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BTOPUYHAA UMMYHHAA TPOMBOLIUTONEHUA
NP NEPBUYHOM MMMYHOAE®OULIMTHOM COCTOAHUN
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TpombounTONeHNA — CUMMNTOM LUMPOKOrO CreKTpa reMaToNornmyecknx 1 HeremaTosniornyeckmx 3abone-
BaHWI, TPEOYIOLWMIA BbIMOHEHWS OBLIMPHOrO AMArHOCTUYECKOro MOoWCKa. bbicTpoe BbisiBNeHME OCHOBHONA
NPVYVHBI TPOMOOLIMTOMNEHWIN BAIUAET Ha NMPOTrHO3 U NIeYebHYI0 TaKTUKY Yy psAfa MaluueHToB C reMaTosiornye-
CKMM 3a6oneBaHmAMU. OQHOW 13 NPUYMH Pa3BUTUA BTOPUYHOWN TPOMOOLUTONEHNN ABAAIOTCA NEPBUYHbIE
nMmMmyHopeduumTHble coctosHuaA (MAAC), BebioT KOTOPbIX BO3MOXEH B BO3pacTe cTaplue 18 neT. [lnarHocTtrka
[aHHOI NaTosorMm 3aTpygHeHa B CBA3U C Manioll MHGOPMUPOBAHHOCTbIO Bpayel NepBMYHOMO 3BeHa 34 paBo-
OXpaHeHVsA O HanMyrm 61aronpUATHO MPOTEKAKLWMX NEPBUYHBIX UMMYHOAEPULIMTOB, NEPBbIM NPOABIEHU-
€M KOTOPbIX MOXET OblTb UMMYHHas TPOMOOLMTONEHMS, BbIAB/IEHHAs Y B3POC/IOro Yenoseka. [laHHasA cTaTba
nocesALieHa onmcaHuio KnnHuyeckmx cnydaes MAC, BnepBble AMarHOCTPOBaHHOMO BO B3POC/IOM BO3pacTe,
C Ae60TOM B BMAE ay TOUMMYHHbIX OCJIOXKHEHUIA.
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Thrombocytopenia is a symptom of a wide range of hematological and non-hematological diseases, re-
quiring extensive diagnostic search. Rapid detection of the main cause of thrombocytopenia affects the prog-
nosis and therapeutic tactics in a number of patients with hematological diseases. One of the reasons for the
development of secondary thrombocytopenia are primary immunodeficiency disorders (PID), whose debut is
possible at the age of over 18 years. Diagnosis of this pathology is difficult, due to the low alertness of primary
care physicians about the presence of favorably occurring primary immunodeficiencies, the first manifestation
of which can be the immune thrombocytopenia revealed in an adult. This article is devoted to the report of the
clinical cases of newly diagnosed PID in adulthood, debuting from autoimmune complications.
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CHWKEHHE KOJUYECTBA TPOMOOIIMTOB (TPOMOOIUTOIIE-
HUS) HIKE TIOPOTOBOTO 3HAYEHMS — YacTO BCTPEUAIOIIAsACs U
aKTyaJibHas mpodiemMa B aMOyJIaTOPHOM 3BEHE 3[]paBOOXpaHe-
Hust. TPOMOOIMTOIICHHUS SIBJISIETCS CUMIITTOMOM MHOTHX 3200-
JIeBaHMI{, MOYKET BCTPEUATHCS Y ACTEH U B3POCIBIX U TpeOyeT
TIPOBEAEHUSI OOIIMPHOTO JUArHOCTHYECKOTO TTOHMCKA.

[TpuHSTO BBIIENATH HACIEICTBEHHbBIE TPOMOOIUTOIICHNH,
CBSI3aHHBIC C BPOXKICHHBIMU Je)eKTaMH CHHTe3a aib(a-
TpaHys, yTPaToOil TeX WM MHBIX PELENTOPOB Ha MeMOpaHax
TPOMOOITNTOB, U PHUOOPETEHHBIE, KOTOPBIE MOTYT OBITH 00-
YCIIOBJIEHBI HapyIIEHHEM MPOAYKIMH TPOMOOIMTOB (JIeKap-
CTBEHHBIE, TOKCHYECKHE, a TAK)KEe BOSHUKAIOIINE BCIECCTBHE
METAaCcTa3UPOBAaHMUsS T€MaTOJOTHYECKUX M HEreMaroJoruye-
CKHX OIyX0JieH B KOCTHBIN MO3T) 1 YCKOPEHHBIM pa3pyIlIeHH-
€M TPOMOOITUTOB.

OnHOW W3 NPHYMH, YCKOPSIONMX pa3pylIieHue TpoMOOIy-
TOB, SIBJISICTCSI TIOSIBJICHUE Y YeJIOBEKa ayTOAHTHTEN K TIIMKOIIPO-
TerHaM Ha [TOBEPXHOCTH MeMOpaHbI KIIETKH. B cirydae BbIpaboT-
KM aHTUTPOMOOLIMTAPHBIX aHTUTEN Kitacca IgG , HanpaBieHHbIX
npotuB TrkonpotenHoB GPIIb/IIa o GPIb/IX Ha moBepxHO-
CTH MeMOpaHBI TPOMOOIITOB, TOBOPAT O TIEPBUYHON NMMYHHOM
TPOMOOIIUTONICHNH (MIHOIIATHIECKON TPOMOOIMTONIEHIIECKOH
myprype — WUTII); BeIpaOOTKH MHBIX ayTOAHTHUTEN — O BTOPHY-
HOI MMMYHHOW TPOMOOIIMTOIICHHH, KOTOPAsk MOYKET SIBJISATHCS
CHMIITOMOM MH(EKIMOHHBIX, B TOM YHCJI€ BUPYCHBIX, ayTOUM-
MYHHBIX 3200JIeBaHUH (CHCTEMHast KpacHast BolluaHKa, aHThdoc-
(ONMUIUIHBIA CHHIPOM, PEBMATOUTHBINA apTPUT) U IEPBHUYHBIX
nmmyHoznepumTHbIX coctostanii (ITUJC) [1].

Knuauueckux omimuuii BTopuyHas MMMyHHash TpoMOoO-
LUTONIEHNsT He MMeeT. K nmarHocTHdecknM 0COOCHHOCTSIM
MOYKHO OTHECTH:

* HOPMaJbHBIH YpPOBEHb TPOMOOIMTACCOIMMPOBAHHBIX
AQHTUTET B CBIBOPOTKE KPOBH;

* CHIKEHHOE KoimdecTBO MerakapuormmrtoB (MKILI) B
KOCTHOM Mo3re (IyHKTare, TPemaHoOnonTare) W/WiH THIIO-
TUTa3UI0 KPOBETBOPEHHUS.

BropuyHass uMMyHHasi TPOMOOLUTONEHHS OOBIYHO BbI-
SIBIISICTCS y JieTell M MOAPOCTKOB C JHArHOCTUPOBAHHBIMU
IMUJC, Bxons B CUMITOMOKOMIUJIEKC MOCIENHUX. B cBsi3u ¢
9THM BTOPHYHAs WMMYHHasi TPOMOOLMTONEHUs Kak JIeOI0T
MMNJAC y B3pocnbIX B MpakTHKE Bpada-reMarojiora BCTpeda-
€TCs PEAKO, UTO 3aTPYAHSET CBOEBPEMEHHYIO TUATHOCTUKY U
JIeYEeHUE 3TUX cllydaes [2].

[NAC — BpoxaeHHbIE HAPYILIEHUSI UMMYHHOH CHCTEMBI,
CBSI3aHHBIE C TEHETHYECKUMH Je(peKTaMHu OFHOTO WIHN
HECKOJIbKHMX €€ KOMIIOHEHTOB: CHCTEMBI KOMIIEMEHTA, (haro-
LIUTO3a, TYMOPAJIBGHOTO W/HITH KJIETOYHOTO 3BEHBEB |3, 4].

ITepwiii cnyuait [TMJC onwcan aMepuKaHCKUN TieauaTp
Orzen bpyton B 1952 1. Ha mpumepe §-1eTHEro Mansdmka [5],
aHaMHe3 JKU3HU KOTOPOTO COCTOST U3 MHOTOYHCIIEHHBIX pe-
LUIUBUPYIOINX MHPEKIIMOHHBIX 3a00JIeBaHN: ITHEBMOHHNH,
CUHYCHTBI, OTUTBI, MEHHTHTHI U cericuc. Bo Bpems obcneno-
BaHMs peOCHKA MPU MCCIICI0OBAHUN OCIIKOB CHIBOPOTKH KPOBH
METOJZIOM H3JeKTpodope3a Obla BBISBICHA araMMarioOyiu-
Hemusl. ['eHeTHYeckuil MeXaHU3M JAHHOTO 3a00JIeBaHUs, a
MMEHHO — MYTall¥sl B TeHE HEPELENTOPHOW THPO3MHKNHA3HI,
OBLT OTKPHIT TOJBKO B 1993 1., moce dero ommcaHHas maTo-
JIOTHs TTOJTy4nIIa Ha3BaHNe X-CIeMIeHHas araMMario0yimHe-
Mus i 0orne3us bpyrona [6, 7.

B 80% ciyuaes [T /IC auarHoctupyetcs 1o 18 jiet, ¥ Tob-
ko B 20% ciryvaeB rmpu ONaronpusiTHOM TeYeHHH Ae00T 3a00-
JICBaHMsI M TIEPBUYHAS IMArHOCTHKA MPUXO/ISTCS HA B3POCIIBIN
Bo3pacT. VccnenoBanue, MpoBeeHHOE Ha OCHOBE bpas3uib-
CKOTO PErucTpa, rnokasaio, urto yucio namueHtoB ¢ [TUJC
crapue 20 net coctaBuser okosio 30% [8]. D10 cBszaHO €
TIOBBIIIEHUEM KadecTBa OOIIeH MEIUIIMHCKON TTOMOIIN OOJTb-
HBIM C Pa3JIMYHBIMHU HATOJIOTHSAMHM, a TAKXKE C YIydIICHHEM
JMUArHOCTHUKY U crienuamsupoBanaoi Teparmu [TUC [9].
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[To A1MIEeMHUONIOTHUECKUM JITAHHBIM, MY>KUYHHBI 00JICIOT B 3
pa3a yarile )KCHIIMH, YTO 00YCIOBJICHO CICIIJICHHOCTHIO 00JIb-
LIIMHCTBA CUHAPOMOB ¢ X-XpoMocoMoi. Hacrora BCTpedae-
MOCTHU 3HAYUTEIBHO BapbUPYET B 3aBUCHUMOCTH OT BapHaHTa
TIUJIC u ceiiuac, 1o JaHHBIM MHOTOUYHMCJICHHBIX HCCIICOBA-
Huil, npesbiuaet 1 cayqaii Ha 10 000 Hacenenus [10].

B nacrosimee Bpems kinaccudukarnms [IM/IC HacauteiBaet
okos1o 300 HO30J10THH, KOTOPbIE NOAPA3IEISIIOTCS B 3aBUCH-
MOCTH OT TIOpa)KeHHOTO 3BeHa uMMmyHHTeTa [3, 11]. [Tannen-
TBI C Je()eKTaMH TyMOpaIbHOTO 3B€Ha UMMYHHTETa COCTaB-
nsroT 60% oT Beex cmyvaes [12].

Knunnueckas xapTHHA, THATHOCTHKA U JieueOHas TaKTH-
ka 3aBucAT oT BapuanTta [IMJ[C. Ho cymectByer psin obmux
KJIMHUYECKUX XapaKTEePUCTHUK: YacThle PEIMIUBUPYIOIIUE U
XpOHUYECKHE UH(EKINH, [INTONICHUH, ayTOUMMYHHBIE H aJl-
JIeprudecKue peakluy, pacCTpONCTBA MUIIEBapeHus (auapes
W CHHJIPOM MasbabcopOIin), OCIOKHEHUS TIPH BaKIIMHAIINT
(cemcuc), coyeraHue ¢ BPOXKACHHBIMH ITOPOKAMH Pa3BHUTHS,
BBICOKMH PHUCK Pa3BUTHS JTUMQOINpoardepaTuBHBIX U OHKO-
JOTUYECKNX 3a00JIeBaHIM.

K xmmamgecknm ocoberrocTsiM [TNJIC MexyHapOIHBI-
MH 3KCHEPTAMHU OTHECEHO aTUIMYHOE TEUECHHE PA3BUBIINXCS
Ha UX (poHE ayTOMMMYHHBIX M TeMaTOJIOrn4ecKux 3a0oieBa-
HUH, TTO3BOJIAIONIEE B PSJIE CIyYaeB 3aMo03PUTh BTOPUIHYIO
npupony nocineanux [13].

Huarnocrtuka [TNJIC BxmtouaeT B cebst onpeaeseHue KoH-
HEHTpallMd HOPMAJbHBIX HMMYHOITIOOYJHMHOB B CBHIBOPOTKE
kpoBu — IgA, M, G, noxakinaccos IgG, nmmyHopeHOTUIIIPO-
BaHME JICHKOIIUTOB, OIEHKY (DYHKIIMOHAJIBHOTO COCTOSIHUS
(baroruToB, onpeaereHNe KOMIOHEHTOB KOMIUIEMEHTA, aHa-
m3 Ha BUY-nH)exnunio, MonekynsipHO-TreHeTHUECKHE HccIle-
noBanwus [14].

Hamubomee gacto Berpegaembm [TU/IC (1 ma 500 genoBek)
ABTISICTCSA CENEKTUBHBIN aedurut [gA, mms KoToporo xapak-
TEPHO CHIKEHHE chiBopoTodHoro IgA menee 0,05 r/m mpwm
HOPMAJIbHBIX KOJMUECTBEHHBIX MTOKA3aTeNAX APYTHX 3BEHHEB
umMmyH#Teta [12-16].

MosnekyIsipHO-TeHeTUYECKHEe OCHOBBI JAHHOTO MMMYHO-
neduira HensBecTHbI. [Ipearnonaraercs, 4ro B maroreHese
3a0osieBaHus JIKUT (DYHKIMOHAJIBHBIN Jedekt B-kieroxk,
0 4eM CBHJETEIbCTBYET CHMXEHUE [gA-dKCIpeccHpyOLMX
B-mumdonuToB y O0IBHBIX ¢ 3TUM CHHAPOMOM [12].

CenextuBHBIN euuuT IgA sBIseTCS HEKOPPUTHPYEMbBIM
TIEPBUYHBIM J1€()EKTOM HMMYHHON CHCTEMBI, IIPH KOTOPOM HE
TMOKa3aHO CHenn(UIeCcKO 3aMecTUTeNbHON Tepammn. Kop-
pexnnst MHQEKIUOHHBIX, AJUIEPIHYECKUX M ayTOMMMYHHBIX
3a00JIeBaHNH Y TAIIMEHTOB C CENEKTHBHBIM nedururom [gA
HE OTIIMYAETCsA OT TAKTHUKH BEACHUS OOJBHBIX 0€3 JaHHOTO
MNJAC, uckmoueHne COCTaBIsAET 3aMECTUTENbHAS Tepanus
mpenapaTaMi KpoBH (CBEXE3aMOpOXEHHas IMiasMa U Jp.),
KOTOpast MPOTUBOIIOKA3aHa U3-3a PUCKA PA3BUTHUS ajjiepruye-
CKUX peakIMi HeMeJUIEHHOro THra (aHaduIaKTHYecKue pe-
akuuu u np.) [4, 12]. IIpu HeoOXOAUMOCTH BBEICHHS BHYTPH-
BEHHBIX HMMYHOIJIOOYTMHOB PEKOMEH/JOBAHO HCIIOIb30BaHNE
KayeCTBEHHBIX MPENapaToB ¢ HU3KUM cozepkanueM IgA [9].

Teuenue TTM/IC, oOycCIIOBIEHHOTO CENEKTHBHBIM Iedu-
muToM IgA, OmarompusTHOE, cepbe3Hble HH()EKINOHHEIC
OCIIO)KHEHHUSI BCTPEUAIOTCA PEAKO, B OTIMYHME OT aTHUINYHO
MPOTEKAIOUINX AYTOMMMYHHBIX peakuuil. OCHOBHYIO pOJb
B (OpPMUPOBAHMN AyTOMMMYHHBIX OCIIOKHEHHUH y MalueH-
toB ¢ [IMJIC urparor HapyIIeHUs Kak IEHTPaJbHOH, TaK U
nepudepudeckoit TonepantHocTH B-kietok. IleHTpanbHas
B-kiietouHas ToJiepaHTHOCTH (YOPMUPYETCSI 32 CYET KIIOHAIb-
HOM JIeJIelH ayTOpeaKTHBHBIX He3peibiXx B-numdonuTtos B
KOCTHOM Mo3re. [ 1aBHbIM MeXaHU3M B JJaHHOM CIIy4ae — pe-
LENTOPHOE PENaKTUPOBAHUE, B PE3YNBTATe KOTOPOTO Mpo-
HCXOMUT cHIDKeHne adduHHOCTH B-KIileToyHOTO perento-
pa K ayTOAHTHTEHY HIDKE TOPOTOBOTO YPOBHS, Beyllee K
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BO3HHKHOBEHHIO ayTOMMMYHHOTO mporecca. KiroueBsiM
MEXaHU3MOM TepUPEepPUYECKO TOJICPAHTHOCTH SIBIISETCS
CyIIpeccopHasi TOJIEPaHTHOCTb, OCYIIECTBIIsIEMAasl PETYIATOP-
HbiMu CD4" T-niumdonuramu. B ocHOBE hopMupoBanus ayTo-
WMMYHHBIX ociokHeHu# y 6onpHbIx [TMJIC nexwur napytie-
HHUE CYINPECCOPHOTO BO3AEHCTBHS T-KIETOK Ha ayTOpeaKTHB-
HbIe B-TM(pONIUTHL, YTO IPUBOAMT K OBEIMICHHOMN BBIPa0OT-
ke ayroantuten [12, 17].

B cBsi3u ¢ OMaronpusATHBIM TEUEHHEM CEIEKTUBHOTO MM-
myHonedummra [gA mnarnoctuka manHoro [TMJIC B meTckom
U TIOZPOCTKOBOM BO3pAcTe 3aTpyaHEeHA. BrIsBIeHNE y B3poc-
JIOTO TallMeHTa ayTOMMMYHHOTO 3a00JIeBaHHS C aTUITHYHBIM
TEUEHHEM, HEeaJeKBaTHBIM OTBETOM HA CTaHAAPTHYIO Tepa-
nuro TpedyeT 00s13aTe/IbHOrO 00CIICIOBAHUS HA HAJTHYUE/OT-
cyrcrBue [TMJIC. B nanHoii cTatbe nmpeacTaBieHO ONUCaHue
JIByx kiauHndeckux ciaydaes I1MJIC, BnepBble JUarHOCTUPO-
BaHHOTO BO B3POCJIOM BO3pacTe, ¢ JeOI0TOM B BUJIC ayTOMM-
MYHHBIX OCJIOKHEHHH.

Kanandeckoe Hadaonenue Nel

Manuentka K., 20 jger, oOpaTiiach B MOJTUKIMHAYC-
ckoe oraenenne ®I'BY «I'emaronornueckuii HayuHbIN HEHTP
(mprHE «HarmoHampHBIH MEIUIIMHCKHN HCCIICI0BATEIbCKUAN
neHtp remaronorum» — HMUIL[ remaronornn) MuH3npasa
Poccun B mrone 2016 1. ¢ )xamobaMu Ha U3MEHEHHUSA B OOIIEM
aHaIN3e KPOBH — CHIDKEHHE KOJIMIECTBA TPOMOOITITOB U KOH-
LIEHTPAIIH TeMOTIIO0MHA.

W3 amamHe3a crajio M3BECTHO, YTO 3aboyieBaHHe ae0ro-
THpoBatio B stHBape 2016 I. ¢ TeMOpparnyeckoro CHHApOMa B
BUJIC CIIOHTAHHBIX M KOHTAKTHBIX SKXMMO30B M NETEXHH Ha
KOK€ BEPXHHX M HIDKHUX KoHeuHocteil. [Ipu oOcrienoBanun
M0 MECTY >KUTEJIbCTBA B OOIIEM aHaJIM3€ KPOBH ObLIA BbI-
sIBJICHA YMEpPEHHasl aHeMUsI C KOHIIEHTpalued reMorioonHa
93 r/n (Hopma 120-140 r/m), TpombormTonenus 24 x 10%/n
(mopma 150-320 x 10°/11). Mopdosoruieckoe UccieaoBaHue
Ma3Ka mepuepuIecKoil KPOBH BBIABIIIO HAIMYHE THITOXPO-
MUH DPUTPOIUTOB, BCTPEUAINCH OBAIOIHUTHI H CEPIIOBUIHEIC
SPUTPOIUTEL. B OHOXMMHYECKOM aHAIH3€e KPOBU —H30IUPO-
BaHHas THIepOmwMpyOonHemMus a0 25,7 MKMOJB/I (HOpMa
5-21 MKMOJIB/T) 32 c4ET HEnmpsAMOH ppakitun — 20,5 MKMOIB/1T
(wopma 1,7—17 MxMoiIB/I).

[Ipu uccnenoBaHNM MyHKTaTa KOCTHOTO MO3Ta MOKa3aTesn
MKII cocraisinu 2—4 B none 3peHusi, 0e3 BUANMOMN OTIIHY-
POBKM TPOMOOLIUTOB, B IPUTPOMIHOM POCTKE Ipeodiaal
HOPMOOJIACTHYECKHH THIT KPOBETBOPEHHSI, TPaHyJIOINTaPHBIH
POCTOK COOTBETCTBOBAJI HOPME.

C y4yeTroM KIMHMYECKON KapTHUHBI M JaHHBIX 00CIe0Ba-
HUs, OblIIa TMATHOCTHPOBAHA TIEPBUYHAS UIMMYHHAsT TPOMOO-
OUTONICHHA. B CBS3M ¢ HamMumeM TTyOOKOH TpOMOOIHTOIIE-
HUHU U KO)KHOTO TEMOPPAarndecKoro CHHIpOMa ¢ (eBpais mo
Mait 2016 r. GompHas ToNyyana Tepamuio |- JTHHUM: TITFo-
xoxopturocTeponanasie (I'KC) ropmoHBI (MpeTHM30I0H) B
03¢ 1 MI/Kr Maccel Tejaa B TeueHHE 2 He C MOCICAYIOICH
MEIJICHHOW OTMEHOM U MOJTHBIM KIMHUKO-T€MaTOJIOTHYECKUM
OTBETOM B BHJI€ HOPMAJIU3AI[H KOJMYECTBA TPOMOOIIUTOB 10
150 x 10°/n, Gunupy6una 19,2 MKMOJIB/J U MOJHOTO KYITHPO-
BaHUsI FeMOPPArnueCcKoro CHHAPOMA.

B wurone 2016 . Ha (hoHE MOIHOTO 3/10POBBSI MAIMEHTKA
OTMETHJIa BO30OHOBJICHHE T€MOPPAarMyeckoro CHHAPOMA B
BHJIC KOHTaKTHBIX 3KXHMO30B Ha KO)K€ BEPXHUX M HIKHHUX
KOHEYHOCTeH. B reMorpamMmme OTMEUEHO CHMKEHHE KOIHYe-
ctBa TpoMOOIUTOB 10 47 X 10°/11, B CBA3M C YeM MAlMEHTKA
obparmnacs B @I'BY I'HII (Mockga).

[Ipu 06BEKTHBHOM OCMOTpE MPU3HAKOB TEMOPPATHIECKO-
TO CHHJpPOMA U APYTHX OTKIOHEHHUH He BBIABICHO. M3 aHam-
He3a JKU3HU BBIICHHIOCH, YTO MAIlMEHTKA C AETCTBA CTPaJacT
YacThIMH WH(EKIUOHHBIMU 3200JI€BaHUSIMHU — XPOHUYECKUI
TOH3WJUIUT C 00OCTPEHUSIMH 10 3 pa3 B TEUEHHUE Toja.

[TarueHTKy 00CHIeIOBAIM [0 MPOTOKOIY AU(QepeH-
IUaJIbHOW JIMarHOCTHKH TPOMOOLMTONEHHUH, TIpe/ICTaB-
JeHHOMY B «HanmMoHampHBIX KIMHMYECKUX pPEKOMEH/Ia-
uuax no auarnoctuke u yedeHuto UTII y B3pocabix» [1].
B obmem ananuse kpoBu: reMorioOuH 122 1/11, SpUTpOLUTEI
4,68 x 10"/n (wopma 3,9—4,7 x 10'%/1), KOXUYECTBO TPOM-
ooruroB mpu nojcuere mo ouuno cocraBmwio 51 x 10%/7,
mukporuto3z (MCV 71 ¢n) u runoxpomus (MCH 23 mr).
OO6parmmany Ha ce0st BHUMaHUE YBEIHUYCHUE KOTUIECTBA pe-
TUKYTOIHUTOB 45,9% (HopMma 0,2—1,2%) u cToiikas runepou-
mupyonHeMus 10 47 MKMOJB/IT 32 CYET HETIPSMOH (paKITHH
(38,6 MKMoOnbB/) B OMOXMMHYECKOM aHAIM3e KPOBH IPH
OTpHLIATENBLHOM MpsiMoi pobe Kymbca.

YuuThiBas HaIW4ue B Mas3Kke mepudeprueckoil KpoBU
OBAJOIMTOB W JPUTPOLUTOB CEPIOBHIHON (OpMBI, TpHU-
3HAKW remoiin3a (TUnepOrIMpyOuHEMUsI U PETHKYJIOIHUTO3),
JUISl UCKJTIOUCHHUS HACJIEACTBEHHOTO XapaKkTepa aHeMUH ObLIO
BBIIOJIHEHO HMCCIE0BAaHUE OCMOTHYECKON PE3UCTEHTHOCTU
SpUTPOIHUTOB (0€3 OTKIOHEHWH) W aHAN3 pPacHpeieiICHUS
SPUTPOIUTOB MO TUIOTHOCTH (OTMEYCHO YMEHBIIICHUE CpPE-
HEll IIOTHOCTH JPUTPOINTOB, XapaKTEPHOE IUIS KEIe30e-
(UIUTHBIX COCTOSHIIM, OBUIO TIONTBEPKACHO CHIDKEHHEM CO-
JIep’KaHusI CBIBOPOTOYHOTO jkeme3a 10 5,47 MKMOJIB/J). DTo
MO3BOJIMIIO MCKJIFOYNUTH HACIEICTBEHHYIO T€MOJIHTHYECKYIO
AQHEeMMIO, OHAKO He HCKIIOYMIO HAJINYHE TeMOIUTHYECKON
AQHEeMMH UHOTO I'eHesa.

JanbHeliimee oOcieoBaHWE MAlMEHTKH MOKa3alo Io-
BBILIEHUE THUTPa aHTUTPOMOOLMTApHBIX aHTHTEN 10 640%
(Hopma 10 200%), Ka4eCTBEHHBIN CKPUHUHT HAa CUCTEMHBIC
3a00JeBaHUsl COCNMHUTENBPHON TKaHM (Metomom ELISA)
OTKIJIOHEHUH OT HOPMEBI HE BBISBHIL.

[ToBTOpHOE HCCIEMOBaHNE KOCTHOMO3TOBOTO KPOBETBO-
PEHHS BBISBHIIO B MHEJIOTpaMME TPHU3HAKH THU3DPUTPOIIO-
332 (MerayioOJacTOMIHBI OTTEHOK, ITUTOIIa3MAaTHICCKUE
MOCTHKH, AaHU30LMTO3 KJIETOYHBIX AJIEMEHTOB) W YMEPCH-
Hoe konmnyectBo MKII (10-20). ITosiBeHre MpHU3HAKOB JH3-
SPUTPOINOI3a U HEOObIIOE yBenuyeHne koianuecta MKI] B
MYHKTaTe KOCTHOTO MO3ra B JIMHAMHKE PACIICHEHBI KaK OTBET
Ha TPEeAIIECTBYIONIYI0 TEPAMUI0 KOPTUKOCTEPOUTHBIMH TOP-
MoHaMu. B TpenanoOuonrTare ompenessuicss HOPMOKIJIETOU-
HBI KOCTHBI MO3T' C OTHOCHUTEJIBHBIM PaCIIUPCHHUEM dPH-
TPOHUJIHOTO POCTKA, C MPU3HAKAMHU OMOJIOXKECHUS, HAJTHMIHEM
METajg00IacTOHIHBIX (OPM, UTO HE TIPOTHBOPEUUIIO TUATHO3Y
«TEeMONUTHYCCKAs aHeMus». J[aHHBIX, KOTOPHIC ITOATBEPIK-
nmand Obl TIEPBUYHBIA MMMYHHBIH T€HE3 TPOMOOIUTOIICHHUH,
HE TI0JTy4YeHO.

[Ipu ymbTPa3ByKOBOM HCCIICIOBAHWN OPTaHOB OproIm-
HOW TIOJIOCTH BBISIBUJIM yBEIHUCHHE Pa3MEpOB CEIE3CHKH 0
138 x 43 mm (HOpMa 110 X 45 Mm).

OCHOBHOI HaxoJKOH cTays OOHapyKEHHbBIH NpPU HMMY-
HOXUMHYECKOM HCCIICIOBAaHUN OEIIKOB CHIBOPOTKH KPOBH H
MOYH TIOJIHBIH ceneKkTHBHbIN aedunut IgA — menee S ME/mun
(mopma 55-250 ME/Mitr), MOHOKJIOHAJIbHAsI CEKPELUsT OTCYT-
CTBOBAJIA.

Jnsa yrounenus Bapuanta [IMJIC nmanueHTke npoBeneHO
JTOTIOTHUTEIHPHOE HMMYHOJOTHYCCKOe OOCIICIOBaHUE: WC-
CIIeZIOBaHHUE TOMYIANNHA HMMYHOTIIOOYIMHOB, BBISBHBIIIEE
M30IUpOBaHHOE CHIKEHHe IgA mo ypoBus menee 0,233 r/n
(Hopma 1-2,3 1/1) ipr HOPMAIBHBIX TIOKA3aTEISAX CUCTEMBI
KOMILJIEMEHTa M OTCYTCTBMM abeppauuii MMMyHO(EHOTHIIA
Mo pe3yJbraraM HMMMYHO(GEHOTUIIMPOBAHUS JICHKOLUTOB C
nanensio CD45/CD3/CD4/CD8/CD19/CD16/CD56 u onpe-
nenenneM nuaexkca CD4/CDS, CD3*HLADR®, CD25.

Pe3ynbprarbl KOMIUIEKCHOTO OOCIIEIOBAHUS O3BOJIHIIH
YCT@HOBUTH OKOHYATEJIBHBIM JMArHo3: MEepBUYHOEC MMMYHO-
TMe(UITHOE COCTOSHUE — CENeKTHBHBIN aeduuut IgA, oc-
JIOKHUBIIHWICS pa3BUTHEM BTOPHIHON IMMYHHOU TPOMOOITH-
TOTICHUY, Ay TONMMYHHOI TeMOJUTHYCCKON aHEMUH.
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VYuuTbIBass OTCYTCTBHE HH(EKIMOHHBIX OCIOXKHEHHH U
reMOopparuuecKoro CHHIpoMa, 6e30MacHblii ypoBeHb TPOMOO-
LIUTOB U MUHHMMAJIbHBIE IPOSIBICHUSI I€MOJINTHYECKONW aHe-
MHH, COBMECTHO C BPayoOM-MMMYHOJIOTOM MalMEHTKE ObUIO
PEKOMEH/IOBAaHO JMHAMHYecKoe HalOmozieHue Oe3 IpoBese-
HUS crienuduyeckoil Tepanuu. B HacTosmee Bpems oTMmeda-
€TCsl CIIOHTAHHOE YBEIMYCHUE KOIMYECTBA TPOMOOIUTOB /10
120 x 10%/71, mpu3HAKK TeMOJIH3a HE HAPACTAIOT, COXPAHSIETCS
HEe3HAYUTETbHAS TUTIEPOMITUPYOMHEMHUS — OO OMIHPYOHH
28,3 MKMOJIB/JI, cTieruduaeckas Tepanus He TPOBOAUTCS.

Kaunnnueckoe Ha0aronenue Ne2

HanumenTtka X., 20 mer, obparmrace B ®I'BY I'HIJ
(MockBa) B oktsi0pe 2016 T. ¢ xamobamMu Ha yBEIHUYCHHE
MacChl TeJa, TMOSIBJICHUE CIIOHTAHHBIX CHHSKOB HAa KOXE JKHU-
BOTA, OTCYTCTBUE MEHCTPYaIHii B TEUCHNE MTOCIETHUX 3 MeC,
SI3BEHHBIC BBICBIIAHUSI B HAUIOOKOBOH 0OJacTu, Cyxou
Kamenb. 3aboneBanue nebrotupoBano B wioHe 2016 T ¢
reMOpparuueckoro CHHAPOMa B BUJIE CIOHTAHHBIX IKXHUMO-
30B Ha KOYK€ HHKHUX KOHEYHOCTEH.

[Tpu oOcneoBaHUM 1O MECTY KUTEIbCTBA B 00IIEM aHa-
T3¢ KpOBHM ObUIA BBISBIEHA W30JIMPOBAHHAS TPOMOOIMTO-
nenust (12 x 10°7). [Ipu uccienoBaHUM ITyHKTaTa KOCTHOTO
MO3Ta OIPEEISIIOCh 3HAYUTEIBHO YBEIMYCHHOE KOJIMYECTBO
MKI] (6omee 50) 6e3 oTurHypoBKH TpoMOOIHTOB. Ha 0cHOBa-
HHUM 3TUX PE3YJIbTATOB MALMEHTKE ObUT YCTAHOBIICH AMATHO3
TIEPBUYHON IMMYHHOH TPOMOOIIUTOTICHIH.

C mronst 2016 1. Hawara tepanust 1-it muaun: I'KC (mpeqan-
30JI0H) B CYyTOYHOI 103¢ | MI/KI MaccChl TejIa mepopaibHo; 0e3
addekra. Uepes 2 HE B CBSI3U C COXPAHSIOIIMMCS KOKHBIM
reMOpparuueckKiM CHHIPOMOM CYTOUHYIO 103y YBEIHYMIIH
JI0 2 MI/KT Macchl Tena nepopaibHo. llpueM npenHusosno-
Ha COIPOBOXKAAJICS TOSIBJICHUEM CHJIBHBIX OOJICH B MBINIIIAX
Oezep W royieHeH, Uil KyMHUPOBaHUSI KOTOPBIX MPUMEHSUTHCh
HECTEPOM/IHbIE MPOTHBOBOCHAINTEIbHBIEC MpEnapars! Jmoo,
npu uX HedP(PEKTHBHOCTH, HAPKOTHYCCKHE aHAIBICTHKH —
TPUMETICPUIIH (TIPOMEION).

VYBenaudyeHus: KOMMYecTBa TPOMOOIMTOB HE OBLIO TOIY-
YEHO, B CBS3M C YeM C aBrycra Ha ()OHE TOPMOHAIIBHOH Te-
panuy Ha3HA4YeH AaroHMWCT pPELENTOpPOB TPOMOONOITHHA —
POMHUILTOCTHM (DHIUICHT) M3 pacueTa 3 MKI/KIT MacChl Teja
(150 MKT MOIKOKHO), TOCTUTHYT YaCTUYHBIA OTBET — KOIHYE-
CTBO TpOMOOIHTOB Kosebanock ot 30 1o 90 x 10%/m.

JimmtensHast Tepanus ['KC ocnoxHMiach pasBUTHEM
cunypoma KymmHra, nosiBieHHeM OOJE3HEHHBIX THONHIYKO-
BBIX BBICHIITAaHWH Ha KOYKHBIX MTOKPOBAX JIOOKA, apTepUalibHOM
THIIEPTEH3UH C MOKA3aTeJIIMH apTepPHAIbHOTO JABJICHUS JI0
150/100 mm pt. cT., @ K ocenu 2016 1. — apTepuanbHON TH-
motoruu (100/70 MM pPT. CT.) KaK HAYaJILHOTO TPOSBICHHUS
BTOPUYHON HAANIOYEYHUKOBOI HEOCTATOYHOCTH.

CoxpaHSIOMMIACA KOKHBIA TeMOpPParmdecKuii CHHAPOM,
TpombonuTornenust 1o 33 x 10%/1, HeahHEeKTHBHOCTH U OC-
noxHeHus 1-# u 2-i nuawnit Tepanuu UTII nocayxumu npu-
yuHoU obOpamenus narueaTku B ®I'BY I'HI (Mocksa).

[Tpu cOope aHaMHECTHYECKUX JAHHBIX CTall0 M3BECTHO,
4TO OOJIbHAS C IETCTBA CTPA/IACT YACTHIMU PELIUINBUPYIOIIN-
MU UH(EKIIMOHHBIMU 3200JICBAHUSIMUA BEPXHUX JIbIXaTEIBHBIX
myTei (10 4 pa3 B rof), KOTOpbIe TPeOyIOT IPUMEHEHUS aHTH-
GakTepHaIbHON TEPAIHH.

[Tpn oleHke cOMaTHYecKoro craryca odpamany Ha ceOst
BHUMaHHE BBIpaKeHHBIN cuHApoM KymmHra, pa3BepHYyTHII
KO)KHBIH TeMOpparuiecKiii CHHAPOM B BHJIE SKXUMO30B B 00-
JIACTH JKUBOTA 1 HA HIKHUX KOHEYHOCTSIX, MHOTOYHCIICHHBIE
0oIe3HEHHBIE THOMHIYKOBBIE BBICHIIIAHNS HAa KOKHOM TTOKPO-
Be JIOOKOBOM 001acTH ¢ (hOPMHUPOBAHUEM HEOOJBIINX SI3BCH-
HBIX JIC(EKTOB.

BonbHyro o0cienoBai 1Mo mpoTokony auddepeHnais-
HOW JMAarHOCTHKH TPOMOOIIMTOICHUH, MPEACTABICHHOMY
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B «HanuoHaj bHBIX KIMHUYECKHX PEKOMEHJAIMSX I10 Jua-
rHoctuke u jnedenuto UTII y B3pociasix» [1]. Beiaeineno: B
o0mieM aHaiu3e KPOBU DIIyOOKash TPOMOOITUTOIICHHUS 0
12 x 10°/n mpu noacyere mo mMeroxy PoHKO, TEHKOLUTO3 10
12 x 10°/n (Hopma 4—10 x 10°/1) 6e3 U3MEHEHUIA B JEHKO-
nurapaoi hopmyne; COD mo 25 mm/u (Hopma 0-20 Mm/1);
B KOAryJaorpaMme OMpENeNsUIOCh BBIPKEHHOE CHIDKCHHE
arperalMoHHON CIIOCOOHOCTH TPOMOOLINTOB C AJEHO3NH/IHU-
¢docdarom 1o 13% (mopma 50-80%), arperarys ¢ KOJUTareHOM
MIOJTHOCTBIO OTCyTcTBOBaNa (HopMma 50-80%); B OGmoxmummnye-
CKOM aHaJIM3€ KPOBU — M30JIMPOBAHHOE MOBBIIICHHE JIAKTAT-
neruaporenassl (JIAT) mo 818 EJl/n (Hopma 208—378 EJ1/n);
MOBBILICHHE TUTPA AHTUTPOMOOLUTAPHBIX aHTUTEN 110 620%
Ha ¢oHe npuema nepopanbHbix ['KC; uccnenopanue myHKTa-
Ta KOCTHOTO MO3Ta B JMHAMHKE IMOATBEPAMIO JOCTaTOUYHOE
koimuectBo MKI] (Gonee 50) 1 HOpMaIbHOE COOTHOIICHUE
POCTKOB KPOBETBOPEHHS; 110 JAHHBIM THCTOJIOIMYECKOTO MC-
CcJIeIoBaHMs TperaHoOuonTara oopamniaio Ha ce0ss BHUMaHUe
yBenuueHHoe konumuectBo MKL. ITpu mMMyHOXMMHYECKOM
WCCIIEJOBAaHUN OCIIKOB CHIBOPOTKHM KPOBH OBUI BBISBICH
m3onupoBaHHbI gepunut IgA (3 ME/Mm).

IIpoBenenHoe o0Ocne0BaHNE TO3BOIMIO YCTAHOBHUT JIUar-
HO3 — NEPBUYHBIH UMMYHOJEC(UIUT: CETCKTUBHBINA JEeUIUT
IgA, ocnoxHUBIIMINCA pa3BUTHEM BTOPUYHONM HMMYHHOH
TPOMOOIIMTOTICHHUH.

B cBsi3u ¢ orcyrerBrem addekra ot tepanuu ['KC u po-
MUIUIOCTUMOM (IJTyOOKasi TPOMOOIMTONICHUS], pa3BepHYTHIH
KO)KHBIF '€MOpparuuecKuii CHHAPOM) M Pa3BUTHEM MHOTO-
YHCIIEHHBIX OCIOKHEeHUH (cunapom Kymmhra, aprepuaibHas
THITEPTEH3MUS], THOHHNYKOBOE MMOPayKEeHNE KOXKHBIX TIOKPOBOB,
MHUAJITHH), 00yCIIOBICHHBIX JJIUTEIBHBIM IIPUEMOM IIPEHH-
3010Ha, 02.11.16 GompHO OB BEITTONHEHA JIATIAPOCKOITHYC-
CKasl CIDICHIKTOMHS ¢ Omomncuel nedenn. [lociaeoneparmon-
HBII IEpUOJ TPOTeKall 0e3 0coOeHHOCTEH.

IIpy rHCTONOrMUECKOM HCCIIEIOBAHUN B CEIIE3EHKE ObLTH
BBISIBIIEHBI MOP(OJIOTMYECKHE N3MEHEHHSI, XapaKTepHbIE JIs
UMMYHHOU TPOMOOLIUTOIICHHH.

B mocneoneparyionHoM mnepuosie ObIJIO OTMEYEHO YBe-
JUYCHUE KOJIMYECTBA TPOMOOLMTOB MAaKCUMAaJbHO JI0
363 x 10%/1, yro mo3Bonmio Hauath oTMeHy [’ KC tepamuu u
BBINKCATh OOJBHYIO 110]T aMOyJIaTOpHOE HAOIIOICHHE.

KonTpospHoe obcienoBanune depes 2 HeJl Mociie CIIeHIK-
TOMHH TTO3BOJIMJIO KOHCTaTHPOBATh KIMHHUKO-TEMAaTOJIOTHye-
CKYIO PEMHCCHIO I PEKOMEH/IOBAaTh TIOJIHYIO OTMEHY NTPEIHU-
30JI0HA.

B Hacrosiiee Bpems COCTOSTHHE MAIMEHTKH COXPaHIETCs
YAOBIETBOPUTENBHBIM, 332 MPOLICAIINNA MEPHO] TeMOpparu-
YEeCKOro CHH/APOMa U MH(EKIIMOHHBIX OCIOKHEHHI He ObLIO,
Kom4yecTBo Tpombonutos 500 x 10%/11.

Takum 00pa3om, BO B3pOCIION reMaTolOTHYecKOr Mpak-
THKe He auarHoctuposanHHoe panee [TM/IC moxer manude-
CTHPOBATh B BHJE ayTOMMMYHHBIX OCJIO)KHEHUI — B 4aCTHO-
CTH aHEMHHU U TPOMOOIMTONICHUH — C aTUIINYHBIM TCUYCHHUEM
W/WIM HEaJeKBaTHBIM OTBETOM Ha CTaHIAPTHYIO TEparuio,
YTO MPOIEMOHCTPUPOBAHO B JAHHBIX KIMHUYECKUX CITydasx.
OOcreioBaHye TMAMEHTOB MO0 MPOTOKONTY AU (hepeHInaTb-
HOW TMAarHOCTUKH TPOMOOIIMTONEHUH, PEKOMEHIOBAHHOMY B
«HannoHanbHBIX KIMHUYECKUX PEKOMEHAAIMAX 10 JHarHo-
ctuke u jgedenuto UTII y B3pochsix» [1], ¢ obs3aTensHBIM
BBITIOJIHEHHEM MMMYHOXHMHUYECKOTO HCCIICIOBAHUS OEJIKOB
CBIBOPOTKHM KPOBHU/OIPE/ICIIEHHEM KOHIIGHTPALMH HOPMaJib-
HBIX HUMMYHOIJIOOYJIMHOB B CBHIBOPOTKE KPOBHU IO3BOJISIET
YTOYHUTH UCTUHHYIO NIPHYMHY CHU)KEHHS KOJMYECTBA TPOM-
OOIMTOB Ha JIIOOOM dTare TEYSHUs 3a00JICBAHUSL.

Tepanus UMMyHHBIX LuToneHuil y manuentos c¢ ITUJC:
CENICKTUBHBIM Je(HUIIUTOM IgA MpOBOANTCS MO CTaHAAPTHO-
My TPOTOKOJIy JICUCHHS JJAHHBIX COCTOSIHWH, OJHAKO MMEET
CBOM OCOOCHHOCTH (3ampeT Ha TpaHc(y3un KOMIIOHEHTOB
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KpPOBH, BBEJICHUE KAYECTBEHHBIX IIPENAPATOB BHYTPUBEHHBIX
UMMYHOIJIOOYJIMHOB C HU3KUM COZIEpXKaHueM IgA ToJIbKo 1o
JKU3HEHHBIM MOKa3aHUsSIM U JIp.), 3HAHWE KOTOPBIX MO3BOJISAET
n30eXKaTh CEPhE3HBIX OCIOKHEHUN B ITPOLIECCE JICUCHHSL.

BHCL[peHI/Ie B MNPAKTUKY HOBBIX MCTOAOB I'€HCTUYCCKOI'O

o0cneroBaHus, yirydmenne auarnoctuxu u iedenns [TMJ1C y
JeTeil IPUBOAT K YBEJIIMUCHHIO KOTOPTHI MAIIMEHTOB, JIOCTHUI -
X W TepenrarHyBmmx 18-metHuit pydex, 9to TpebdyeT oT
Bpaueill Apyrux cleuuaibHOCTEN 3HaHUH, HACTOPOKEHHOCTH
1 TIPEEMCTBEHHOCTH B BEICHUN TAKUX OOJBHBIX.

17.

BaaroxapHocTb. ABTOpBI BhIpaxkatoT Giarogapaocts Llepoune A.TO. 3a nomorub
B (hOPMY/IMPOBAHMH OKOHYATEIBbHOIO JHArHo3a M BbIOOpE JIe4eOHOH TAKTHKH Yy
JIAHHBIX TMALMECHTOB.

(Duual-lcuponal-me. MCCHCHOB&HH@ HE UMETIO CHOHCOpCKOﬁ TOAACPIKKHU.
KOHqN'll/lKT HHTEepecoB. ABTO])BI 3asIBJISIFOT 00 OTCYTCTBUH KOHCIJJ'II/IKTa HHTEPECOB.
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