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Pezynomamut uccnedoeanus u ux oocyrcoeHue

Pe3ynprarel onpeneneHns aHTUTEN K KapAHO-
munuHy knacca [gG u IgM u f2-rmukonporenny 1
kimacca IgG u IgM y 3mopoBeix mofei (n = 40) co-
OTBETCTBYIOT OITyOJMKOBAaHHBIM B JIHTEPAType
JlaHHBIM [3-3].

Komecto anTuten K kapmpomuuHy Kiacca IgG
coctasmiio 3,52 £+ 0,22 En/mn (ot 1,75 mo 9,10 Ex/mi),
a antuten kimacca [gM — 3,42 + 0,27 En/ma (ot
1,09 1o 7,9 En/min). YpoBens antuten kiacca IgG
K B2-rmukomnporenny 1 cocraBun 3,87 + 0,24 En/mn
(ot 1,76 no 7,31 en/mm), a anTHTeN Kiacca IgM —
1,93 £ 0,12 Ex/ma (ot 0,71 no 3,19 Ex/mn).

B rpymnme mamuentok ¢ CKB (n = 27) moBhI-
IICHHBI ypOBeHb aHTHU(OCHOIUITUIHBIX AHTUTEI
ObuT OoOHapyxeH y 18 (67 %) yenosek. Yarie Ha-
OJTF0JaNTM TIOBBINIIEHHE YPOBHEH ayTOAHTHUTEN Kilac-
ca IgG: y 12 yenoBek NOBBILIEHUE YPOBHS aHTUTEN
K KapauonunuHy W y 13 uwemoBek — Kk P2-
TJIMKONIPOTEUHY 1. YBenuueHue coJiepxKaHus aHTH-
Ten kimacca [gM k kapAHONMIUHY OBUIO BBISBIEHO
y 4-X ManueHToB, a K P2-rmukonporenny 1 —y 7
YEJIOBEK M COMPOBOXKAAIOCH ToBBImeHHEM COD n
HanuuueM A®C y MONOBHUHBI MAalIUEHTOB. Y 2-X
MAIUCHTOK OOHApY>KEH TMOBBIIICHHBI YPOBEHb
BceX 4-X BHIOB ayTOAHTUTEN, YTO ACCOIMHPOBA-
noch ¢ aktuBHOCThIO CKB.

Huarnos sropuaaoro A®C ObUT BBICTABICH y
9 manueHTOK OCHOBHOW Tpymmbl. U3 KIMHUYECKUX
MIPOSIBIICHUH CHHApPOMa TpeBanvpoBal (praeGoTpoM-
0603 — y 7 ManMeHToK, y 2-X — peryIUBUPYIOIIINA
(hneborpomb03 m TOJIA menkux BeTBet, y 1-i —
aCeNTUYECKUIl HEKPO3 TOJIOBOK OeApEeHHBIX KOC-
TeH, y 5 mDalMeHTOK mpeodianaid pas3IuuHbIC
(hopMBI aKymIepckoil maTojioruu (B BUAE HEpa3BU-
BaroIeiicss OepeMeHHOCTH — Y 3-X YelloBeK, Oec-
wiousi — y 1-ro 4enoBeka, BHyTpUyTpOOHast THOEIb
mwioga — y 1-ro dyemoBeka). [1oBBITIICHHABIE YPOBHU
aHTH(OCHOTUITUIHBIX aHTUTEN OBLTH BEISBICHH Y
8 MalMeHTOK C KIMHUYECKUMHU MPOSBICHUSIMU
TPOMOO030B, y 1-if — ypoBHH aHTH(HOCHOTUTIHITHBIX
aHTHUTEN OBUIM B TpeiesaXx HOPMBI, OJTHAKO MallH-
€HTKa TIOCTOSHHO TpuHUMana Bapdapud. Cpemau
MAIMeHTOK JMaHHOW TPYNIBl YPOBHHM AaHTUTEN K
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KapAWONUIIHY H B2-TIMKONpOTenHy 1-ro Kiacca
IgG ObUTH TIOBBHINICHBI Y 7 YENOBEK, Y 2-X YCIOBEK
ObUIM Tarke IOBBIIICHBl YPOBHM aHTHUTEN Kjacca
IgM. ¥V 1-ro yenoBeka OBUIO BBISIBJICHO MOBBIIICHUE
ypoBHs aHTU()OCHONUINAHBIX aHTUTEN TOIBKO KIIac-
ca [gM — y manmeHTKH pa3BHiICs C OCTPbIi (PredoT-
pom603, Y 6 manmeHToK ObUTM BBISIBIIEHBI Jlabopa-
TopHBIe TIpm3Haku akTuBHOCTH CKB (TIOBEIIICHHE
COD). [locTosHHAYIO TEpanuio HETPSIMBIMU aHTHKOA-
TYJIAHTaMH TIOJTy4ajio 7 MaleHTOK, 2 — MOIydalid
AHTHAIPEraHTHI.

VY manueHToK, He HMEIOIIUX KIMHUYECKUX
MpU3HAKOB TpoMO030B (n = 18), moBHIIIEHHE
ypoBHEH aHTH(POCHOTUIMIHBIX AHTHTEN OTMEda-
aoce y 10 (55 %) uenosek. IlpenmyInecTBeHHOTO
00pa3zoBaHus ayTOAHTHUTEN KaKOTO-IN00 cyOKiacca
WM aHTUTEHHOM CIIEM(PUIHOCTH HE O0OHAPYKEHO.

3axnrouenue
[TomyueHHBIC PE3yNBTATH CBUACTEILCTBYIOT O
MAATHOCTUYECKON  3HAYUMOCTH  JTA0OPaTOPHBIX

MapKepoB aHTU(HOCQOIUIUIHOTO CHUHAPOMA TpHU
CKB, nockoipKy MOBBIIIEHHBIN YPOBEHb aHTUTEN
K KapAauoaunuHy u (wim) B2-raukonporenny 1 00-
HapyxuBaercs y 67 % mnaumentok ¢ CKB. Yame
BBEISIBIISIIOTCS aHTHTENA Kitacca IgG.

Knuandeckne mnposBieHHs TpoMOO30B pas-
JUYHBIX JIOKAIHU3AIUN Yale pa3BUBAIOTCS y TMaIu-
€HTOK C TIOBBIIIEHHBIM YPOBHEM ayTOAHTHUTEN K
KapauonunuHy u 2-rmukonpoTtenny 1 knacca IgG.
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HACJIEACTBEHHAS MUKPOTPOMBOLUTAPHAS TPOMBOLUTOIIATHUSA:
JUATHOCTUKA U JIEYEHUE

C. A. Bacuanes, B. JI. Bunorpanos, E. b. Opea, A. JI. bepkoBckuid,
E. B. Cepreesa, A. B. Ma3ypos, 3. K. Kapadynarosa

DenepaibHOE TOCYIAPCTBEHHOE 0I01KeTHOE Yupe:xxkaeHue «I'eMaTooruyeckuii HAyYHbI HEHTP
MuHucTEepPCTBA 31PABOOXPAHEHUS U cOUMAILHOrO pa3sutus Poccuiickoii @egepauun», r. Mocksa

HccrenoBana rpymia ManeHToB ¢ HACIEICTBEHHOW MHKPOTPOMOOIMTAapHOI TpombonuTonaTied. OnpeneeHs!
JMAarHOCTHYECKHE KPUTEPHUHU 3TOH (POpMBI IATOJIOTHH TPOMOOIIUTOB, ITOKa3aHbl 3 (HEKTHUBHBIE METO/BI €€ JICYCHUS.

KiroueBkle cioBa: TpOM6OIII/ITI)I, HaCJICACTBCHHBIC TpOM6OIII/ITOHaTI/II/I, MPIKpOTpOM6OIII/ITapHa$I TpOM60III/ITOHa-
THA, reMoppaquecxnl‘/'I JHUAaTe3, JTMarHoCTukKa TpOM6OHPITOHaTPII>'I, JICYHCHUC TpOM6OIIPITOHaTPII7L
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HEREDITARY MICROTHROMBOCYTE THROMBOCYTOPATY:
DIAGNOSIS AND TREATMENT

S. A. Vasiliev, V. L. Vinogradov, E. B. Oriol, A. L. Berkovskiy,
E. V. Sergeyeva, A. V. Mazurov, Z. K. Karabudagova

Federal State Budget Institution Hematological Research Centre
Ministry of Public Health and Social Development of the Russian Federation, Moscow

The group of patients with hereditary microthrombocyte thrombocytopaty has been studied. The diagnostic criteria for
this form of thrombocyte pathology have been determined, the effective methods of the treatment have been shown.

Key words: thrombocytes, hereditary thrombocytopaty, microthrombocyte thrombocytopaty, hemorrhagic diathesis,
diagnosis of thrombocytopaty, treatment for thrombocytopaty.

Beeoenue

HacnenctBenHbsie TpPOMOOIIMTONIATHH OTHOCST-
Csl K 4acTO BCTpEeYaeMOM MaTOJIOTUH TeMocTas3a Je-
noBeka [1, 2]. HecMoTps Ha TO, 4TO OTAENIBHBIE (op-
MBI HaCJIEACTBEHHBIX TPOMOOIUTONATHI BCTPEYatOT-
Cs TOCTaTOYHO PEJKO, B COBOKYITHOCTH 3TH BU/BI ITa-
TOJIOTHH COCTABISIOT 110 25-30 % OT Bcex BapuaHTOB
reMopparuueckux koarynomnaruii [2, 3, 4]. ITo knac-
cupukarmuun C. A. BacumbeBa, A. B. Masyposa
(1997 r.) [5] HacnencTBeHHBIE TPOMOOIMTOMATUN
MO/Ipa3AETSAIOTCS Ha:

— MeMOpaHo3HbIe (QOpMBI (TATOJOTUS MEM-
OpaHHBIX PELETITOPOB TPOMOOIUTOB);

— QopMBI C maToyNorHel CcrnenuPpUIECKUX
rpaHy’a1 TpoMOOUMTOB (AEQUIUT M aHOMAIUHU O-
rpaHy, d-TpaHyJl, JTU30COM);

— ¢opMBI ¢ HapyLIeHHWEM Mpolecca aKTHBa-
OUM TPOMOOIMTOB (AeDUIHUT LUKIOOKCHUTEHA3HI,
¢dochonumassl u ap.);

— CMEUIaHHBIE WM TpyAHOKIaccuuIupye-
MbI€ (POPMBI.

B 2001 r. namu BriepBbie ObLIa omvicaHa ¢op-
Ma TAaTOJOTUH TPOMOOIIMTOB — HACIEACTBCHHAS
MHUKpOTpOMOOITapHasi TpoMOonuTOnaTHA [6].

Ilenw uccneoosanusn

Pa3zpaboTka cxeMbl NUArHOCTHKH M OLCHKA
3G GEKTUBHOCTH JICUCHHUS TEMOPPAarn4eckoro CHH-
JpoMa y TalUeHTOB C HACIEACTBEHHOH MHKpO-
TpoMOOLUTapHOH TPOMOOIMTONIATHEH.

Mamepuanst u Memoowl ucciedoanus

Hamu uccnenoBanbl 6 manueHToB (2 MaJlbuMKa
1 4 neBouku B Bo3pacte oT 7 o 15 ner). Uccaeno-
BaHHE IeMOCTa3a BKIIOYAIO B ceDsi: CTaHIapTU30BaH-
Hble TecTbl (AUTB, npoTpoMOMHOBBI MHAEKC, TPOM-
ounoBoe Bpems, pubpuHoren, Xlla-3aBucumerii Guod-
punonu3); onpenenenue paxkropos VIII u IX, dak-
Topa BunneOpanma; oLeHKa arperafioHHON ak-
TUBHOCTH TPOMOOIMTOB C aroHuctamu — AJlD,
PUCTOLIETUHOM, KOJIJIar€HOM, aJpeHalIMHOM, apa-
XUJOHOBOM KHUCIOTOH. Y BCeX MALMEHTOB IIPOBO-
IUII0Ch MOP(OJIOTHYECKOE HCCIeJOBaHUE MOKa3a-
Teneil KpoBU (TPOMOOLIUTOB, SPUTPOLIUTOB, JICHKO-
LUTOB) ¢ obs3arensHO Mopdomerpueil TpomOo-
LUTOB IIPH TOMOIIN CBETOBOM MHKPOCKOIHH (OII-

penensrch pazMep TPOMOOIIUTOB, coAep KaHue O-
rpaHyy; MOJICYUTHIBAIOCH KonudecTBO D-dopm
tpombouuToB, C1 dopm (chepbr 1 — akTuBUpO-
BaHHbIe TpoMOouuThl), C2 dopmsl (chepsl 2 — pe-
TUKYJIOTPOMOOLIUTBI, TPOTPOMOOIUTEI).

Pezynomamor uccnedoeanun

O6cnenoBanyne ManMeHTOB MOKA3ano, 4YTo re-
MOpPparu4eckuii CHHAPOM y HUX XapaKTeprU30BaJICs
NPEUMYIIECTBEHHO, MeTeXUaIbHO-CUHIYKOBBIM
TUIIOM, OCOOCHHO Ha MeCTax JaBlieHHs (OT pydyeK
HIKOJIBHOTO MOPTQensi, pe3NHOK HOCKOB H JIp.), OT-
MEUYAINCh TOBBIIICHHBIE MEHOPparuu, peiaKo —
HOCOBBIE KPOBOTEUEHHsI, HEOOBIYHAS JIOKATU3ALUs
KpOoBOTeUeHHs (yIIHas PakoBHHA, MOPHI mIek). Mc-
CIIEIOBaHMS KOAryJSHOHHOTO M TPOMOOLUTapHO-
r0 TeMOCTa3a He BBISIBHJIO CYMIECTBEHHBIX OTKIIO-
HEHHH OT HOPMBI, arperanuss TPOMOOIIMTOB C
AJl®, puCTOLETHHOM, KOJJIAareHOM, aJpCHAINHOM,
apaxuJOHOBOH KHCIIOTOH ObUla B Ipeaenax HOp-
MaJIbHBIX BeMMYMH. MUKpOCKOMUuueckas: MOppomeT-
pHs TPOMOOIIMTOB TOKa3aja CyLIEeCTBEHHOE CHIDKE-
HHE pa3MepoB TpoMOouuToB a0 1 Mkp. — 1,5 MKp.,
cofiepKaHHue o-TpaHysl OOBIYHO HOCHJIO YMEPEHHBIN
wmn qudy3HeIi xapakrep. Ha ocHoBaHum moy-
YEeHHBIX JaHHBIX MCCIICAOBaHMS BCeM 6 MallMEHTaM
ObUI YCTaHOBJICH AWArHO3: HACIEICTBEHHAS MUK-
porpombouuTapHast TpomOouuTonarus. [Ipu neue-
HUHM TeMOPParuieckoro CHHApPOMa y TalUEeHTOB C
HACJICICTBCHHOH MHUKPOTPOMOOLIUTAPHOH TPOMOO-
uTonatueil 3(pQEeKTHBHBIMU OKA3aJIMCh: OTBAap Kpa-
NMBBI; TULHHOH, aCKOPYTWH, TPAHEKCaM, 3MOCHHT.
Hu B omHoMm ciyyae He mpuiwiock mpuberatb K
TpaHcdy3usiM KOHLIEHTpaToB TpomborwmToB. Habmo-
JICHHE 3a TalMeHTaMy B TeUeHue 5—8 JeT mokasajo,
4T0 y 2-X OOJBHBIX CO BpEeMEHEM pa3Mep TPOMOOLH-
TOB B KPOBHU CTaJl HOPMAJIBGHBIM M COCTaBUII 2 MKp. —
2,5 MKp. Y OCTalbHBIX OOJBHBIX CYIIECTBEHHOE IIpe-
obnaganue MUKPOTPOMOOLIMTOB B KPOBH OCTAETCs 10
HACTOSIIIET0 BPEMEHH C COXpaHEHHEM HeOOJbIIMX
NPU3HAKOB FEMOPParuueckoro quaresa.

3aknwuenue

Takum 00pa3om, AMarHo3 HACIEACTBEHHON MUK-
pOTpOMOOIMTAPHON TPOMOOLMTONATHN YCTaHABIHU-
BaeTCS HA OCHOBAHMU BBIABICHUS CYIIECTBEHHOTO
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rpeodiananust MUKpo(opM TPOMOOITUTOB B Ma3Ke Te-
pueprdeckoii KpoBH (pa3mep TPOMOOIMTOB 1 MKp. —
1,5 Mkp.). Jnsg KynupoBaHUS TeMOPpParundecKoro
cuaapoMa d(OPEKTUBHBI TEPAICBTUICCKUE CPEIICT-
Ba, YJIyYIIalONe TPOMOOIUTAPHO-COCYAMCTHINA
remocrta3. B xraccudukaiiy HacueICTBEHHBIX TPOM-
OonmTOnaTHii MBI OTHECIH HAcCIeICTBEHHYIO MHKPO-
TPOMOOITUTAPHYIO TPOMOOITUTOIIATHIO K CMEIIAaHHBIM
WIH TPYAHOKIACCH(PUIPYEMBIM (hopMam.
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OIIPEJAEJIEHUE OKCHHPECCUU MAPKEPA CD107A UISA OEHKHA
MMPOTUBOOIYXOJIEBOM AKTUBHOCTH IUTOTOKCUYECKUX JIUM®OIIUTOB

E. II. BamukeBu4, T. B. [lIman

'PecnybankancKkuii HAYYHO-IPAKTHYECKHIl EHTP AeTCKOil OHKOJIOTHH M reMaToJI0THH, T. MHHCK

OreHKa MPOTHBOOIYXO0JICBOH aKTHBHOCTH LIUTOTOKCHYECKUX KJIETOK SIBJISICTCS BaYKHBIM IOKa3aTeleM HX (yHK-
LMOHAJIBHOTO CTaTyca MPH NPOBEACHUH KIETOYHOM MMMYyHOTEpanuu. B mocnenHee Bpemst Ui 3THX Ielel IHUPOKO
HCTIIOJIB3yeTCs onpeaeneHne skcnpeccun mapkepa CD107a MmeTomoM MpoTOYHOH TUTO(IYOPUMETPHH.

ITpoBeneHHBIC HAMH HCCIEJOBAHUS TI0 ONPENECICHUIO IIPOTHBOOITYX0JIEBOH aKTHUBHOCTH MOHOHYKJIEAPHBIX KIle-

Tok nepudepuyeckoit kposu (MHK), B T. 4. cTUMYIHPOBaHHBIX UHTEPIEHKUHOM-2, TI0OKa3aiH, 4To HHKyOams MHK B
NPUCYTCTBHH OIyXoJieBoit imHnu K-562 criocoGcTBOBaIa OCTOBEPHOMY MOBBILICHHUIO TIPOLIEHTA €CTECTBEHHBIX KHJI-
nepHbix (EK) n EK-nogo6usix T-knerok, skcrpeccupytomux CD107a. Takxke Obuta BhIsIBICHA TpsiMasi KOPPEISIHS
Mexny nporerarom CD107a+ EK-knerok B mpucyrctBun K-562 U KOIMYECTBOM MOTHOIINX MHUIIEHEH B TECTE C HC-
oNTk30BaHueM OKpacku (piyopectentHoit Mmetku CFSE.

Meron onenku 3kcnpeccun CD107a mo3BonsieT nu3MepsaTh MUTOTOKCHYIECKYIO aKTHBHOCTh Ha YPOBHE KIIETKU B
KOHKPETHOM NomyJisiiuu 3P (EeKTOPHBIX KIETOK U MOXKET MCIOJIb30BAThCSI HApsAy CO CTaHIAPTHBIMU METOJaMH Olpe-
JIeJIeHUs] JIM3KCa KIETOK-MUIIEHEH.

KimoueBkle ciioBa: MOHOHYKIJICAPHBIC KJICTKH, TATOTOKCUIHOCTD, IIPOTOYHASA IMTO(bHYOpI/]Me’IpI/ISI, CCTCCTBCHHbBIC KWIICPDbL.

TESTING OF CD107A MARKER EXPRESSION
FOR THE ASSESSMENT OF ANTITUMOR ACTIVITY OF CYTOTOXIC LYMPHOCYTES

E. P. Vashkevich, T. V. Shman
Republican Research Center for Pediatric Oncology and Hematology, Minsk

The assessment of antitumor activity of cytotoxic lymphocytes is an important indicator of their functional status
in cellular immunotherapy. Testing of CD107a marker expression by the method of flow cytofluorimetry has been
widely lately used for these purposes.

The research that we carried out to determine the antitumor activity of mononuclear lymphocytes in peripheral
blood including those stimulated by interleukine-2 showed that incubation of mononuclear lymphocytes in peripheral
blood in the presence of K-562 tumor line was conducive to the reliable increase in rates of natural killer and killer-
like cells expressing CD107a. A straight correlation between CD107a+killer cells percentage and the number of the
dead targets in the test with the use of CFSE fluorescent label was detected.

The assessment method of CD107a expression makes it possible to measure the cytotoxic activity in a cell in a
concrete population of effectory cells and may be used alongside with standard methods for target-cell lysis.

Key words: mononuclear cells, cytotoxicity, flow cytofluorimetry, natural killers.

Beeoenue JIMYHBIMU T'€MaTOJIOTHYCCKUMU U JPYTUMHA 3a0oJe-

Ompenenenne IMUTOTOKCHYSCKON aKTHBHOCTU
(EK) u T-xieTox mpoBOAMTCS MPH HUCCIICTOBAHUIX
MMMYHOJIOTHYECKOTO CTaTyca NAalUeHTOB C pa3-

BaHUSIMH, JJIS OIEHKH KadecTBa KIIETOYHOTO TPO-
IyKTa TIPYA TPOBENEHUN WMMYHOTEpPAINH ITUTOTOK-
CHYECKHMH KIJIETKaMH, JJISl OIIEHKH IMMYHHOTO OT-



