMbacteHus InaHnMaHa (medunut win aedexT
GPIIb-IIIa);

* HaciencTBeHHas1 apubOpuHOreHemMust (IeULUUT WU
nedext allbf3, dubpuHoreHa).

3. HapyuieHue BbICBOOOXAEHUS U Je(ULIUT TPaHyI:

* nedUIIUT my1a XpaHeHUS:

— a-rpanyn (CCT, APC-cunnpowm, cunapombl KBebeka,
IMapu—Tpycco);

— d-rpaHyn (OeUUUT TJIOTHBIX IpaHyl, 6one3Hb Iep-
maHckoro—ITynnaka, cunapom Yenuaka—Xwuracu, TAP-
CUHIPOM);

— o~ ¥ d-TpaHyJ (1e(ULIUT IJIOTHBIX U o-TPaHYJI).

4. Hapymienue ¢opMupoBaHus 1 JeULIUT CUTHAb-
HBIX ITyTEH:

* Ne(dEKTHl PELENTOPOB arOHMUCTOB: TPoMOOKCaHa A,
kosutareHa, AJI®, simHedpuHa;

+ nedekT aktuBauuu G-mpoTenHa: aeuInT Gaq, aHo-
manua G, nepunur G 1;

* nedekT MeTabonuaMa hochaTUIUINHO3UTONA — Jie-
GuuuT poconumnass C-2;

* neeKT MOOMIN3ALMY KaTbLINS;

+ nedekT pochopuaupoBaHus MNIEKCTPUHA — JeULIAT
MPOTeMHKNHA3bI-C;

* HapylleHre 0OMeHa apaxu0HOBOU KMUCIOThI U TPOMOO-
KcaHa:

— HapyllleHHe BBICBOOOXKICHUS apaxXUIOHOBOI KUCIOTHI,

— IeUIUT HUKIOOKCUTEHA3bI;

— ne(ULIUT TPOMOOKCAHCUHTETA3HI;

* aHOMAaJIuM 3JeMeHTOB LuTocKeynera — CBO;

* HapyIlleHHUe B3aMMOIIEHCTBUS TPOMOOLIMTOB — (haKTOp
cBepThiBaHUS (1edeKT pochonmnuaoB MeMOpaHbl) —
cuHapom CKOTT;

* COYETaHHbIC BPOXICHHBIC HAPYIICHUS — aHOMAaJIus
Mesa—XerrnuHa, 6one3Hb JlayHa, CHHIAPOM ME3eHXU -
ManbHO# nucruiazun, TAP-cunapowm.
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Tpomboyumonamuu, conpogocoaroujuecst

mpomoboyumoneHnueil

1. Mansie pa3mepbl TpoMmbomutoB — CBO, X-cuen-
JICHHasl TPOMOOLIMTOTICHMSI.

2. HopmanbHbie pa3Mmepbl — BpOXIEHHas aMera-
KapuonuTapHas TpomoOouutorneHus, TAP-cuHapoM,
aMerakapuoIuTapHas TPOMOOLIMTOIEHUS ¢ BPOXKICHHBIM
paguoyJbHapHBIM CUHOCTO30M, ayTOCOMHO-JIOMMHAHTHAS
TPOMOOLIMTOIIEHUSI, CeMEIHasI TPOMOOLIMTOIIATHS C TIPEI-
PAaCMOJIOKEHHOCTBIO K Pa3BUTHIO OCTPOr0 MUEIOUIHOIO
JIEMKO3a.

3. KpynHble TpoMOouuThl — CHMHIpOMbI bepHapa—
Cynbe, Iu JX0opaxu, TPOMOOLUTAPHBIA TUIT 00JIE3HU
Bunneopanga, CCT, APC-cunapom, rpyrmna CUHAPOMOB
MYH9, X-cuerieHHast TPOMOOLIUTOIIEHHSI C TaJJaCCEMUEH,
cunapom IMapu—Tpycco, cpenmzeMHOMOpPCKask MaKpo-
HUTONaTUYecKast TpPOMOOLUTONEHUST, TU33PUTPOIIOITUYE-
CKasi aHEMMSI C TPOMOOLIMTOTICHUEA.

b. Ilpuobpemennsie (cumnmomamuueckue)

mpomobouyumonamuu

1. ITpu remob6nacTo3ax:

* IM3arperaliMOHHbIC TUITOPEreHepaTOpHbIE;
* (popMbl TOTpeOICHUS (ITPU PA3BUTHUM CUHAPOMA TIUC-

CEMUHMPOBAHHOI'O BHYTPUCOCYIMCTOIO CBEPTHIBAHMS);

* CMEIIAHHOIO THIIa.

2. [Mpu muenonponugepaTUBHBIX 3a00J1€BAaHUSIX U 3C-
CEHILIMAJIbHON TPOMOOLIMTEMUU.

3. Ilpu ButamuH B ,-neduunTHON aHEMUN.

4. Ipu ypeMuu (HapylieHHe aAre3uBHO-arperaioH-
HOM (PYHKILIMM TPOMOOIIUTOB, peXke — peTpaKIIMy CTYCTKa).

5. [Ipu muenomHoi1 6one3Hu, 6ose3Hn BanbaeHcTpe-
Ma, Tammanatusx (0J0Kajae TpPOMOOLIMTOB MaKpo- M rmapa-
MPOTEeMHAMM).

6. Ipu uuppo3ax, ONyxousaX U MapasuTapHbIX 3a00s1e-
BaHUSX MeYeHU (HapylIeHUs aare3uBHO-arperallMoOHHOMN
GYyHKIMU TPOMOOLIMTOB BCIAEACTBUE META0OIUUECKUX
HapyllIeHUI, ceKBeCTpalLysl TPOMOOIIUTOB B MOPTAJILHOM
CHUCTeMe, TOTPedJIeHNEe KPOBSHBIX TUTACTUHOK MPU pa3BU-
TUHU CUHIPOMA IMCCEMUHUPOBAHHOTO BHYTPUCOCYANCTO-
IO CBEPTHIBAHUS).

7. Ilpu uuHre (HapyleHMUe B3aMMOIECTBUS C DHIO0-
teaveM u AIld-arperaiueit).

8. [Ipu ropMOHANIbHBIX HAPYIIEHUSIX — TUIIO3CTPOre-
HUU, TUTTIOTUPEO3aX.

9. JlekapcTBEeHHbIE M TOKCUTEHHBIE (POPMBI (IIpU Jie-
YEHUN ACTIMPUHOM U IPYTUMHU HECTEPOUIHBIMU ITPOTUBO-
BOCITAJIMTEIbHBIMU ITpeliapaTaMu, aHTUOMOTUKAMM — Kap-
OCHULIWIIMHOM, MEHUIIM/UIMHOM; TPaHKBWJIM3aTOpaMU,
HUTpodypaHaMu, HIATOCTATUKAMU U OP.).

10. TTpu nyuyeBoit 6oe3HU.

11. TIpn MacCUBHBIX TeMOTpaHCPY3USIX U UHPY3IUSIX
PEOIIOIUTIIOKMHA.

12. T1pu GonbIIMX TPOMOO3aX M TUTAHTCKUX aHTMOMaxX
(TpoMOOLIMTOIIATUS TOTPEOJICHMUST).
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TEMATOJIOTMU u OHKOJIOT MU

Kiuauyeckue posiBaeHMS 3aBUCSIT OT 0COOEHHOCTE!
KauyeCTBEHHbBIX U KOJIMUYECTBEHHBIX 1e(heKTOB TPOMOOLIM -
TOB — TSKECTh FeMOPPAarnyecKoro CMHIApOMa MOXET 3Ha-
YUTEJIHLHO BapbUPOBAThCS U HE 3aBUCETh HAMPSIMYIO OT
crenieHu aedekra. [1pu nerkoii KPOBOTOUMBOCTU MOXET
OTMEYaThCsl CKJIOHHOCTb K CHUHSIYKOBOCTU IIPU MaJbIX
¥ He3HAUMTEJIbHBIX TpaBMaX, Ha MECTe CHABIMBaHUS pe-
3UHKOM; MeproaNIECKIEe HEOOMIbHBIE HOCOBBIE KPOBOTE-
YeHUSI, CEMEWHBIE JUINTEJbHbIE MEHCTPYaIIUK Y KEHIIIMH
u 1ap. B ciyyae pa3BuTHsS MaCCHBHOI'O FeMOPPAarnyecKoro
CHHIpOMa MOTYT pa3BUBAThCS KU3HEYTPOXKAIOIIIME KPOBO-
norepu. PaccMoTpuM HEKOTOpbIE TPOMOOIIUTONATUH TTOI-
poOHee.

Tpombacmenus ianumana — HacnencTBeHHOE 3a00J1e-
BaHME, XapaKTepU3YIOIIeecs] TeMOPParudecCKMMHM MPOsIB-
JICHUSIMU, TIPU KOTOPBIX OTMEYaeTCs YIJIMHEHUE BpEMEHHU
KPOBOTEUEHUSI, a TAKXKE ITOJTHOE OTCYTCTBUE WM PE3KOe
CHUXXEHUE MHTEHCUBHOCTH PETPAKIIMU KPOBSIHOTO CTYCTKA
Ha ¢hoHEe HOPMAJILHOTO COeP>KaHUsI TPOMOOILIMTOB B €1 -
HUlle o0beMa KpoBHU [5, 6]. DTO sBIsIETCA PE3yJIBTAaTOM
CHIDXEHMS arperaliioHHON CIIOCOOHOCTU TPOMOOIIMTOB.
BrniepBrie 3a001eBaHue ObLUIO onMcaHo B 1918 1. nokTopoMm
AnBapaom InmanumaHoMm. TpomOacTenus ImaHiMaHa siB-
JIIETCSl peIKUM 3a00J1eBaHMEM M BCTPEUaeTCs C YaCTOTOM
npubausuTenbHo 1 cirydait Ha 1 M [7]. Manudecrauus
3a00j1eBaHUs TIPOUCXOIUT B paHHEM JIETCKOM BO3pacTe.
OCHOBHBIMU KJIMHUYECKUMM TPOSIBJICHUSMU SIBJISIOTCSI
KOXHBIA réeMOpPparuyeCKuii CUHIAPOM, KPOBOTECUECHUS U3
CJIM3UCTBIX, B TOM YUCJIE U XKETYIOUHO-KUIIIEUYHbIE, BIUIOTh
JI0 XXU3HeyrpoxamoImx. Bo3aMoxHo o0pa3oBaHKe reMaToM
MSITKUX TKaHeW pa3TuuHoi JoKanu3auuu. [emopparuye-
CKUI CUHIPOM MOXET MMETh KaK IMOCTTPAaBMATUYECKUA,
TaK U CTIOHTaHHBII XapakTep. [IpoBeaeHuMe J1I00BIX Orepa-
TUBHBIX BMEIIATEILCTB 0€3 reMOCTaTUYECKON Teparuu,
B TOM YHCJIE€ 9KCTPAKIIMS 3yO0OB, COIPOBOXKAAETCS Pa3BUTH-
eM KpoBoTeueHUs. B HacTosiiiee BpeMsi BbLACISIIOT 3 TUIIa
TpoMmbacTeHuu [NTaHMana: Tun 1 — 1euuuT KoMIuiekca
MOBEPXHOCTHBIX PELIECTITOPOB arperalyy rNIMKOIPOTENHOB
GPIIb—IIla < 5 % ot HOpMBI; TUI1 2 — IeDUIUT KOMILIEK-
ca GPIIb—IIla 5—20 % ot HOpMBI, TUIT 3 — KOMILIEKC
GPIIb—IIla npucyrcTBYyeT B HOpMaIbHOM WJIU TTIOYTU HOP-
MaJIbHOM KOJIMYeCTBe, HO (PYHKIIMOHAIBHO HECOCTOSITE-
JeH. TeM He MeHee KOppPESILUM MEXIYy KOJIMYECTBOM
GPIIb—IIla Ha MOBepXHOCTU TPOMOOILIUTOB U TSKECTHIO
KJIMHUYECKUX TTPOSIBJICHUI 3a00/IeBaHUsI HE HAa0II0naeTCs
[6]. B ocHOBe maroreHe3a JaHHOTO 3a0O0JIEBAHUST JIEKUT
neUnT uan AUchYHKIIMS MeMOpPaHHBIX OEJIKOB TPOM-
6o1mroB — uHTerpuHa olIbp3 (GPIIb—IIIa), hopmupyroimx
Ha IMOBEPXHOCTHU TPOMOOILIMTOB IreTepoaruMeEp — KOMILIEKC,
CBS3bIBaIONINI (hubpuHOreH, pakTop Bunnedbpanna, pu-
OPOHEKTHH U BUTPOHEKTUH. DTOT MEMOPAHHBIN KOMILJIEKC
SIBJIIETCSI HEOOXOAUMBIM KOMIIOHEHTOM 3aKJIIOUUTEIbHO-
ro 3Tarla arperaiuu, akTMBUPOBaAaHHOM (hU3MOJIOTYECKI -
mu aronuctamu [8]. I1pu akruBauum komruiekc GPIIb—
I1Ia MeHsIeT cBOIO KOH(OPMALINIO, CBA3bIBAET (POPMHOTEH
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U ApyTHe pacTBOPUMBIC aAre3uBHBIE OEIKU, KOTOPhIE
¢ yyacteM noHoB Ca’" orocpeayroT arperaluio CMeXHbIX
TpoMOOLIUTOB B (hopMuUpylolieMcs cryctke [9—11].

TpombacTeHus [lmaHiMaHa UMeeT ayTOCOMHO-peliec-
CHUBHBII TUIT HacjaemoBaHus [6, 12]. O0a reHa MIHTErPUHOB
allb u B3 pacnosnoxeHbl Ha JIMHHOM I1JIe4e XPOMOCOMBbI
17921.32 u xonupytotcsa B reHax ITGA2B w ITGB3 coot-
BETCTBEHHO. DKCITPECCHS TEHOB IIPOUCXOIUT HE3aBUCHMO
npyra ot apyra [8, 13]. Maible neaennu 1 Mogudukaimm
BCTpEYaloTCs yalle, 4eM O00JIblIre peapaHKUPOBKU I'€eHOB
[14]. HecmoTps Ha To uTo pparmeHT ITGB3 nmeer meHb-
LK pa3Mep, 1o MPUIMHE HATMYMS OOJIbIIET0 KOJINYECT-
Ba 9K30HOB €r0 MyTallMsl BCTpeuyaeTcs ¢ 00Jbliieil yacToToi
[15]. B pe3ynbrare MyTtauuu y malMeHTOB ¢ TpombacTe-
Hueit [nmaHLMaHa MOXeET BO3HMKATh Ne(ULMUT UM Ha-
pymenue ctpykrypbl GPIIb—IIIa. Hanuuus monexkynsip-
Horo nedekra B OMHOM WJIM ABYX T€HaX MTOCTaTOYHO IS
(opmupoBanust pomboLTonaTiu [ 16—19]. TskecTsb Kiu-
HUYECKOI KapTUHBI TpoMOacTeHnU [J1aHIIMaHa He 3aBUCUT
OT BBISIBJICHHBIX MyTallMii 1 MOXET BapbUPOBAThCS BHYTPU
OIHOW CEMbHU.

Cundpom cepvix mpomoouumos. Bniepsoie CCT (OMIM
#139090) on11 onucan Raccuglia B 1971 1. [20]. OH 6bL1
oXapaKTepu30BaH Kak MaTOJIOTUYECKOE COCTOSIHUE, COTIPO-
BOXIIAIOIIEeeCsT TPOMOOLIMTOIIEHUE !, TOCTaATOYHO MSITKMMU
MPOSIBIICHUSIMU KPOBOTOYMBOCTU W HAJTMYMEM arpaHyJIsip-
HBIX TPOMOOLIUTOB B nieprepudeckoii KpoBu. bruoxumu-
YECKUMH 1 JIEKTPOHHO-MUKPOCKOMUIECKUMU METOJaMU
ObUIO TTOKAa3aHO, YTO BCE OpraHe/UIbl, KpOMe o-TpaHyil,
HE U3MEHEHBI 1 TIPUCYTCTBYIOT B HOPMaJIbHBIX KOJIMYECT-
Bax [21—23]. [Ipennonaraercs, 4T0 MPUUMHON BOZHUKHO-
BEHUSI 3TOr0 CMHAPOMA SIBJIIETCSI HECITOCOOHOCTh Meraka-
PUOLIMTOB K 0O0Opa3oBaHUIO CHeln(GUIECKUX BE3UKYI
Y HATTOJTHEHUIO UX O-TPaHyJIIPHBIMU KOMIIOHEHTaMU [24].
[Tpu 3TOM KOJMYIECTBO METAKApPUOLIMTOB B KOCTHOM MO3Ie,
Kak TIpaBuJIO, HopMaJibHOE [25]. MUKpOCKONMYECcKH B Ma3Ke
00HapyXMBaIOTCS KPYMHbIE, 0J1€THO OKpaIlleHHbIE TPOM-
o6ouuThl. Hapylienue GyHKIIUM TPOMOOLMTOB TIPOSIBIISI-
€TCs1 B CHUXKCHUM arperaluu ¢ KOoJUIlareHoM M/WUr C TPOM-
OMHOM.

Jns maumentoB ¢ CCT 3ayacTyio xapakKTepHbl MaKpo-
TPOMOOILIMTONICHUS PAa3IMYHOM CTENEHU, KPOBOTOUMBOCTD
CIIM3UCTBIX 000JIOYEK, ¢ TEYECHUEM KU3HU Pa3BUBAIOTCS
Muenodudpos u criieHoMeranus [26, 27]. KpoBoreueHus
OOBIYHO He SIBJISIIOTCS KU3HEYTPOKAIOIUMU, OTHAKO IPU
XUPYPrUYECKUX BMEIIATEIbCTBAX WJIM CEPhE3HBIX TPaBMax
BO3MOXXHa MacCHUBHas1 KpPOBOITOTEPsI, HE OCTaHABIMBaeMast
CTaHIAPTHBIMU METOJAMU.

V Takux MalueHTOB TECThI arperaiuu TPOMOOIIMTOB
JIalOT BeCbMa BapuaOeIbHbIe Pe3yJIbTaThl, OOILEro BeKTopa
W3MEHEHUS 3TOro MoKa3aTesl BhISIBUTh He yaanoch [28].
B OonbmmHCTBE ceMeit umeeTcs Bcero uib 1 cinydait CCT
WK CTPagaloT OJHOBPEMEHHO HECKOJIbKO OpaTheB U ce-
crep. Iyt HacaemoOBaHMS U T€HBI, CLEIIICHHBIE C TaHHBIM
3aboyieBaHMEM, pa3HooOpa3Hbl. M3BecTHBI ciyyan X-clie-
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rieHHoro HacnenoBaHust myrauuu B GATA-1, yTo npuBo-
JIUT K 00IIIeMy YMEHBILIEHUIO YKCIa TPaHy/I B TPOMOOLIMTAX
U TIOSIBJICHMIO Je(eKTHBIX 3puTpoiuToB [29]. B 2014 .
D. Monteferrario et al. [30] coobuinay o uaeHTUGUKAITUN
paHee HEM3BECTHOM HOHCEHC-MYTalluM B TeHE TPaHCKPUII-
LMOHHOTO (hakTopa (penpeccopa) GFIIB B ceMbe ¢ ayTo-
comHo-goMuHaHTHEIM CCT. Haub6onee yacro npu CCT
noBpexaaercss reH NBEALZ2, pa3HooOpa3Hble MyTalluKu
B KoTopoM ObLu BeIsiBIIeHBI B 2011 1. C.A. Albers et al. [31].
Cunopom bepnapa—Cyave — HacleqCTBEHHAs] TPOM-
OoumTOMaTHsI, OOYCJIOBIIEHHAsI TeHETUYECKUM Ae(PeKTOM
WY CHUXKeHUEM (bYHKIIMOHAJTBHOM aKTUBHOCTH KOMILICK-
ca GPIb-IX—V tpoMOOLIMTOB. DTOT KOMILJIEKC SIBJISIETCS
peuenTopoMm dakTopa BunnedbpaHna, a Takxke HeOOXOIUM
I (pUKcauuy TpoMOMHA Ha TOBEPXHOCTU TPOMOOLIMTOB.
C (byHKIIMOHAJIBHOI TOYKM 3pEHUST HAapyIIaeTCs aare3usi
TPOMOOLIUTOB K COCYIMCTOMY CYO3HIOTEINATLHOMY MaT-
PUKCY, UTO XapaKTepHO U 1)1 6one3Hu Bunneopanga. Oc-
HOBHBIM AMArHOCTUYECKUM KPUTEPHMEM BTOM MaTOJIOrUuU
CIIy>KaT MaKpOTPOMOOLIMTOIIEHUSI U OTCYTCTBUE (DaKTop
BunnedpaHga-3aBUCUMOI arperalilii ¢ pUCTOLIETUHOM,
MPY HOPMAJIbHOM KOJIMYECTBE U HOPMAJIbHOM aKTUBHOCTHU
camoro akropa. Takke MoXeT HaOII0JaThCs MOHWXKEHUE
arperaiuy ¢ TpoMOMHOM Ha (hOHE HOPMaJIbHOM arperaiuu
C IPYTUMM aroHucTamu. JIeuiiuT moBepXHOCTHOTO KOM-
miekca raukornporenHoB GPIb-IX—V Moxer ObITh 1O~
TBEPXKIEH METOIOM ITPOTOUYHOM IIUTO(hIYOPUMETPUH U TIPU
reHeTn4YeckoM aHanuse reHoB GPIBA, GPIBB n GPY.
Cunapom bepnapa—Cynbe nposiBasieTcsl 3HaYUTENbHOM
KPOBOTOYMBOCThIO MUKPOLIMPKY/ISITOPHOIO M CMEIIaHHO-
ro THUIIa, KOTOpasl MPOSIBISIETCS Cpa3y IOC/e POKACHUSI.
HacnenoBaHue — ayrocoMHoO-peLieccuBHoe [32].
Cunopom Buckomma—Qadpura. MUKpoTpOMOOIIUTO-
MEeHUs Y HapyllleHUe arperaliuu TpPOMOOLIUTOB YKa3bIBaeT
Ha HaJIMYMe Ka4YeCTBEHHOIO WA KOJIMYECTBEHHOIO nedek-
Ta cneunduueckoro 6eaka WASP (Wiskott—Aldrich synd-
rome protein). [Ins kinaccudeckoii popmbl CBO xapakTepeH
KOMILIEKC HapyllIeHU, B KOTOPbIiA BXOISAT MOBbILLIEHHAS
KPOBOTOYMBOCTb, PELIMAMBUPYIOIIME OaKTepUalbHbIC, BU-
pPYCHbIE U TPMOKOBBIE MHMEKIIMM, a TAKXKE KOXKHasl 3K3eMa.
CyiectByeT 0oJee Jerkasi ¢oopMa TeueHus 3a001eBaHUS —
X-cuerieHHasi TPOMOOIIMTOIIeHUs. 3a00IieBaHUE XapaK-
TEPU3YETCS OTCYTCTBUEM BbIPAXKEHHBIX IPU3HAKOB UMMY-
HonmeduuuTa 1 3k3eMbl. C 11ebi0 BepudurKaly AuarHo3a
JIAHHOI1 TpyIie 00JbHBIX HEOOXOAMMO MTPOBOAUTH IYHK-
LIMIO KOCTHOI'O MO3ra 1 aHaIu3 MuesiorpaMMbl. B Muero-
rpamme Tipu CBO oTMmeuaeTcsi HopMajbHOE KOJINYECTBO
HEU3MEHEHHBIX MerakapuouuToB. UMMyHoI0THYEeCKIE
nedekTrl y 60abHBIX CBO gBAsIIOTCA pe3yasTaToM Hapy-
LLIEHXSI TOMEOCTa3a TMMQOLIUTOB, ITPOSIBJISIIOLLIETOCS B Pe3-
KOM CHIXKeHuu mnponopuuu T- u B-nmumdpouuros. [1pu
HCCIeI0BaHNM (DYHKIIMOHAIBHBIX HAPYIIEHUI TPOMOOLIM-
TOB y 601bHBIX CBO 00HapyX1BaeTCs MOBBIILIEHHAS 9KC-
npeccus docharuanicepruHa U odpa3zoBaHUE MHKPO-
YacTUIl B OTBET Ha CTUMYJ. BepOSTHBIM MeXaHU3MOM
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pPa3BUTHUS TPOMOOIIMTONICHUM SIBJISIETCS MIOBBILLIEHHOE Y-
JIeHUEe TPOMOOILIUTOB, BKCIIpecCUpylolmnx GochaTuani-
cepuH, Makpodaramu cejae3eHKU. s moATBEpKACHUS
nurarHosa «cuHapoM Buckorra—Onnpuya» u X-cleruieH-
HO TPOMOOLIMTONIEHUU HEOOXOAUMO IMPOBECTU aHAIU3
9KCIpEeCcCUM OeIKa U onpeaeaeHue MyTauuu reHa WASP
[33].

Ipynna cundpomoe MYHY. Hanuuue B rpaHyonuTax
1 MOHOLIMTAX O00JIbIINX 0a30(pUIIBbHBIX BKIIOUEHUI (Teelr
Jlene) B Ma3ke KpoBM IpU oKpacke o PomaHoBckomMy—
[uM3e sBisieTcsT MapKepoM TpyImbl cuHIApoMoB MYHY.
B pmaHHyl0 Tpynily CMHIPOMOB BXOIST aHOMalust Mesi—
XermmHa, cuHapombl MexTHep, DmureiiHa, CebacThsHa.
AHoManusa Mesg—XerraiuHa ornycaHa HeMELKMM BpauyoM
R. May (1863—1937), a mo3nHee mBeiiiapckum — R.M. Hegglin
(1907—1969). B ocHOBE MaTOJIOIMU JIEKUT MyTallMsl FeHa
MYH9, KomupyIoIIero TSKeyIo Leb HEMBIIIIEYHOTO MUO-
3uHa [TA (NMMHC-IIA). IIporekaeT B OOJBIINHCTBE
cllyyaeB 0€CCUMITOMHO, HO Y HEKOTOPBIX OOJIbHBIX MPO-
SIBJISIETCSI TIOBBIIIIEHHOM KPOBOTOUMBOCTBIO. THI Hacemno-
BaHUS — ayTOCOMHO-IOMMHAHTHBIN. CONpoBOXIaeTCs
TpOMOOLIMTOIIEHUE, TTOpaXkKeHUEM ToveK (HeppuT), Heli-
PO-CEHCOPHOM TYrOyXOCTbIO M KaTapakKTOW, HO HaJIM4uE
JIAHHBIX TTATOJIOTUI HE SIBJISIETCS 00s13aTeJIbHBIM, OCOOEH-
HO y AeTeii. 3aYacTylo y MalueHTOB ¢ aHoMaluein Mes—
XerrivHa HapyllleHa arperalus TPOMOOLIMTOB ¢ KoJuiare-
HOM MpU HOPMAJIbHO# arperaiuyu ¢ ApyriMy arOHUCTaMMU,
0coO0eHHO ¢ puctoueTruHoM. OOHapyXeHHe arperaToB
NMMHC-IIA B HeiiTpoduiax MeTOIOM UMMYHOMIYO-
peCLICHIIMY MTOATBEePKAAeT AMArHO3 TaHHOM Pyl CUH-
npomoB. C 1ieJIblo OmpeneeHUs] KOHKPETHON MyTaluu
pEeKOMEeHAYeTCs TPOBEACHUE TeHETUUYEeCKOro aHanu3a [34].

Cunopomuol degpuyuma nyaa xpanenus. K HuM oTHOCSIT-
cs1 cuHapombl [epmancku—Ilynnaka u Yenuaka—Xuracu.
OHHM HacJenylTCs] ayTOCOMHO-PEIIECCUBHBIM ITyTEM.
IIpu atix cuHApOoMax HaOIOAAeTCS aTbOMHU3M, YacThle
MHGEKILUHN, JIETOUHBI PrUOpPOo3, rpaHyIeMaTO3HBIN KOJIUT,
VIJIMHEHWE BPEMEHM KPOBOTEUYEHMSI U HE3HAYUTEIbHOE
HapylIlleHHe CBepPThIBaeMOCTU KpoBu. [IpuumnHoii 3aboJte-
BaHUS SIBJSIETCS AeDULIMT CONEPKUMOTO IIJIOTHBIX IPaHyI
u/unm ux camux. McciaenoBanus yHKIMU TPOMOOLIMTOB
BBISIBJISIIOT HapyllleHMe arperauuu B peakuuu ¢ AJID,
agpeHaJIMHOM, PUCTOLIETUHOM U KojutareHoM. Ilpu cuH-
npome Yennaka—Xuracu IJIOTHBIE TPaHYJIbI, OTIpeAeisie-
MBbI€ ITPU MEKTPOHHOI MUKPOCKOITUH, KPYITHEe HOpMaJlb-
HBIX U TI0 pa3Mepy IOXOXM Ha TpaHyJbl MEJIaHOIUTOB,
JIeiKoLMTOB U (pudbpodaacTos [35].

Cundpom Cxomm. TpoMOoIIUTONIATHS, HACIEIyeMasl T10
ayTOCOMHO-PEIIECCUBHOMY THITY, OOYCJIOBJIEHHasI TeheK-
TOM BbIxoza (ochaTuauaceprHa Npyu aKTUBaLU TPOMOO-
LIMTOB M, KaK CJIEICTBUE, HapyIIEHUEM B3aMOIEHCTBUS
TPOMOOILIMTOB C IJIa3MaTUUYeCKUMU (haKTopaMu CBEPThIBa-
emoctu. [Ipu aTOM Ha MeMOpaHe 00pa3yloTCs HEMOJHO-
LIECHHBIE KOMIUIEKCHI (haKTOPOB CBEPThIBaEMOCTH Va—X
n VIII—IXa. JIeceKThI CBSI3bIBAHMS 3TUX KOMILIEKCOB ITPH-
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BOJST K HEMOJIHOM akTUBaLMU (akTopa X U MPOTPOMOU-
Ha, a TAaKXe K HapYIIeHUSIM aKTUBHOCTU TPOMOOLIUTAPHO-
ro ¢pakTopa 3 [36].

ANropumm fUarHocmuxu

JuddepenumanbHas AMarHoCcTHKA TPOMOOLIMTOIATHIA
4ype3BblYaiiHO 3aTpyaHeHa. O4YeHb 4acTO TPOMOOIUMTO-
MaTUM MaCKMPYIOTCSI HOCOBBIMU KPOBOTEUCHMSIMU, Me-
HOPpAarusiMM U JIPYyrMMU KPOBOTEYEHUSMHU CIIMU3UCTHIX
o6osiouek. [TepBbIM 3BeHOM TMATHOCTUKU SIBJISIETCS MO -
poOHBI cOop aHamMHe3a. O0s13aTeIbHBIM SBJISIETCSI CO-
CTaBJIEHUE POMOCIOBHOM C TIIATEJbHBIM COOPOM CBeIe-
HUI 0 MUHUMAaJIbHON KPOBOTOYMBOCTH Y POACTBEHHUKOB.
BaxxHbiMu BoripocaMu SIBJISIFOTCSI: TIEPBBIM 3MU301 KpPO-
BOTEUYECHMSI, HAJIMUME KPOBOTEUEHMSI TIPU ITPOpPE3bIBAHUM,/
CMEHEe MU 3KCTPaKIMK 3y0OB; TPOBOIMIIACEH JIU TOH3H-
JIDKTOMUS, OBLIN JIM OCIOXHEHUS B BUIE JITUTEIbHOTO
KPOBOTEUEHHS; KPOBOTOUMBOCTD JACCEH MPU YUCTKE 3Y-
00B; HAJIMUYKMEe HOCOBBIX KPOBOTEUEHUI, €C/IU Ja, TO KOT-
Jla TIOSIBJISIIOTCSI /4acTOTa/ ITUTEIbHOCTD; 00beM MEHCTPY-
aluy y 1eBoYeK IyOepTaTHOIO BO3PacTa; MPOBOIMIUCH JIU
oInepaTUBHBIC BMEIIATEIbCTBA, OBLIN JIM reMopparuye-
CKME OCIOXKHEHUs?

[1pu HaTUYMU KIMHUYECKUX MPU3HAKOB TPOMOOLIM -
TOIMaTUi BTOPHIM 3BEHOM IMArHOCTUKU SBJISIETCS OOIIMI
aHanu3 KpoBU. [Ipy MHOTMX TPOMOOLIMTOIIATUSIX ITOKA3a-
TEJM MOTYT OCTaBaThCsl B Mpezesiax HopMbl. OnHAKO npu
M3MEHEHUH pa3MepoB TPOMOOLIMTOB aBTOMAaTUUYECKUIT aHa-
JIN3aTOP MOXET He 3apUKCUPOBaATh (PAaKTUUECKOE UX KO-
JINYECTBO, TTO3TOMY BaXKHO ITPOBOAMUTH MOACUET BPYYHYIO
B Ma3ke ¢ okpackoii mo Pomanosckomy—Ium3se. Mopdo-
JIOTUYECKUI aHaIu3 TPOMOOIIMTOB IO3BOJISIET MOJYIUTh
JOTIOJIHUTEIbHYI0 MH(MOPMAIIUIO O KOJIMUYECTBE 1 pa3Mepax
TPOMOOLIMTOB, HAJIMUME UX KOHIJIOMEPATOB U APYTHEe 0CO-
OCHHOCTH: OTCYTCTBUE O-TPaHYJI B KPYITHBIX CEPHIX TPOM-
OoLMTaX yKa3bIBaeT Ha 00JIE3Hb CEPBIX TPOMOOLIMTOB, TIPU
BKJIIOUEHMSIX B JIGMKOLMTHI — 00JIe3HU, 00YCIOBIEHHBIE
myTauueii reHa M YH9, aHomanuu MophOJ0rur 3pUTPO-
LIMTOB MOTYT CBUIIETEIbCTBOBATh O 0OJIE3HSIX, CBSI3aHHBIX
¢ mytauueit reHa GATA-1. Tlpu oGHapy:XeHUU B Ma3Ke
KOHIJIOMEPAaTOB TPOMOOIIMTOB HEOOXOAMMO IPOBECTU
nuddepeHIIMalbHYI0 TMarHOCTUKY ¢ nedekToM 3abopa
KpoBu. [1ceBnoTpoMOOLIUTONIEHUS MOXKET OBITH CJIEACT-
BUEM CKJIEMBaHUS TPOMOOIIMTOB B MPOOMPKE C STUIICH-
IMaAMMHTETPAaleTaToM. DTO JIETKO MOATBEPAUTh, €CIU
cIesiaTh TOBTOPHBIM 3a00p KPOBU B IPOOUPKY C LIUTpPa-
TOM.

HecMoTpst Ha TO YTO Ha CETOAHSILIHUNI NeHb OBLIO
MPOBENEHO OTHOCUTEJIbHO HEOOJIbIIIOe KOJUYECTBO CpaB-
HUTEIBHBIX UCCIICAOBAaHUIA arperaliid TPOMOOLIMTOB Y B3pO-
CJIBIX U AeTeli, HA OCHOBAHWM MMEIOIIMXCS TaHHBIX MbI
MOXEM ClieJIaTh BBIBOM, UTO Pa3JIMUMs B arperaliyu uMme-
IOTCSl TOJIBKO Y JIeTel 40 rofa Xus3Hu. JleTu ¢ roma u 1o
18 et He UMeEIOT crieuM(PUUECKUX BO3PACTHBIX HOPM KaK
BHYTPH TPYIIIbI, TAK ¥ B CPABHEHUM CO B3POCJIBIMU.
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Hapywenue aepeeayuu mpomboyumoe npu HeKomopbix mpomooyumonamusx

Juarnos Hapymenne arperanym

OTCyTCTBI/Ie OTBETa

Cunapom bepnapa—Cyibe 6 G

OTCyTCTBI/Ie OTBETa Ha BCC

Tpombactenus [aHiMaHa
arOHMCTHI, KDOME PUCTOLIETHHA

Hannune cHUXXEHHOTO OTBETa
K HECKOJIbKMM aroHuctam: AID,
KOJUIATeHY, STIMHE(DPUHY

Jedexr cexpenu, d-rpaHys
(cunopombl [epMaHCKU—
IMynnaka u Yegnaka—Xuracu)

CHUXEHME WU OTCYTCTBUE

Hedexr perientopoB AJID P ——T

CCT [ToHnxeHue oTBeTa Ha aKTUBALIUIO
TPOMOMHOM ¥/WJIN KOJITTATCHOM

CKpUHUHIOBBIMM TECTAMM, YKa3bIBaIOIIMMK Ha Ha-
pylleHHe TPOMOOLMTAPHOTO 3BeHa TeMOCTa3a, SIBJISIOTCS
YIUIMHEHYE BpeMEHU KalJUIIPHOIO KPOBOTeUYeHUS (PO~
661 /Iploka, AiiBM) 1 aBTOMaTWYeCKUI aHAIU3 (PYHKLIMKU
TpoMbo1uTOB Ha mpubope PFA-100. OgHako oHU He 00J1a-
JIAIOT JOCTATOYHOM YYBCTBUTEIBHOCTBIO U CIIELIM(UYHO-
CTBIO JUISl IOCTAHOBKHU IMAarHo3a.

Ouenka pynkuyuu mpomoouumoes

«30JI0TBIM CTaHJAPTOM» OLIEHKM (DYHKIIMOHAJIBHOM
aKTUBHOCTU TPOMOOLIMTOB OBbLI MPU3HAH METOJ OITHYC-
ckoii arperoMerpuu (light transmission aggregometry, L'TA).
MeToa 0CHOBaH Ha OlLieHKe (DOTOMETPOM CBETOIPOITYCKA-
ol crnocooHocT (% arperaliu) IUTPATHOM O6OraToi
TPOMOOIIMTAMU TUTA3MbI TIpU 100aBJIEHUU B HEE€ arOHUCTA
arperaunu (A®, snimHedprH, KoJIareH, apaxuaoHoBast
KMCJI0Ta, TPOMOOKCAH, PUCTOLETUH). Arperaiiysi TpoMOOIIU-
TOB, UHAYLIMPOBAaHHAs PUCTOLIETUHOM, KOTOPBIi aKTUBU -
pyet cBsi3biBaHMe (pakTopa Bumnedpanma ¢ KOMIIJIEKCOM
rmukonporenHoB GPIb-IX—V, Takke namepsieTcst ¢ momMo-
wbio LTA. ITpu nmpoBeaeHUM 3TOro aHajain3a HeOOXOAUMO
YUUTBIBATh JaHHbBIE O TIPHEME MEIMKAMEHTO3HBIX U TOMe-
OIMaTUYECKMX ITPerapaToB, KOTOPbIe MOTYT BJIMSTH Ha ar-
perauuio TpoMOOLIUTOB.
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JlonoHATE TbHbIE MPU3HAKH, HCCJIETOBAHMS

MakpoTpoOMOOLIMTONIEHUS
Hcknouuts 6ose3ub Buinedpanaa
HccnenoBanue konmdectsa GPIb MeTonom nmpoTouyHoit IMTOMIyOpUMETPUN

[porouHast MTO(GIYOPUMETPUS — MCCIIENOBAHUE KOJTMUYECTBA 1 (DYHKITU-
OHaJIbHOM akTMBHOCTH MHTerpuHa I1b/I11a

DJIeKTpOHHAst MUKPOCKOITHS ISl OLIEHKH TUIOTHBIX TPaHYJI, TPOTOYHAS
UTO(GIyopUMETPUS

B anamuese npuem nHruouropos AJD
[TporouHas uuTodayopuMeTpus [l OLEHKHU KojinyecTsa P2Y ,

Hanuuue B Ma3ke c1a60 OKpalleHHbIX TPOMOOLIMTOB, SJIEKTPOHHASI MU-
KPOCKOTHSI, TPOTOYHAS ITUTOMDITYOPUMETPHST

Ha ceromnsiHuii 1eHb U3BECTHBI arperoMeTPUYECKIE
0COOEHHOCTH Psiia TPOMOOLIMTOIATHIA (TabauLa).

OTcyTCTBME arperaliid CO BCEMHU arOHHCTaMH, KpoMe
PUCTOLIETMHA, YKa3blBaeT Ha TpomOacTeHuto [laHiMaHa.
DTOT AMarHo3 MOXeT OBbITh MONTBEPXKAECH MPOTOYHOI LIU-
TO(TyOPUMETPHEI — KOIMUYECTBEHHOI OLIEHKOM pelienTopa
meMOpaHbl TpoMOoruToB 11b/I11a. 3HaunTebHO MOHKEH-
HBII OTBET Ha Bce KOHLeHTpaLmu A D yka3biBaeT Ha HaJIU -
une nedekra AIIP-peuentopos P2Y . [Tonnkenue Bropoit
BOJIHBI arperauuu nox aeiictereM AP u snuHedprHa 1 1o-
HIDKEHUE arperalyy ¢ KOJUTarTeHOM MOXKeT yKa3bIBaTh Ha Je-
uumt nyna xpaneHus. C LeIbl0 MOATBEPKISHUS Ae(ULIUTA
TUIOTHBIX FPaHy/1 HEOOXOIMMO ITPOBECTH MCCIen0BaHNe (hyHK-
LIMOHATLHOM COCTOSITEJTBHOCTH IIOTHBIX TPaHyJI METOIOM TTPO-
TOYHOM HUTOMDIYOPUMETPUU U DJIEKTPOHHYIO MUKPOCKOITHIO.

Takum ob6pa3om, pacio3zHaBaHue 1 1uddepeHInaTb-
Hasl IMarHOCTMKa TPOMOOIIMTOIATUI TOJIKHBI 0a3upo-
BaTbCsl Ha KOMITJICKCHOM MCCIEIOBAaHMY TeMOCTa3a, U3yde-
HUU MOpdOJIOTuM TPOMOOLMTOB METOJAMU CBETOBOM
M DJIEKTPOHHOI MUKPOCKOIMMNHU, OLIEHKE (DYHKLIMOHAJIbHO
AKTUBHOCTM METOIOM IIPOTOYHON LMTOGMIYOPUMETPUH,
a Takke MPOBEICHUM TeHETUUECKOIo aHaa13a IS BbISIB-
JIEHUST MyTalluii, KOPPEIUPYIOIINX C pa3IMYHBIMU TUITAMU
TPOMOOILIUTONATHIA.
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