DenepajibHOE TOCYIAPCTBEHHOE OKOIKETHOE YUpesKIeHne
«Poccuiickuil HAYYHO-UCCAe0BATEeIbCKUA HHCTUTYT
reMaroJIOruM ¥ TPaHCc(Py3uo10ruu
DenepaabHOro MeIUKO-0MOJIOTHYECKOIr0 areHTCTBA

BECTHHUK I'EMATOJIOI'NA

THE BULLETIN OF HEMATOLOGY
Tom XIII Ne 3 2017

E>xexBapTaiibHbIA HAYYHO-IMPAKTUYECKUN KYPHAIT
OcHoBaH B ceHTs10pe 2004 rona

FnasHbIM pepakTop
JIOKTOp MEIMIIMHCKUX HAYK

npodeccop
C. C. beccmenvyes

Cankr-IletepOypr
2017



PepakuvoHHasa konnerusa: COAEP)XAHME

C. C. beccmenvyes (TaBHBIN PeAaKTOP)

A. H. Boeoanos; JI. H. Byonosa; T. B. I 1azanoéa (OTBETCTBEHHBIM CEKpeTaph);

C.A. I'ycesa; A.FO. 3apuykuii; H. M. Kanununa, JI.11. Ilanaan; B. 1. Paduenko, OPUIMHAJIbHbIE CTATbM:
B.U. Pyzans; O. A. Pykasuywvin; B. H. Yebomkesuu, C. B. I puyaes.

Managx 1. M., BunsHuy A. A., CmupHoea O. A., Anekceera Jl. A.,

Fonoeuna O. I'., Ckpunuenko H. B., Beccmensuer C. C.

PeACIKI.IMOHHbIﬁ COBET: FEHEPALING TPOMBMHA Y JETEA C TEHEPAJIM3OBAHHBIMU

b. B. Apanacwves (Cankr-lletepOypr); B. B. bazapnuwiii (ExatepunOypr); MHPEKLLMOHHbIMU 3ABOJIEBAHUAMM U NOSIMOPTAHHOM HEAOCTATOUHOCTBIO.........oveeeeees e
M.JI. I'epuanosuu (Cankr-Ilerepoypr); K. I [{ymkesuu (Cankr-IletepOypr); I” A. 3aiiyesa (Kupos);

FO. M. 3axapoes (Uensabunck); JI. I Kosanesa (MockBa); A. B. Jlumeurnos (CMOJICHCK); MATEPUAJIbI BCEPOCCHINCKOM HAYYHO-MPAKTUYECKOM KOHOEPEHLIMM

B. 1. Mazypoe (Cankt-IlerepOypr); U. B. [1o00ybnas (Mocksa); T. H. Ilocnenosa (HoBocuOupck);

CME YHAPOAHbIM YYACTUEM «AKTYAJIbHBIE BOMPOCbI FTEMATOJIOTMUA U TPAHCDY3UOJIOTUAN»,
A. I Pymanyes (Mocksa); B. I Casuenxo (Mocksa); H. H. Tpemsax (KueB); H. I1. Illabanoe (Cankt-IleTepOypr). KA A ) ”

MOCBSALLEHHOM 85-JIETUIO POCCUUCKOro HAYYHO-UCCNEAOBATEJ/ILCKOIO UHCTUTYTA
3aB. pepaknueit — E. P. [[lunosa, Temn.: (812) 717-58-57 FTEMATOJIOTUU U TPAHCPY3UOJIOTNUN Cankr-netepb6ypr 06—07 nions 2017 rofd..............ccveeveveienveeeneenenne.
OtBercTBeHHBIN cekpeTapb — 1. B. [1azanosa, ten.: (812) 717-08-90, dakc: (812) 717-20-87

CONTENTS

Appec pegakuum: ORIGINAL ARTICLES
191024, Caukr-IlerepOypr, yiu. 2-1 CoBerckas, aA. 16
E-mail: bloodscience@mail.ru

) Papayan L., Vilnits A., Smirnova O., Alekseeva L., Golovina O., Skripchenko N., Bessmeltsev S.
Caiit: www.bloodscience.ru

THROMBIN GENERATION IN PEDIATRIC PATIENTS WITH GENERALIZED INFECTIOUS DISEASES
AND MULTIPLE ORGAN DYSFUNCTION SYNDROME .......cociiiriiiiiiiiiienierictetcteteit ettt sttt ssesaesnesae e e sneone

3a cozieprkaHue peKjIaMHbIX OOBSIBICHHUH PEaKIsi OTBETCTBEHHOCTH HE HECET.
IIpu nepenevarke MaTepualioB CChIKA Ha )KypHaN « BeCTHUK reMaroiorum» oosi3aTebHa.
MHeHue 4JIeHOB pelaKIIMOHHOM KOJIJIETUH HE BCEria COBIaJaeT C MHEHHUEM aBTOPOB CTaTeH.

O6noxka u xynoxecrseHHoe opopmienue O. C. /[uumpuesa
Komnsrorepnas Beperka O. C. Juumpuesa

Kypnan 3apeructpuposan CeBepo-3araHbIM OKPY)KHBIM MEXPETrHOHAJIbHBIM TEPPUTOPHAIBHBIM YIIPaBICHUEM
o Cankr-IletepOypry u Jlennnrpaackoi obmactu Munucrepcrsa Poccuiickoit deepaiu 1o jaenam rnevartu,
TeJIepaJOBEeIIAHNS U CPEJICTBAM MACCOBBIX KOMMYHHUKAIUH.

CsunetensctBo 0 peructpamuu [T Ne 2-7271 ot 28 mas 2004 r.

IMonmucano B mevars 20.05.2017 r. ®opmat Oymaru 60 X 90 '/s.
Bymara odcernas. [Teuars odcernas. Tupax 500 3k3. 3aka3z 157.
WznarensctBo PocHUUI'T, 193024, Cankr-IlerepOypr, yi1. 2-1 Coserckas, 1. 16.
Orneuarano B OO0 «ArentctBo «BuT-nipunt»», Cankr-IleTepOypr, Had. O6BoHOTO KaHana, 1. 23.

© BectHuk remarosorud ®I'bY PocHUUI'T ®MBA Poccun, 2017



BECTHUK TEMATOJIOINU, rom X, N° 3, 2017 OPUTNHAJIbHAA CTATbS

Ta6auya 1.
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Hanasn JI. I1.Y, BuavHuy A. A.?, CmupHosa 0. A.’, Aarekceesa JI. A%, ITon1o08una O. I,
CkpunueHko H. B.%2, Beccmeawyes C. C.
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THROMBIN GENERATION IN PEDIATRIC PATIENTS WITH GENERALIZED
INFECTIOUS DISEASES AND MULTIPLE ORGAN DYSFUNCTION SYNDROME

Pe3rome. Bengymmm 3B€HOM MaroreHe3a MOJU-
oprannoii HepoctatouHocT (IIOH) siBnsiercs cuH-
JpPOM JMCCEMHUHUPOBAHHOIO BHYTPUCOCYAMCTOIO
ceepthiBanus kKpoBu ([IBC), xoTophlii XapakTepu-
3yeTcs pa3BUTHEM TpoMOUHeMuH. [ eHeparus Tpom-
6una Obuta uccnenosana y aereit ¢ [IOH na done
TeHEPATN30BaHHBIX MHQEKIIMOHHBIX 3a00JIeBaHUMA
C HCMOJNb30BAHMEM TECTa TeHepaluu TpPOMOUHA.
[TomyyeHHble TaHHBIE CBUIETEIBCTBYIOT O TOM, YTO
JaHHBIA METOJ B TOCTaHOBKe 0e3 U ¢ TpoMOoOMOoy-
JIMHOM SIBJISIETCS] XOPOIIUM MHCTPYMEHTOM JIJIs IMa-
THOCTUKH FMIIEPKOAryJISILUH. YCTAaHOBJIEHO, UYTO OJI-
HOM M3 MpUYMH runepkoaryasuuu y aereir ¢ IIOH
SIBJIIETCS HAapyIlIeHHe B cucteme rnporenHa C

KuroueBble c¢Jj10Ba: MoJIMOPraHHas HEIOCTATOY-
HOCTb, TECT TeHepalu TPOMONHA, JETH

BBenenune. ['enepann3zoBaHHble HHQEKIMOHHBIE
3a00JIeBaHUS XapaKTEPU3YIOTCSI CUCTEMHBIM BOCIIa-
JICHHEM U BCET/Ia CBA3aHbI C aKTHUBALIMEN CUCTEMBI I'e-
MOCTa3a BIUIOTH /10 Pa3BUTHsL CUHPOMA IUCCEMHUHU-
POBaHHOTO BHYTPHCOCYIUCTOTO CBEPTHIBAHUS KPOBU
(ABC) [1,2]. Cunapom JIBC siBisieTcs BeayImuMm 3Be-
HOM [IaToreHe3a MOJIMOPTraHHOM HEAOCTATOUYHOCTH
(IIOH) Ha ¢oHe reHepalu30BaHHBIX HH(EKIUOH-
HBIX 3200JICBaHUI U MPOSIBISIETCS Pa3BUTUEM TPOM-
OMHEMHM B OTBET Ha (DaKTOpBI, MPOBOLHPYIOLIUE
aKTUBAIIMIO CHCTeMBI TeMocTtasza [3]. JlmarHocruka
curapomMa JIBC B 0OBIYHOM KIIMHUYECKON MPAKTHUKE
0azupyercst Ha ONpeIeNIeHUH KOCBEHHBIX MPU3HAKOB
TPOMOMHEMMH, TaKUX KakK MaJieHHue 4uciia TpomOo-
IIUTOB U KOHIIEHTpaluu (uOpHUHOTreHa, MOBBILICHUE
ypoBHsI D-1umepoB, pacTBOPUMBIX KOMILJIEKCOB (PH-
OpuH-MOHOMEPOB U Jip. [4]. OgHAaKO 3TU MPU3HAKU

4

Abstract. The leading link in the pathogenesis
of multiple organ dysfunction (MOD) is the syn-
drome of disseminated intravascular coagulation
(DIC), which is characterized by the development of
thrombinemia. The thrombin generation (TG) was
measured in pediatric patients with MOD as a result
of generalized infectious diseases. Our results show
that TG performed with and without thrombomodu-
lin is the good instrument for the detection of hyper-
coagulability. One of the causes of hypercoagulabil-
ity in pediatric patients with MOD is disturbance in
the system of protein C.

Keywords: multiple organ dysfunction, throm-
bin generation test, pediatric patients

JlaNieKo He BCeria OTPa)KaroT CTETNEeHb aKTUBAIIUU Te-
MOCTa3a, B TOM YHUCIIe YPOBEHb TPOMOMHEMHUHU.

Heanb uccaenopanusi. Onpenenuts HHHOPMATHB-
HOCTh TecTa reHepauuun Tpombuna (TI'T) nns aua-
THOCTHKH aKTHBallMM T'eMocTa3a Ha (poHe reHepau-
30BaHHBIX HH(EKITMOHHBIX 3a00JIEBAaHUN Y JIeTEH.

Marepuaasl u Metoabl. OOcienoBanu 6 ma-
LIMUEHTOB, B Bo3pacTe oT 3 10 12 jert, ¢ cencucom,
pa3BUBIIMMCS Ha (POHE TSHKENBIX MH(EKIHMOHHBIX
3a00/ieBaHUl, MPOTEKAIOUIUX C CUHAPOMOM IIO-
JIMOPraHHOM HEIOCTAaTOYHOCTH M TpomOoreMop-
parvyecKkMuMM HapyumieHusiMH. M3 HHX 5 yenoBek
oOcrienoBaHbl B OCTpoW cTaauu 3aboneBanus u 1
(mament Ne 1) MOBTOPHO B MEpPUOJ] PEKOHBAJEC-
neHuuu. Bee getu npoxomwim sedeHue B OI'BY
JHKINBb ®MBA Poccun. Kinnanueckas xapakre-
pucTHKa OOJIbHBIX IPEACTaBIeHa B maoauye 1.

OI'M — OTeK ronoBHOro Mo3ra;
CMOH — cnMHAPOM NOIMOPraHHOM HeAO0CTaTOYHOCTH;
Hib — haemophilus influenzae b Tuna

HccnenoBanue nokasaresel reMocTa3a IpoBOIu-
nocek B ®I'BY JHKIIUB ®MBA Poccuu ¢ ucmoiib-
30BaHUEM PYTHHHBIX METO/IOB: MEXIyHapOIHOE
HopManu3oBanHoe otHomeHue (MHO), aktuBupo-
BaHHOE MaplUajbHOE TPOMOOIUIACTUHOBOE BPEMS
(AIITB), xonueHTpanus udbpuHOreHa, TPOMOUHO-
Boe Bpems (TB), akTuBHOCTH aHTUTPOMOUHA, TTa3-
MUHOI'€Ha, aHTUIUIa3MHHA U ypPOBEHb D-1uMepoB.

VYpoBeHb TeHepanmuu TPOMOMHA OMpENeIsUTN
C MOMOIIBI0 TECTa IeHepaluu TpPoMOWHA, COBpe-
MEHHOTO MHTErpajibHOr0 METOAA, KOTOpPbIi Hanbo-
Jiee MOJTHO OTPaXKaeT BIMSHUE KaK IPOKOATYIISIHTOB,
TaK U aHTUKOArYJIIHTOB Ha MCCIENYyEMbIH IPOLECC
[5, 6.]. OdbdexTuBHOCTH cucTemsbr nporenna C (PC)
OLICHMBAJIM 3TUM K€ METOJOM, U3MEpsis YPOBEHb
o0Opa3oBaHusi TPOMOMHA TTOCIE JOOABIEHUS B peaK-
IUOHHYIO CPey PEKOMOMHAHTHOTO YeJIOBEUECKOTO
TpoMmOoMonyuHa (rh-TM). M3mepenus npoBoaunu
B OeqHOM TpoMOoLMTaMH Ijia3Me, KOHEYHasi KOH-
neHTpanus TkaneBoro ¢akropa (TF) cocrasnsiia
5 nMosnb. C moMonipi0 MporpaMMHOro obecreue-
Hus ThrombinoscopeR, Bepcus 3.0.0.26, npoun3sBo-
JUIIOCH TOCTPOEHUE U pacyeT Mmoka3aTesiell KpUBBIX
reHepaiuu TpomOuHa. Omnpeaensiv SHIAOTCHHbBIN
noreniman tpombuna (ETP, ’Monp*muH), koto-
pBIii OTpaskaeT oOIlee KOJIMYECTBO 0Opa30BaHHOTO
B IIpolecce reHepauuu (epMeHTa, U I0Ka3arelb
MaKCUMaJIbHOM KOHIIEHTpanuu TpomOuHa — Peak

thrombin (HMomnb). UyBcTBUTEnBHOCTE K TM (B %)
paccunThiBanu Kak npoueHt nagenus ETP u Peak
thrombin npu 106aBIeHUU B PEAKIIMOHHYIO CMECh
rh-TM. YMeHsbIlIleHrEe 3TOro IMoKa3aTessl CBUIETEb-
CTBYET O CHWKEHUH d(PPEKTUBHOCTH PabOTHI CUCTE-
Mbl PC.

Pesyabrarbl. MI3BeCTHO, 4TO y 340pPOBBIX AETEU
no 18 yer mapameTpsl TeHepalu TPOMOUHA HIXKe
COOTBETCTBYIOIIUX 3HAYEHUH y B3pocibix [7, 8].
OpHako, KaKk MOKa3aJld Hallld UCCIIEOBAHU, Y Je-
TEll C CENCHCOM B OCTPYIO CTaJHI0 3a00JIeBaHMS
II0Ka3aTesId TeHepaluu TpoMOuHa MpeBbIIaIN Ta-
KOBBIE B I'DYyMIIE€ 3[0POBBIX B3POCIBIX, YTO CBHJE-
TENbCTBOBAJIO O 3HAYMMOM YCWJIEHMM TI€HEepaluu
TpoMOMHa y OonbHBIX aerel (tabm. 2). Haubonee
MOKa3aTeJbHBIMU OBUIM PE3y/bTaThl OINpeeIeHUs
Peak thrombin u uyBcTBUTEenBEHOCTH K TM. Iloka-
3arenb Peak thrombin B mocranoBke ¢ th-TM 6w
BBILIE B3pOCIOM HOPMBI Y BCEX JeTed. Y Bcex Ia-
IIMEHTOB B OCTPOHM cTaauu 3aboyieBaHHsI OTMEya-
JIOCh pe3Koe CHIDKEHHE YyBCTBUTENBHOCTH K th-TM
Kak 1o npoueHty naaenus ETP, Tak u o npoueH-
Ty manenus Peak thrombin. [locnennee orpakaer
HECOCTOATEJILHOCTh  pabOThl  AHTUKOATYJISTHTHOM
cuctemsl PC y neteil ¢ cencucoM, 4ro CBSI3bIBAKOT
¢ nucyHKUMe sHAO0Tenus Ha (oHE TeHepananu3o-
BaHHOU MH(DEKINH.
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Ta6auya 2.

Ilapamempuwi 2eHepayuu mpom6uHa y demeti 8 ocmpom nepuode 3a60/1e8aHUs
Nno cpasHeHulo ¢ HOpMoli y 300po8sbIx 83pocasix auy (Me, 95 % /IH)

MapameTtpbl reHepauumn Hopma Mauuent 1, | MNaymeHt 2, | NaumeHT 3, | MauymeHT 4, | MaumeHT 5,

TpOoM6UHa ANA B3pPOCAbIX 12 ner 3 ropa 3ropga 3 roga 4 ropa

E:F"w%i?’bﬁ;;':'r (122 3'25_62'?5919) 1941,5 2016,5 1722,5 1269,0 1717,0

ETP ¢ rh-Th, (538,%7_81'38110) 1846,5 1924,0 1698,0 1252,5 1627,0
L{yBCTBMTenbHoocA)Tb ETP K rh-TM, (2215';1_,34,4) 5,0 4,0 2,0 1,0 5,0

Peak thronl\?Ii(;]niea rh-TM™, ( 198?79_3_%97 6.1) 396,5 427.7 387,9 324,9 341,9

Peak thrmgi;‘bc rh-T™, a 13?2?1‘.5,510,0) 341,9 416.0 386,1 325,4 336,7
quCTBMTen:I:ﬁ_C_i_I"I\:/If)e;/fk thrombin (14;5:,58311) 2.0 3,0 0,4 0 2,0

JluHaMUKy M3MEHEHHMsI MapaMeTpoB TeHEepaluu
TPOMOHWHA B 3aBUCUMOCTH OT CTaJIUU 3a00JeBaHUS
yIaJ0Ch TMPOCIEIUTh JIMIIb Yy OIHOTO TMallUeHTa,
KpaTkasi BBIITMCKA W3 UCTOPUU OOJE3HU KOTOPOTO
MIpeJICTaBICHA HUXKE.

[Tamment b-B A., 01.10.2003 roma poxaeHus
(12 ner), noctynun B ®I'BY JITHKIUUB ®MBA Poc-
cun 04.03.2016 ¢ ocHOBHBIM auarHo3om: lenepa-
JTM30BaHHASE MCHUHTOKOKKOBAs MH()EKIIHSI, CMETIIaH-
Has ¢opMma (Bb3BaHHast N.meningitidis ¢/r W135):
MEHHMHIOKOKIIEMUS, THOWHBI MEHUHTUT.

OCNOXXHEHUS: CEeNTUYECKUH IIOK B CTaJUU Je-
uentpanusanuu, CIIOH, JIBC-cunapom; nepebdpa-
CTEHUYECKHI CHHIPOM Ha (oHEe MH(PEKIIMOHHO-TH-
MOKCUYECKOH dHIe(danonaruy, IMOJIWHEHpOaTHs
KPUTUYECKOTO COCTOSIHUS; TPO(OHEBPOTHUECKUIN
HEKpO3 KOXH JIEBOTO IlJieya U JIEBOW TOJIEHH, C 3a-
XBaTOM T'OJICHOCTOITHOTO CyCTaBa.

Pebenok moctynmit u3 1oma Ha 2 CyTkH 3a0oie-
BAaHUS C KIIMHUKOM T'€HEPAIM30BAaHHOW MEHUTOKOK-
KOBOM HWH(EKIMH, MEHUHTOKOKIIEMUH, THOHHOTO
MEHHMHTHUTA, OCJIO)KHEHHOTO JEKOMIICHCUPOBAHHBIM
CENTHUYECKUM ILIOKOM.

Anamue3 6one3nu: 3abonen yrpom 03.03.2016 1.
Temneparypa Tena k 15 uwacam [OHS NOAHSIACH
mo 400, >xamoBajics Ha CHUIbLHBIE OOIM B 0o0IacTu
JIEBOTO KoJIeHa, rojioBHYI0 Oonb. C Beuepa 03.03
HE MOYWICcS. B CBsI3U ¢ MOSIBIEHWEM CITyTaHHOTO
co3Hanusg k yTtpy 04.03.2016 rocnurann3upoBaH
B OPUT ®I'bY JHKIIUb ®MBA Poccum ¢ gua-
THO30M: I€HepaJM30BaHHAsh MEHUHIOKOKKOBAas WH-
ek, CeNTUIESCKUH IIOK.

[Ipn mocryruieHMM COCTOSHHE KpanHEH TskKe-
cTH, OOYyCIIOBJICHHOW JEKOMIIEHCUPOBAHHBIM CeIl-
TU4YecKuM I0oKoM. KimHuko-maboparopHsie mpo-

SIBJICHUS CBUJCTEIHCTBOBAIN O HAJMUUU y peOeHKa
MOJIMOPraHHON HEIOCTaTOYHOCTH: LepedpanbHOM
(cosnanme cmyrtanHoe 10-11 OGamioB mo mika-
ne koM [7asro), ocTpol cepaedyHO-COCYTUCTOM
(Al 62/40 mm pr.cT, YHCC-168 yn/MuH; KOXKHBIE TTO-
KpOBBI OJleJIHbIE, BBIPAXKEHHAs MPaMOPHOCTb, JUC-
TaJbHbIE OTJEJIbl KOHEYHOCTEH ¢ IUaHOTUYHBIM OT-
TEHKOM, NPU3HAKU BEHO3HBIX CTa30B, THIIOTEPMUS
CTOII, TOJICHEH 10 CpellHEeN TPETH, KUCTEM), OCTpOid
noyeyHoil (aHypusi 6onee 15 vacoB; MoueBMHA —
13,2 mMmounb/it; kpeatuHuH — 132,7 MKr/im); Oenko-
BO-CUHTETHYECCKOW (PyHKIMM meueHu (oOmuii Oe-
1ok — 44 1/n, ansbymuH 29 1/1). Ha KOHEUHOCTSIX,
JIMIIE ¥ MOIIIOHKE HEOOMIbHAs 3Be3/14aras reMoppa-
THYECKasi ChIlb. J{eKoMIeHCUPOBAaHHBIN MeTab0IH-
YeCKUH ali/103: ypOBEHb JIaKTaTa (B BEHO3HOM Kpo-
BH) —11,28 MMOIB/; pe3Koe MOBBINICHHE YPOBHEH
CPb — 266 en u IIKT — 6onee 200 mr/mi, TpoM-
OonuTorneHus (YMcIo TPOMOOIIMTOB MIPH MOCTYTLIE-
uuu 46 x 10°/1).

Kak BuzpHo u3 Tabmuubl 3, mpu NOCTYIUIEHUU
B crarmonap 04.03.2016 . Ha ¢oHEe pa3BepHYTOU
KapTUHBI MOJMOPraHHON HEJOCTAaTOYHOCTH y Ia-
LIUEHTa HUMEJUCh HApYyIIEHUs, XapaKTepHbIC IS
pasBepHyTOil KapTuHbl cunapoma /IBC. [lonreepix-
JEHUEM CKa3aHHOMY CIIY>)KMJIM CHIDKEHUE 4Hciia
TpoMOouuToB, yminHeHue AIITB, yBenuuenue
MHO, HopMmaubHbI ypoBeHb (GUOpUHOTEHA, HE CO-
OTBETCTBYIOIIUH TAKECTU BOCHAIMTEIBHOIO MpO-
1ecca, ypearueHue ypoBHs D-aumMepa 1 ymepeHHoe
CHIDKCHME aKTMBHOCTH aHTHILIa3MHHA. OTMeueH-
HOE B 3TO K€ BpEMs 3HAYMMOE CHM)KEHUE aKTHUB-
HOCTH aHTUTpomOuHa 10 24 % npu HOopMme oT 80 %
MOATBEPKIAI0 MHTEHCUBHOCTD Ipoliecca oOpaso-
BaHMsI TPOMOMHA.

OPUTNHAJIbHAA CTATbS

Ta6auya 3.
Ilokazameau cemocmasa y nayueima b-ea, 12 1em
Mpeaenbl HOpManbHbIX
MNokasarenu KoneBanmit 04.03 11.03 14.03 26.05
TpombouuTbl * - _ N
109/n 150-400 46 326
MHO 0,9-1,1 2,57 1,27 1,36 1,12
A4TB, c. 24,3-35 51,9 31,1 28,1 38,8
®dubpuHoreH, r/n 2,2-4,9 3,15 - 7,76 4,27
TB, c. 11-17 14.7 14.4 15 15,2
AHTUTPOMOUH, % 83-128 24 39 — —
MnasmuHoreH, % 72,9-126 82 98 — —
AHTUNNA3MUH, % 89,3-112 79 119 — —
D-gumep, Hr/mn < 500 8000 1000-2000 | 1000-2000 —
PeanmmanmoHHble  MEpONPUATHA:  NEPeBOJ HO, CHIDKeHHe ypoBHS D-mumepa ¢ 8000 Hr/mu

Ha WBJI, stuonaroreneTuyeckas Tepamnusi, Mpoi-
JIeHHasl BEHO-BEHO3Hasl reMoAuaQuibTpalnus Mpu-
BeJM K cradmim3anuu remoauaamMuk Kk 06.03.16 1.
Opnako cocTosiHME pebeHKa OCTaBalOCh KpaiiHe
TSOKEJIBIM 32 CUET COXPAHSBILUXCS NPOSBICHUN
1epedpaabHON  HEIOCTaTOYHOCTH, OEIKOBO-CHH-
TETHYECKOM HEAOCTATOYHOCTH IedeHn. B mecrax
Haubosee KPyMHBIX 3JIE€MEHTOB MEHUHTOKOKKOBOM
CBIMA B 30HAX JUIUTEIBHO COXPAHSBIIUXCS BEHO3-
HBIX CTa30B BCIIEACTBHE COCYIUCTHIX TPOMOO30B OT-
Meyanoch (POPMHPOBAHUE 30H IITyOOKHX HEKPO30B
KOXH | TOJISKAINX MSATKUX TKaHeu (¢pomo 1).

Ha ¢one mpoBoaumoil KOMILJIEKCHON Tepanuu
kK 10 gato ot Hauana 3aboneBanus (11.03.16 1.) mo-
CTETMEHHOE YIyYIlIEeHUE COCTOSHUS — KyIHpOBaHHE
MPOSIBIICHUI 1IepeOpacTeHNYeCKOro CHHIPOMA, pac-
HIMPEHHUE JIBUTATEIbHON aKTUBHOCTH, HOpMaJH3a-
1us yucia TpomMoonuToB 10 326%10°/1. B atot xe
MEepHoJ] OTMEYanach HEKOTOpas KOPPEKIUs TMOKa-
3areneil remocrasa: ymensiieHue AIITB ¢ 51,9
c. 1o 31,1 ¢. m MHO ¢ 2,57 no 1,27; noBellicHuE
YPOBHSI IJIA3MUHOT€HA U aKTUBHOCTH aHTHUILJIA3MHU-
Ha ¢ 82% 10 98% u c 79 % no 119 % coorBeTcTBEH-

10 1000-2000 Hr/mi. AKTUBHOCTH aHTUTPOMOWHA
HECKOJIbKO MOBBICHIIACH, HO COXPAHSJIACh HA KPUTH-
yeckoM ypoBHe B npenenax 30%-39 %. Ha ocnosa-
HUU TOMyYEHHBIX JTa0OPATOPHBIX MAHHBIX MOXKHO
OBLIIO TPEAMNONOKHUTh OCIIa0JIeHue UHTEHCUBHOCTH
nporuecca TpoMOMHOOOpa30BaHus y HAOII01aeMOTro
6ompHOTO. OtHAKO 110 pe3ynbratam TI'T, mpoBeneH-
HOro Ha 10 CyTKu OT Havayia 3a00eBaHUs, HHTEH-
CHBHOCTBH TIpoliecca oOpa3oBaHHUs TPOMOHWHA OblIa
BBICOKOM: TMOKa3aTellb MaKCHUMAallbHOM KOHIIEHTpa-
muun tpomOuHa (Peak thrombin) B obeux mocra-
HOBKax TI'T Ge3 u ¢ TpOMOOMOIYTMHOM TPEBBIIIAT
npeaeabl HOPMAJIbHBIX 3HAYEHUHW B KOHTPOJBHOM
rpymnmne 340pOBbIX JtoAeH, cocTapiss 396,5 HMonb
u 341,9 aMounb ipotus 198,7 HMonb — 376 HMouib
u 113,8 aMonb — 310,0 HEMolIb COOTBETCTBEHHO.
[Ipesbiman HopMmy u nokasarens ETP B mocranos-
ke ¢ TpoMOoMmoaynuHOM. OJHOBPEMEHHO C 3THUM
OTMEUaJIOCh 3HAYUTEIHLHOE YTHETEHHUE aKTUBHOCTH
AQHTHKOATYJIIHTHOM cucTeMbl nmporerHa C: 4yBCTBU-
tenbHOCTH ETP 1 Peak thrombin x rh-TM cocra-
Buiu 5% u 2 % npotus 22,9 %-64,4% u 15 %-53 %
COOTBETCTBEHHO (mabi. 4).

Ta6auya 4.
Ilapamempul 2ceHepayuu mpom6uHa y nayueima b-ea A., 12 1em
Mapametpbl Hopma y B3pocabix | 11.03.16 26.05.16
ETP 6e3 rh-TM, 1756,0
HMonb*MuH 1220,6—-2159,9 1941,5 1648,0
ETP c rh-TM, 878,0
HM oAb *MUH 538,8-1381,0 1846,5 1073,5
YyscTButenbHocTb ETP K rh-TM, 51,5 5 35
% 22,9-64,4
Peak thrombin 6e3 rh-TM, 293,9
HMonb 198,7-376,1 396,5 2793
Peak thrombin c rh-TM, 174,5
HMonb 113,8-310 3419 210,1
YyscTButenbHoctb Peak thrombin Kk rh-TM, 35,8 ) 25
% 14,8-53,1
7
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[Tpu o6cnenoBarnu 26.05.16, Ha 32 neHb OT Ha-
qayia 3a00JieBaHus, B MEPHUOJ PEKOHBAJICCIICHIIUH,
o0l1iee COCTOSIHME YIOBJIETBOPUTEIBHOE, PEOCHOK
B SICHOM CO3HAHHMM, TOJTHOCTHIO OpPHUEHTHUPOBAH,
KOHTaKTeH. Briciine kopkoBble (YHKIIMH HE Hapy-
menbl. Ha xoke HeOoJbIIMe Mo MIOMAIN KOKHbBIE
nedekThl Ha pyKax, Oepax B MECTaxX OTTOPIKEHUS
HEKpO30B, (HOPMUPOBABIINXCSA HA MECTE MEHUH-
TOKKOBOH CBIIIH, B 00JaCTH JIEBOI T'OJICHU — IIOT-
Has KOpKa HaJ[ paHEBBIM KOXHBIM Je(DEKTOM OKOJIO
8—10 cm B muamerpe 0Oe3 MPHU3HAKOB BTOPUYHOTO

uHumposanus. [Ipu BeIMUCKE KOTMYECTBO TPOM-
O001MTOB, OOIIME KOAryJISHMOHHBIE ITOKa3aTeH
(AIITB, MHO, tpomOnHOBOE BpeMs, KOHIIEHTpa-
uusi GuOpuHOreHa) B mpenenax HOPMbI (maobn. 3).
ITokazarenu renepamuu TpomOuna ETP u Peak
thrombin B 06eux mocTaHOBKax TecTa He MPEBBIIIA-
JIM 3HA4YCHHUs B IPyMIe 370pPOBBIX B3pocibix. Hop-
MaJI30BaJIach YyBCTBUTEIBHOCTH K TPOMOOMOIY-
muHy 1o nipoueHTy najgenus ETP u Peak thrombin
10 35% u 25 % COOTBETCTBEHHO.

domo 1.
boavHoli b-8 A. 3-u cymku om momenma nocmynsienusi 8 OPHT JHK LIH

BriBoasl. [IpoBeneHHOE HCCieI0BaHUE TO3BOJIS-
€T MPEeaNoI0KUTh, YTO TECT TeHEpallui TPOMOHHA
SIBJISIETCS] XOPOIIMM HHCTPYMEHTOM JJIsL JUArHOCTH-
k1 runepkoarymsiuuu. CyllecTBEHHBIM IpEeuMy-
LIECTBOM JAaHHOI'O MHTEIPaJbHOIO METOAA SIBJIAET-

Csl BO3MOYKHOCTh OJIHOBPEMEHHOM OLICHKM BKJIaJa
B IIATOJIOTMYECKUN IIpouecc cucTeMsl nporenHa C,
YIHETEHUE KOTOPOH SBIISECTCS OAHOW U3 IPUYUH I'-
MEPKOAryJIsiLuU B CBA3M C T€HEPATN30BaHHBIMU HH-
(heKIMOHHBIMH 3200JIEBAHUSMH.
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TPAHC®Y3UHU TPOMBOLIMTHOT'O KOHUEHTPATA H IIOKA3ATEJ/IN
OKHC/IMTE/IbHO-AHTUOKUC/IUTE/IBHOW CUCTEMbI KPOBH Y BOJIBHBIX
OCTPbIM MHUEJIOUJHBIM JIEUKO30M

BBenenue. Tpancdyszunm TpoMOOIUTHOTO KOH-
nentpara (TTK) mmpoko HCMONb3yrTCs I Ky-
MUPOBAHUS TPOMOOIMTONIEHUU B TEPHOA TOCT-
IIUTOCTaTUYECKOM arua3uu koctHoro mosra (KM)
y GOJIBHBIX OCTPBIM MHETIOUAHBIM Jietiko3oM (OMJI).
Opnaxo TTK He Bcerma compoBOXKIAIOTCS OXKUJIA-
eMbIM 3¢ deKToM B BUAE MPHUPOCTa YPOBHSA TPOM-
o6omutoB B nepudepuueckor kposu (I1K). Omnoit
u3 npuuuH pedpakrepHoctd Kk TTK moxeT ObITh
HaJInyue (pakTopoB, MPOBOLMPYIONIUX pa3pylleHUe
WK U30BITOYHOE TOTPEOICHNE KIIETOK B OpraHU3Me
6onbHOrO. K X 4nciay MOKHO OTHECTH OKCHJIaTHB-
HBII CcTpecc BCIEACTBHE AucOanaHca OKUCIUTENb-
Ho-aHTHOKHCIHTENbHON cuctembl (OC-AOC), Biu-
sHue kotoporo Ha 3¢ pexktuBHOCTh TTK y GonmpHBIX
OMUJI k HacTosAILIEMY BPEMEHH HE U3yYEHA.

Hean. YcraHOBIEHWE BO3MOXHOM CBSI3U JUCOa-
nanca OC-AOC c s¢pdexruBrocThio TTK y 60ib-
HeIXx OMJI mpu npoBeneHNN Kypca XUMUOTEpanuu
(XT).

MarepuaJbl 1 MeToabl. B uccrienoBanue ObL10
BKIIto4eHO 39 GonbHbIXx OMIJI, KOoTOpBIE OBLTH pac-
npenenensl B 2 rpynnsl. [lepByto rpymnmy coctaBu-
au 15 6onbHBIX ¢ BrepBble BbisiBIeHHBIM OMJI, Ko-
TOPBIE MOTYYaau CTAHAAPTHYIO MHAYKIMOHHYO0 X T
o cxeme 7 + 3. Bropas rpymnma 0si1a chopMupoBa-
Ha U3 24 GONBHBIX C MOJTHON PEMUCCHUEH, KOTOPHIM
IIPOBOAWIICS Kypc KoHcomuaupyrowmen XT ¢ BBene-
HHEM BBICOKO/I03HOTO IUTapabuHa B pa3oBoOil 103e
>1 r/m? (BAXT). st OlleHKH AMHAMUYECKHX W3-
meHeHuil mnokasareneit OC-AOC Obuin BBIOpaHBI
4 BpemenHble TO4YkH: | — mo Hawana XT, Il —
Ha cienyromui aeub nociae okoHyanus XT, 1T —
B [IEpUOJ] BBIPAKEHHOU LIUTONIeHUH, [V — B niepuon
Boccranosnenus nokasarenen [IK. TTK Haznauanu
npu ypoBHe TpoMOouuToB < 10 x 109/1 HE3aBHCHMO
OT HAJIWYMUS WU OTCYTCTBHUS MPU3HAKOB KPOBOTO-
YUBOCTH, a TAK)Ke MPH MOSBICHUH MEPBbIX MPU3HA-
KOB TeéMOPpParuueckoro CHHAPOMA, Jaxxe eclu Io-
kazatenu TpomOouuToB B I1K mpeBblmanu ypoBeHb
10 x 109/1. DddexTuBHOCTD TpaHCPy3Uii OLIEHNBA-
JIM 10 TTOKA3aTell0 CKOPPEKTUPOBAHHOIO MPUPOCTA
TpoMOouuToB yepe3 24 yaca. [Tokazarenu OC-AOC
OLICHUBAJIM C KCIIOJIB30BAHUEM OOIIETIPUHATHIX

OHOXUMHYECKUX MeTog0B. CTaTHyecKui aHajanus
MOJYYEHHBIX JaHHBIX MPOBOIWIM C MOMOIIBIO Ma-
KeTa IporpaMMHoro odecneuenus Statistica 7.0.
Pesyabrarel. B rpynne ¢ mHaykuuonHo XT
a¢pdexkruBHoCcTh TTK >50 % Habmomanace y 7 601b-
HBIX (46,6%), y octampHbIX 8 OombHBIX (53,3 %)
a¢pextuBHbIMEU 0BT <50 % TTK. B rpynne ¢ a¢-
¢dextuBHocThi0O TTK >50% ypoBeHb MamoOHOBOTO
muanpaeruna (MJIA) ocraBajncs mpakTHYECKH Oe3
M3MEHEHUI BO BCEX BPEMEHHBIX TOUKAX U Kojebar-
cst ot 14,5+£5,3 no 16,3+ 1,8 mxmons/n. IIpu 3Tom
BBISIBJICHO JIMHAMUYECKOE U Pa3HOHAIIPABICHHOE U3-
MEHEHHE aKTMBHOCTH AaHTHOKCHUIAHTHBIX (hepMeH-
TOB: MCXOJHBIE TOKA3aTeIN CYNEePOKCUANCMYTa3bl
(CO) cumxamucy B 1,4 pasa B mepuoj aruia3uu
KM (c 45,4+16,4 no 33,3+17,8 y. e.) u 3arem no-
BBIIIAJIMCH MTOYTH B 2 pa3a Mpu BOCCTAHOBJICHUU I'e-
Momnoa3a (10 60,5+12,3 y. e.; p=0,023). Hanmpotus,
cHIKeHue akTuBHOCTH KaTanasbl (KAT) B 2 paza
nocue 3aBeprieHus X1 (¢ 6,2+1,6 mo 3,1+1,1y. e.;
p=0,05) cMeHsIOCh MOCTENEHHBIM YBEIHMUYECHUEM
nokKasarejieil B MOCIEAYIOUUMH MEepuo, KOTOpPbIE,
TEM HE MEHEee, HE JOCTUTaJld MCXOJHBIX BEIIMYUH
(10 4,4+2.9 y. e.). B rpynme 60nbHBIX € 3¢ (heKTuB-
HocThio TTK<50% nocne 3aBepuienust kypca 1P
OTMEYEeHO NoBkIIIeHUE coaepkanusd MJIA B 1,3 paza
(c 14,0+3,5 no 18,2+4,0 mxmons/m; p=0,07), KOTO-
poe B JajbHEWIIEeM He MpeTepreBano CYyIECTBEH-
HbIX u3MeHeHui (20,4 + 1,7 MkMoib/1). BoaMokHO,
3TO CBSI3aHO C HEJIOCTATOYHOM aKTUBHOCTBHIO aHTHU-
OKCUJAHTHBIX (JEPMEHTOB B MEPHO]T BHIXOA U3 IH-
TonieHUU. Y OonbHBIX, monydaBmux kypc BJXT,
rpynmy ¢ 3¢dexruBroctbio TTK >50% cocraBunu
19 6onbHBIX (79,1 %). B 3101 rpynme yposens MIA
Ha MMPOTSHKEHUU BCETo MePUoJia UCCIEAOBAHUS OCTa-
BaJICSI MIPAKTUYECKU HEM3MEHHBIM IPH KpPaTKOBpE-
MeHHOM CcHIKeHnN akTuBHOCTH COJ] ¢ mocTarouHo
OBICTPBIM BOCCTAHOBJIEHUEM JI0 MCXOJHOTO YPOBHSI
IIPU BBIXOJIE U3 IIUTONEHUHN — TaK K€, KaK U aKTHB-
HocTh KAT. V 6onpubix OMJI ¢ 3 dexTuBHOCTEIO
TTK<50% xonuentpauus MJIA umena TeHaeH-
[IUI0 K MOBBIMIeHUI0, akTUBHOCTh COJl cHM»Xkajach
B 1,5 pa3a nipu BeIXone U3 nuToneHuu. Makcumals-
Hoe cHmkeHue KAT B 2,5 paza B nepuon ariazuu
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KM cMeHs1och NOBBIIIICHHEM, HO HE JIOCTHUTAI0 HC-
XO/IHOTO YPOBHS.

BbiBoabl. [lonydeHHbIE JTaHHBIE CBUICTEIb-
CTBYIOT 0 ToM, 4TO 3¢ dekruBHOCT, TTK y 60ib-
Hbix OMJI acconunpoBaHa OT4aCTH C AKTUBHOCTHIO
neriko3Horo mnpormecca u cocrosauem OC-AOC.
VY 6onpubix OMIJI ¢ addextuBHOCTRI0O TTK <50 %

MOBBIIIEHHBIH ypoBeHb MJIA, HecOanaHCHpOBaH-
HBI aKTUBHOCTBIO AHTMOKCUIAHTHBIX (DEPMEHTOB,
MOXET CHOCOOCTBOBaTh pa3pylIeHHI0 MeMOpaH
TPOMOOLIMTOB, @ TAaK)K€ MOBPEKIACHUIO SHIOTEIHS
COCYZIOB C IOCIEIYIOIUM 00pa30BaHUEM CHHIPOMA
noTpedaeHus.

ba6aesa T. H., Ilocnenoea T. H., CepezuHa O. b., /IamkuHa A. C.

DedepasvHoe ocydapcmeerHoe 6100cemHoe 06pazoeamesibHoe yupexrcoeHue 8blcuie20 06pa3o8aHus
«Hosocubupckuil 2ocydapcmeeHHblil MeduyuHckull ynusepcumem» Munsdpaea PP, Hosocubupck

MMATOTEHETUYECKUE BAPUAHTbI AHEMUM Y BOJIBHBIX

3J/IOKAYECTBEHHBIMH IMM®OMAMMH B JEBIOTE 3ABOJIEBAHUA

BBenenue. AHemMus y alMeHTOB ¢ JTUMQoMaMu
B 30-50% cny4yaeB BBIABISAETCS JO Hadaja Crell-
n(pUYeCKOi Teparnuu U YacTo SBISETCS CIEICTBUEM
COYETAHMSI PATUYHBIX ITUOJOTHYECKUX (AKTOPOB.
He3aBucumo OT NMpUYMH €€ BBI3BABIINX, aHEMHUS
B J1e0I0TE 3JI0KaY€CTBEHHOTO MpOIecca — YHUBEP-
CaJIbHBIM MPEIUKTOP XYJILIEro OTBETa Ha TEPaIuio
W MEHBbIIIE 00IIel BEDKUBAEMOCTH OO0JBHBIX. [lo-
HUMaHHUE TaTOTeHe3a Pa3BUTHUA aHEMHUU B TPYyIIeE
MAIMEeHTOB C arpecCUBHBIMU JUM(OMaMu HeoOXo-
JTUMO JJIsl TIOMCKAa BO3MOXKHOCTEW YCTpaHEHHs ee
HETaTUBHOTO BIHUSHUS Ha 3P PEKTUBHOCTH IPOBOJTHU-
MOl Tepalruu U yIy4dlleHUs] KadyecTBa *KU3HU 00JIb-
HbIX. [IpuMepoM JOCTYyHHBIX KOPPEKIMH MaToreHe-
TUYECKUX BAapUAHTOB aHEMHl SIBISIOTCS aHEMUH,
CBSI3aHHBIC C MATOJIOTHEH MeTaboIM3Ma JKee3a.

Henp padorbl. AHaIM3 4acTOTHl U CTPYKTYPbI
AHEMUYECKOTO CUHJIpOMa Y OOJIbHBIX 3JI0KAaYE€CTBEH-
HbIMU JTUMbOMaMu B 1e0r0Te 3a00IeBaHuUA.

Marepuaa u metoabl. O6cienoBano 43 607b-
HBIX JUMQOMaMU C aHEMHUYECKUM CHUHAPOMOM
10 Hayama Tepanuu. McciemoBaiuch pyTHHHBIE
(>xene30 ceiBopoTKH KpoBu (PKC), oOmias u mareHT-
Hasl )KeJIe30CBI3bIBAIOIIAS CTIOCOOHOCTH CHIBOPOTKHU
(OXKCC/JDKCC), ko3¢ dbunineHT HachIEHUs TPAHC-
deppuna (KHT), dbepputrH) ¥ HOMOJIHUTEIBHBIC
nokasatenu oOMeHa xenesa (TerncuauH, pacTBOPH-
MblIe perientopsl TpaHcdeppuna (rTfR), sputponos-
TUH cbIBOpoTKH (D110), 3HAUEHUS SpUTPOLIUTAPHBIX
unaexkco (MCV, MCH).

Pe3yabTarsl n 00cy:knenue. Cpeay nareHTOB
c aHemued B JeOroTe 3a0oJieBaHMs Mpeodagaro-
MM BapUaHTOM Oblla aHeMHUs XPOHMYECKHX 3a-
6oneBanmii (AX3), B cTpykType KoTopoii B 16,3 %
(n=5) ciy4aeB ObLT OTMEUYEH BapUaHT aOCOIFOTHO-
ro nedurnmra xenesa, u B 83,7 % (n=36) — dyHK-
nuoHaiasHOTO nedunmra. [Iinst AX3 ¢ abCoMOTHRIM
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nedunmuTom kenesza (n=35) ObUIO XapaKTEPHO CO-
yeTtaHnue kpurepueB AX3 B BUIE TEHICHIIMHU K PO-
CTy ypoBHs rencuauHa (62,4 Hr/mn+16,2 Hr/min,
p<0,001), cyonopmansHoro yposus JIIO (64,12
MEn/mMn+12,34 mEn/mn, p<0,005), npucyrcTBus
HOPMAaJIbHBIX 3aI1acOB KeJie3a, H3MEPEHHBIX 10 Chl-
BopoTouHomy (epputuny (114,9 ur/mn+81,79 ur/
MJI), ¥ KpUTEpHeB Aedunmra xene3a. AOCOMIOTHBIN
neduIuT Keneza ObUT OATBEPKACH aHAMHECTHYE-
CKUMH CBEICHUSAMH O e(hUIIUTE MUILEBOTO JKeesa,
nedexTax pe3opOoLru W HATMYUEM pPELUINBUPYIO-
IMX MUHUMAJIBHBIX KpPOBOIOTEPh, W Jaboparop-
HbIMU Tokazarensimu: MCV — 68,14 bn+4,8 ¢n
(p<0,05), MCH — 24,7 nr+2,43 ur (p<0,05),
sTfIR — 7,2 wmxr/mn£6,48 wmkr/mMan  (p<0,05),
KHT — 11%+4,24% (p<0,05), OXCC — 78,2
MKMONB/n+ 16,3 Mrmons/n  (p<0,05). Bapuant
¢dbynkumonanpHOTO aAeduumTa kenesza npu AX3
(n=36) ObU1 IMarHOCTUPOBAH y OONBbHBIX O€3 Mpu-
3HaKOB aOCOMIOTHOTO JedHUIIUTa Kejae3a, HO UMe-
ommx xapaktepHeli gt AX3  Huszkuii KHT
(14%=+2,7%), TNOBbIILIEHHbIE YPOBHU TeNCUIMHA
(67,8 ur/Mn+7,19 Hr/mMi) B cpaBHEHHU C KOHTPO-
nem (29,8%+8,32%, p<0,05 u 22,8 ar/mn+20,97
ur/ma, p<0,001 coOOTBETCTBEHHO), COAEpKAHUE
OIIO, He COOTBETCTBYIOIIEE KOMIIEHCATOPHOMY
(18,18 MEx/mn£10,15 MEn/mn) m mpucyrcrBue
aJIeKBaTHBIX ~KOHLIeHTpauuii ¢eppuruna (114,9
ur/min£81,79 wr/mm). OtaensHO ObLIa BBIACICHA
noarpymma jui (n=21), y KOTOpbIX OMpenessInuch
CMEIlIaHHbIe HapylIeHUs MeTabonu3Ma xejesa, co-
yeTaromue B cebe nmpusHaku kak AX3, Tak U OImmy-
XO0JIe3aBUCUMOTO M30BITKA jKelie3a. YPOBHU JKee3a
ceIBOpOTKH (19,65 MKMOTB/N+ 5,3 MKMOITB/M), TOKa-
3arenu OXKCC (50,26 mxMonb/n+12,1 MKMOIB/IT),
KHT (18,1%+7,6%), sTfR (2,72 wmxr/mn+1,23
MKI/MJ), rencuguHa (64,6 Hr/ma+18,5 Hr/mn)
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u OIIO ceiBopoTku kpoBu (26,47 MEn/min+20,32
MEn/mMi1) B JMaHHON MOArpymme OTBEYAIOT KpHUTE-
pusim AX3, Torma Kak mpuUpOCT (EeppUTHHA ChI-
BOpoTkH (652,26 ur/mn=+131,57 ur/mn, p<0,001
B CPaBHEHHUH C TPYIION KOHTPOJI) MOXKHO pacie-
HUTh B KQU€CTBE MapKepa OIyX0JeBO aKTUBHOCTH.
KenezoneduumrHas anemus OblIa TMArHOCTUPOBA-
Ha y 2 MalMeHTOB Ha OCHOBAaHWH aHAMHE3a, TUIOX-
pomuu u Mukpouuroza (MCH — 20,7 nr+6,21 mr,
MCV — 62,14 ¢pn£11,4 ¢, p<0,05 B cpaBHEHUU
C TPYMNIION KOHTPOJISI), UBMEHEHHH (DEPPOKNHETUKH:
KC — 5,95 mxmonws/n+1,77 mxmons/n (p<0,05),
OXCC — 79,05 MKMOJB/1+ 17,3 MKMOJIb/JI
(p<0,05), KHT — 15,2%+3,8 % (p<0,05), beppu-
taH — 9,1 "Hr/™Mn+2,68 ur/mn (p<0,001), sTfR —

15,7 mxr/mn= 1,39 mxr/ma (p<0,001), rencuans —
0,69 ur/mn+0,41 ar/ma (p<0,001).

BoiBoabl. Takum 00pa3oM, y MalyueHTOB C JTUM-
dbomamu B nebroTe 3a001€BaHUSI MOXKHO BBIJICIUTH
XapaKkTepHbIe YepThl (PEPPOKMHETHKH: TIpeolIiaia-
HUE B CTPYKTYpE aHEMHUYECKOTO CHHIPOMA aHEMHUH
XPOHUYECKUX 3a00JI€BaHUI U BBICOKYIO KOHIICHTpA-
IIUIO0 CBIBOPOTOYHOTO (hepputrHa, 00yCIOBICHHYIO
AKTUBHOCTBIO OIMYXOJEeBOro rmpoiiecca. s aaex-
BaTHOM OIIEHKH METaboJIM3Ma jkelie3a HeoOXOIUMO
HE TOJIHKO KOMIUIEKCHOE M3YUYEHHUE BCEX TOCTYIMHBIX
nokasareseii eppOKMHETHKH, HO M PaCCMOTPEHHUE
JAHAMUKH HMX B3aMMOJCHCTBUS, TEHACHIUU CO-
BMECTHOTO POCTA WJIM CHUKCHHSI aKTHBHOCTH.

@I'BY PocHUHUI'T ®MFBA Poccuu, Cankm-IlemepGype

baaawoesa B. A., Kocmpoma H. U., 3anpeesa H. M., PyzaasB. H. ,
beccmenwvyes C. C., YeuemkuH A. B, I'puyaes C. B.

KOJIOHUEOBPA3YIOIIAA CIIOCOBHOCTDb TrEMOITIO3TUYECKHUX CTBOJIOBbLIX K/IETOK,

MOBHJ/IN30BAHHBIX B IEPUPEPUYECKYIO KPOBb

BBenenue. HanbGosnee pacripocTpaHeHHBIM METO/
MOOWJIM3AIUU TE€MOIMOATHYECKUX CTBOJOBBIX KJle-
Tok (I'CK) u3 kocTHOro Mo3ra B nepudepuyecKkyo
KpPOBb — KOMOMHAIIUS IIATOCTATHKOB, MPEX]IE BCE-
r'0 MPOMEXKYTOUHBIX /103 IHKI0pochana (3—4 r/m?),
C TPaHYJIOUUTAPHBIM  KOJIOHUECTUMYIIUPYIOIIIM
dakropoMm (I'-KCD). [lepcrieKTUBHBIM MpenapaTom
JUIsE MOOMITU3allMK pacCMaTpUBAETCs BUHOPEJIOUH,
OTJIMYUTENBHON OCOOCHHOCTHIO HAa3HAYEHUS KOTO-
poro SIBISIETCA BO3MOKHOCTb CIIPOTHO3UPOBATH OII-
TUMaJbHBIE CPOKHU IMPOBEIEHUs Jiehkonuradepesa.
B 10 xe Bpemsi HEM3BECTHO, OKa3bIBAET JIM BUHO-
penluH moBpexaaroliee IeUCTBUE Ha TeMOIOATH-
yeckuil moreHuuan ['CK, 4ro npencrasisier HECO-
MHEHHYIO aKTyaJdbHOCTb B 3Py HOBBIX TapreTHBIX
pernaparos.

Heab. M3yunTh KOIOHHEOOPA3YIOUIYIO CHOCO0-
HocTh I'CK, MOOMINM30BaHHBIX M3 KOCTHOTO MO3ra
B nepudepudeckyro KpoBb Mocie KOMOMHUPOBAH-
HOTO pexuma BuHOpenoun + ['-KCD.

Marepuanabsl u MetToabl. [Ipoanann3upoBaHbl
naHHble 11 GOMBHBIX MHOXKECTBEHHON MHEIOMOM
(MM) u 1 6onpHOTO MTUMpoMOi Xomkkuraa (JIX).
Bunopenbun BBoauiICS BHYTPUBEHHO OJHOKpAT-
HO B j03e 35 mr/m? (50-70 mr). ExxenneBHast q03a
[-KC® (nenorpactum) cocrapisia 10 MKr 1 Ha3Ha-
yanach B JIByX PaBHBIX MHBEKIUSAX C HHTEPBAIOM
B 12 vacog. [loacuet xonuuectBa kosionuit (BOE-3,

KOE-I'M, KOE-I'MM3 u KOE-Makpod) nposo-
nuica B 14-1HEBHOM KylbType, MPHU MPUTOTOBIIE-
HUU KOTOpOH B Kaxayro uamky llerpu, comepixa-
niei monnyto cpeny MethoCult H 4435, momemanu
1 x 105 kmetok mponykra neikonuradepesa. Kon-
TpOJbHAs TpyIa ObLIa MpeacTaBiIeHa pe3yibprara-
MU, MOTYYEHHBIMU IIPU U3YUYEHUU MPOAYKTa JeHKO-
nutadepesa y nonopos I'CK.

PesyabTarbl. Meanana Bo3pacta OONBHBIX CO-
craBuia 55 (43—64) ner. IHIyKUMOHHBIE KYypCHI
y 6onpHBIX MM BrrOUanmu 6opre3omud (11 6-b1x),
nenamunomun (5 6-p1x) 1 Kappumzomu6d (1 6-0if).
bonsroM JIX momydan kypcel mo cxeme ABVD.
Jletikonuradepe3bl HHUIIMUPOBAIN Ha 6—8 JTHU TI0-
ciie BBe[eHHsI BUHOpenOuHa. Uncno 3aroTOBICHHBIX
CD34+ xknerok BapwpupoBano ot 1,7 mo 7,8x106/
kr (memumana 3,3 x 106/kr). Menuana KoIW4ecTBa
BOE-3, KOE-I'M, KOE-I'MM5 u KOE-Makpod
B rpynme 6onbHbIX coctaBuia 207, 180, 14 u 9 coor-
BeTcTBeHHO. [loyueHHbIe TaHHbIE 3HAYUMO HE pa3-
JUYAIUCh OT PEe3yJbTaTOB KOHTPOJIBHOW TPYMIIbI:
168, 170, 10 u 12 coorBercTBeHHO: p<0,05.

BoiBoabl. Pexuim mobunzanuu ['CK 13 kocTHOTO
Mo3ra B iepu(epruuecKyro KpoBb C IPUMEHEHUEM BHU-
HopenOouaa B komOuHammu ¢ [-KC® y 6ompubix JIX
1 MM, nonyyaBmux MHFMOUTOPBI IPOTEACOM U UM-
MYHOMOAYJISITOPBI, HE OKa3bIBaET MOBPEKIAIOIIETO
BO3JI€HcTBUA Ha penonyasaTuBHbIN noreHman ['CK.
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THUH 10T'uT um. P M. Top6auésoti PI'BOY BO «IICII6TMY um. H. I1. [lasaoea» M3 PP
2 HUH xupypauu u HeomaoxcHol meduyurst PI'50Y BO «IICII6I'MY um. H. I1. [lasnosa» M3 PP

KOMBHWHALIMA MHT'MBUTOPOB AHYC KHHA3 M CIVIEH3KTOMHH B KAYECTBE
NNPEATPAHCIIJIAHTALMOHHOMU ITIOATOTOBKH Y TAIMEHTOB C MUE/IO®PUBPO30M

Beeaenue. AsuioreHHas TpaHCIUIAaHTaUus re-
MOTMOSTUYECKUX CTBOJIOBBIX KJIETOK KpOBHU (ai-
10TI'CK) sBnsieTcss €IUHCTBEHHBIM METOJIOM Te-
panuu, KOTOPBIA TO3BOJSIET YIYYIIUTh OOIIYIO
BBDKHBAEMOCTh MAIIMEHTOB ¢ XpoHndeckumu BCR/
ABL-HeraruBHbIMU MHEIONPOTU(EPATHBHBIMH 3a-
OoneBaHusAMH. biaronaps mosiBICHIUIO HHTHOUTOPOB
SlHyc KMHA3 MOSIBUJIACh BO3MOXKHOCTh B COBEPIIICH-
CTBOBaHMM TOATOTOBKM mammeHToB k amioTT'CK.
Opnako, HECMOTpS Ha 3TO, y YacTU NALMEHTOB
COXpaHSIETCs 3HAUUTENbHAs CIUICHOMETallusl, 4YTO
YBEIMYMBAET PHUCK HETPWKUBICHUS W Pa3BUTHUA
ocloXHeHUH. B couetanuu ¢ Tepanueil HHTHOUTO-
pamu JAK1/JAK2 CruIeHIKTOMUS MOXET OBITH 3Ta-
MIOM, HUBEJIHPYIOIIHUM 3TOT (aKTop.

Marepuaaslt u wMetoabl. B HUU JIOI'uT
um. P. M. TopGauéBoii moj HaOmoneHHEM Haxo-
TATCS 7 MAIMEHTOB C MEPBUYHBIM MUETOPUOPO30M
(6 marMeHTOB) M MOCTIOJUIMTEMHUYECKAM MHUEI0-
¢ubpozom (1 mamment), koropeiM g0 amnoTT'CK
B nepuoa ¢ 2016 mo 2017 rox Obuta BBIMIONHEHA
cruieHdkroMust B HUU xupypruu 1 HeOTnoKHON Me-
muimHbl [ICIIOIMY nm. U. I1. ITasnosa. OnuH na-
LIUEHT OTHOCWJICA K TPYIIIE TPOMEKYTOUHOTO-1 pu-
CKa, 3 ManuMeHTa — K Trpynie MpoMeKyTOYHOro-2,
n 2 — K BbICOKOMY pucKy mo mkaie DIPSSplus.
[lokazanueM k cruiensktomun nepen amwioTI'CK
OblTa coxpaHstomascs cruieHomeramus >10 cm
HUKE peOepHOM AyrW MpU MaabHaIlid, HECMOTPS
Ha Tepanuto naruouropamu JAK1/JAK2 B Teuenue
Kak MUHUMYM 2 MecsieB. lllects manueHToB noy-
YaJld Tepanuio PyKCOTUTHHHOOM B cpelHel 1o03e
30 mr (20—40 mr), onHa MalMeHTKa — MaKPUTUHUO.
OTtBer Ha Tepanuio comacHo Kputepusim European
Leukemia Net pacuieHuBajics Kak cTaOWIH3aIus
y 6 ManueHToB, MporpeccupoBaHue y | mauueHra.
Menunana JIMTETHHOCTA TEpPamuu WHTHOUTOpaMU
JAK1/JAK2 cocraBuna 7 (2—12) mecsue. Tpom60-
uutonenus 3 crenenu (CTCAE4.0) ormeuanace y 2
MAIMEHTOB. YUUTHIBas OONbIINE pa3Mephl Cele3eH-
KM, CIUICHIKTOMUS BBITIOIHSIIACH Yepe3 CPEIUHHbBIN
nanapoToMmublii goctym. [Ipodunakruka TpomOo-
TUYECKUX OCJIOKHEHUW MPOBOAMIACH BO BCEX CITY-
yasx B MOCJeoNepaluoHHOM mepuosae. B kadecTse
pexxuMa KoHauImoHupoBaHus nepen amioTT'CK
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ucnonb3oBaics (iayaapadun 180 mr/m?, 6ycyabhan
10 Mr/kr, mpoduiakTUKa peaklud TPaHCIUIAHTAT
npotuB xo3siuHa (PTIIX) mpoBoauiack ¢ MOMOIIBIO
mukinopocpamuna 100 mr/mr cymmapuo B J1+3,
J+4, pykconuturuOa 15 mr B cytku ¢ [{+35.
Pe3yabrarbl. Menuana AIUTEIBHOCTH TOCITH-
TaJU3alUy B MOCIEONEPAlMIOHHOM IIEpUoJIe COCTa-
Buiaa 11 (8-30) queit. Menuana HaOMONEHUS MTOCTIS
cruieHakToMun — 5 (1,5-10) mecsnes. JleraibHBIX
HCXOJIOB HE OBLJI0, 4aCTOTa MEPUOTICPAIIMOHHBIX OC-
JIO)KHEeHUH cocTaBmiia 28,5%. Y oaHOro mamueHTa
Habmroancs TpoM003 cene3eHOYHON U OPTaIbHON
BEH, YTO HE MOBJIMSIO Ha JJIUTEIBHOCTh TOCIIUTA-
JU3aldy U HE OTPa3WJIOCh HA COCTOSIHMM MAallueH-
Ta. Y JIpyroro mamMeHTa OTMEYaloCh Pa3BUTHUE
XBOCTOBOTO TAHKPEAaTOHEKpo3a, abciiecca B JIEBOM
noanuadpparmanbHoii  obnactu. [locrne mposene-
HUs ITOBTOPHOM JIallapOTOMMH, YCIEIIHON CaHALUU
oyara JIOKaJIM30BaHHON MHGEKIUHU U TPOBEACHUS
aHTHOAKTepHAIbHON Tepanuu OCIOKHEHHE ObLIO
kynupoBaHo. CpenaHuii pa3Mep yIaJeHHBIX celle-
3eHOK cocTaBisi1 253 cm? (112-336 cm?), menuaHa
Beca cocraBuia 2,2 (4,5-1,5) kr. [Ipu rucronoruue-
CKOM HCCJIEZIOBaHHHU BO BCEX ClIydasx HaOIro1anach
KapTUHA MUEJIOHUJHOM METaIula3uu. YBEJINYEHUe
YPOBHSI TPOMOOILIUTOB TOCIIE CIJICHIKTOMHH OTMe-
ganock y 5 manueHToB B cpenHem Ha 30 (11-81)
neHb A0 ypoBHA 393 x109/m (109-2356 x 109/n),
y 6 MalMeHTOB — YBEJIMYEHUE JICHKOIIUTOB B CPEJl-
HeM Ha 5,8 (2,0-22,0)x109/n, y 3 — Hapactanue
ypOBHS reMorioouHa B cpeaHem Ha 19 (15-23) r/n
U yMEHbIIIEHHUE MOTPEOHOCTU B reMOTPaHCQY3HSIX.
Tpem manueHTam mocie CIJICHIKTOMHH Oblia BbI-
nonHeHa awoTI'CK, 4 nanueHtam miaHupyeTcs
anmoTI'CK. V Bcex manueHToB ObLIO AOCTUTHYTO
MPUKUBJICHUE TpaHCIUIaHTaTa. MenuaHa MpuKUB-
neHus 1o JerikorutaM (6omnee 1x109/m) cocraBmia
27 (19-45) nuent, mo tpombouuram — 27 (14—47)
nHel. B pannem nepuone nocne amioTT'CK He Ha-
Omonanoch Ooliee 4YacTOrO0 Pa3BUTUS TSKEIbIX WH-
(EKIIMOHHBIX OCJIOKHEHHH. Y JByX MaIMEHTOB
Ha J[+36 u JI+23 ormeuanoch pa3BUTHE OCTpPOI
peakluy TpaHCIUIAaHTAT MPOTHUB X035iMHa | cTeneHu
C MOpaKEHUEM KOXH, KOTOpasi pa3peliniach rnocie
N00aBICHUS TOMMUYECKUX TITIOKOKOPTUKOCTEPOHIOB.

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,
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Cankr-MeTtepbypr
6-7 vitons 2017'r.

VY onnoit manuentku Ha J[+50 pa3Buiiack octpas
PTIIX 2 creneHu ¢ nopaxeHUEM IEUEHU U KOXKH,
KoTopasi moTrpeboBajia Ha3HAYEHHs] MHTHOUTOPOB
KaJbIMHEBPHUHA, IOCJIE€ COCTOSHUE CTaOMIM3UPO-
BaJ0Ch. Bce manueHTsl KUBBI, TOCTUIIA PEMUCCUU
3a0oseBaHus Ha (POHE MOJHOIrO JTOHOPCKOTO XHMe-
pusma nociue amio-TI'CK.

BobiBoabl. KomOuHaus uHruOuTopoB SHyc xu-
Ha3 M CIJICHIKTOMUHU MOXET OBITh 3(PEeKTHBHBIM
MetonoM noarotoBku nepex amwno TT'CK y nanuen-
TOB C HEIOCTAaTOYHBIM OTBETOM Ha TEPAINui0 U CO-
XPpaHSAOUIEHCS BEIPAXKEHHOU CIIJIEHOMETraauei.

Beaoycoe K. A%, YykcuHa I0. I0.’, Mumuna T. A.%, lonenkos A. K., MumuH A. H.?, lllegesesg C. B.!

1 I'BY3 MO MOHHKH um. M. ®. Baadumupckozo, Mockea, Poccusi,
2 @IBY «HL] HHcmumym ummyHoaozuu» @PMBA Poccuu, Mockea

OCOBEHHOCTHU UMMYHO®EHOTHUIIA OITYXOJIEBBIX IIVIASMATHYECKHX K/IETOK

B KOCTHOM MO3I'E 1 HEPHQEPH‘IECKQFI KPOBH INPU MHO>KECTBEHHOH MUEJ/IOME,
OCJIO’)KHEHHOH IVIABMOIMTOMAMU

BBenenue. KommnekcHoe n3yuenne nMMmyHode-
HOTUITMYECKUX OCOOCHHOCTEH OITyXOJEeBBIX ILIa3-
MaTHYECKHUX KIETOK B KOCTHOM MO3re U nepudepu-
YeCKOM KpOBH IMO3BOJHUT Oosiee MOAPOOHO M3YUYUTh
[IaTOr€HE3 MOSIBIIEHUSI 3KCTpaMEeAy/UISIPHBIX Iopa-
KEHHUH U reHepanu3aiuu 00Je3HH.

Heab uccaenoBanus. U3yunts UMMyHO(QEHOTH-
MUYeCKue 0COOEHHOCTH OITyXOJIEBBIX IJIa3MaTuye-
cKuX Ki1eTok B kocTHOM mo3sre (ITK KM) u nepude-
puueckoit kpou (LIOK MM) npu MHOXXECTBEHHOI
muenome (MM), oclIO)KHEHHOU BUIUMBIMHU I1J1a3MO-
muromaMu. Matepuanasl 1 MeToabl. O6cae10BaHo
15 mammentoB ¢ MM, B Bo3pacte ot 41 no 85 ner,
¢ MeauaHou Bo3pacTa 58 yeT. Y Bcex MalueHToB 3
ctaaus 3a0oseBanus 1o ISS u mIazMouuTOMBI pas-
augHou okamu3anuu. Y 3 (20 %) manueHToB Obliia
3 B cT., U3 HUX 2 NOJy4yanau 3aMECTUTENIbHYIO I0-
yeyHyto Tepanuto. Cpeauuil unaexc KapHosckoro
42%. Cpennuil ypoBeHb IUIa3MaTHUYECKUX KIIETOK
B KocTHOM Mo3re (KM) 18,8%. ¥V 12 (80 %) namu-
€HTOB ILJIa3MOIIMTOMBI HAOMIONATUCh B Ne0I0TE 3a-
6oneBanus, y 3(20%) — mosBUIMCH B Ipolecce
Tepanuu. 6 MalueHTOB Ha MOMEHT MCCIEI0BAaHUS
ObLTM TEPBUYHBIMHU, 9 MAIMEHTOB YK€ MOIy4Yan
pa3IuyYHbIe MPOrpamMMbl MPOTHBOOIYXOJIEBOM Te-
panuu, cpeaHee KOJIUYecTBO KypcoB — 4,6 (1-7
KypcoB). Bcem manuenTam npoBoAMIOCH UMMYHO-
¢enotunuyeckoe uccinenoBanue [IK KM n LHOK
MM wmeTonoM 4-1BETHOW MPOTOYHOM ITUTOMETPUU
C HCITI0JIb30BaHUEM ITAHEIM MOHOKJIOHAJIbHBIX aHTH-
ten k CD38, CD138, CD45, CD56, CD19, CD20,
CD117,CD27,CDll1c, CD33 («Becton Dickinsony,
CIIA). IlpoBoaunocs cpaBHEHHE HMMYHO(DEHO-

tunuueckux xapaxkrepuctuk [IK KM u [IOK MM
y EPBUYHBIX U PaHEE MOITYYaBIINX TEPAIUIO MAlH-
€HTOB.

Pesyabrarbl. [IpakTuyecku y BceX MalMeHTOB
MM ¢ HalMuKeM IJ1a3MOLIMTOM BBISIBIIEHA BBICOKAS
no3uTuBHas 3kcnpeccuss monekyn CDS56, CDS8I1,
CD27 u CDl1l1c kak B KM, Tak u B nepudepuyeckoit
kpoBu (I1K). OmyxoneBsie mia3MarudecKkue KIieT-
k1 kak CD138+, tak u CD138- gocToBepHO yaiiie
BeisBIsUIMCE B KM mo cpaBHenuto ¢ [IK (p<0,05).
[Tpu BuepBbIe BIsiBIeHHOM 3a00seBannu LIOK MM
XapaxkTepu3yrTcs noctoBepHbiM (p<0,05) cHibke-
HUeM 3kcripeccuu Mmonekynsl CD138, yBennuenuem
yycIia MIa3MaTHYeCKUX KIETOK, IKCITPECCUPYOIINX
CD33 u 3HauMMBbIM CHIDKEHHEM sKkcnpeccun CD28
no cpaBHenuto ¢ [IK KM. [IOK MM nauueHTos,
paHee TMOJYYaBIIMX TEpanuio, XapaKTepU3yIOTCS
JIOCTOBEPHBIM CHIKEHHUEM DJKCIPECCUU MOJIEKY-
abl cunaekana-1 (CD138) (p<0,05), yBenuuenuem
Yyclia TOMY/ISIUY IJ1a3MaTHYECKUX KIETOK ¢ )eHO-
tunoMm CD138-, 3HaUnTEIbHO CHU)KEHHBIM YPOBHEM
skcnpeccu CDS56 M yBeIMYEHHEM YPOBHS 3KC-
npeccun CD28 no cpaBHeHuto ¢ onmyxoneBbiMu 1K
KOCTHOT'O MO3Ta.

BoiBoabl. Y Bcex ManueHTOB UMMYHO(EHOTHIT
[HOK MM xapakrtepusyeTcss CHH)KEHUEM KCIIpec-
cun mosiekyn CD138+. V panee noiaydaBiumx mpo-
THUBOOITYXOJIEBYIO TEPanui0 OCOOEHHOCTHIO (PEHO-
tumna [JOK MM sBisieTcst 10CTOBEpHOE YBEJIUUEHUE
skcripeccun CD138-u CD28+, uTo, BOBMOXHO, 5IB-
JSIeTCS HETaTUBHBIM (PAaKTOpOM TeueHus 3a0o0JieBa-
HUSL.
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®edepanvHoe 2ocydapcmeenHoe 610dxicemHoe yupedicdeHue «Cesepo-3anadHblii hedepasbHbulll MeduyuHCKUll uccaedosamenbeKull
yeHmp umeHu B. A. Aamazoea» Munucmepcmea 30pasooxpaneHusi Pocculickoli @edepayuu, e. Cankm-Ilemepbypz

U3YYEHHUE PACITIPEAEJIEHUA HLA TEHOB U I'AIIV/IOTUIIOB

Y IOTEHLUUAJIBHBIX JOHOPOB U PEHUIIMEHTOB
TEMOITIO3THYECKHUX CTBOJIOBBIX KJIETOK

BBenenue. OnHMM U3 OCHOBHBIX (DaKTOPOB,
00ecreunBaIINX YCHENTHOCTh BBITIOJHEHUS all-
JIOTEHHBIX  TPAHCIUIAHTAUUA  TIeMOMO3TUYECKUX
CTBOJIOBBIX KJIETOK, SIBIIIETCS BBIOOp MOHOpA, CO-
BMECTUMOIO C PELUIHEHTOM IO I'€HaM CHUCTEMbI
HLA. HayuHnarot mouck Takoro JOHOpa Cpelu poji-
CTBEHHUKOB perunueHTa. [Ipu 3ToM momynsimroH-
HO€ pacrnpocTtpaneHue reHoB cucrembl HLA u ux
rarioTUIIOB UMEET OOJIbIIIoe 3HAUCHUE.

eab. M3yuuth yactotel HLA reHoB U ramioTu-
MOB Y NALMEHTOB C Pa3JIUYHBIMU F€MaTOJIOrMUYECKHU-
MU 3a00J€BaHUSMHU, MPOXOAUBIIUX CTAI[MOHAPHOE
nedyenue B PI'BY «C3OMMUI] um. B. A. AnmazoBay
Munzapasa Poccuu B nepuog ¢ 2012 o 2016 rog,
1 UX NOTEHIHUAJIBHBIX POJICTBEHHBIX JOHOPOB.

MarepuaJusl u Metoabl. B uccienyemyro rpyn-
ny (UI') Bouutn 266 nanyeHToB ¢ pa3InYHbIMU Te-
MaTOJIOTHYECKUMH 3a0oneBaHUsAMHU. KOHTpOIbHYIO
rpynny (KI') coctaBunmn 263 noTeHIMaNbHBIX POJI-
CTBEHHBIX JIOHOpA ISl ATHX MalMEHTOB. THIUPO-
Banue reHoB HLA (A, B, C, DRB1, DQB1) mpoBo-
munock Meronom ITIP-SSP 6azoBoro paspemenus
C HCIHOJIb30BAHMEM KOMMEPYECKUX TECT-CUCTEM.
Pacder 4acTOT reHOB M TarIOTUIIOB OBLT MPOM3BE-
neH B nmporpamme Arleqin 3.5.1.3. Craructudeckas
3HAYUMOCTh PA3JINYUi BCTPEUAEMOCTH Pa3TIUIHBIX
amutenet u rartotunoB HLA onenuBanace ¢ momo-
LIbI0 TOUHOTO KpuTepus duiepa.

Pesyabrarbl. ¥V 148 nanuentoB u 98 yenosek
KI' 6bU10 BBHIMIONHEHO TUMHPOBAHHE T€HOB CHUCTE-
mbl HLA- A, B, C, DRBI1, DQBI, y 118 namnuen-
toB U 165 munn KI'— HLA-A, B, DRBI1. IIpose-
JICHHOE HCCIIeIoBaHUE I[0Ka3ajao, 4yTo Haubosee
yacteiMu TeHaMu HLA-A y nonopos KI' sBistitorcst
A*01 u A*02, Bctpevaromuecs y 13,9% u 30,4 %
[IPEACTABUTENECH NAHHOU I'PYIIIBI COOTBETCTBEHHO.
VY remarosornyeckux OOJIBHBIX IPEBAIUPOBAIU
o yactore reisl HLA-A*02 u A*24, BEISIBIICHHEBIC
y 28,3% u 14,2 % 4enoBek COOTBETCTBEHHO, TOTAA
kak HocuTensamu HLA-A*01 Obutn Toabko 9,8 %.

B noxyce HLA-B pacnpenenenue 4actor reHOB
B IpYIIIE MMAlIUEHTOB HE UMEJIO CTaTUCTUYECKH 3HA-
yuMbIX oTinunii ot TakoBoro B KI. HaubGonee pac-
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MIPOCTPAHEHHBIMH SIBJISUTUCH CIEAYIOIINE BAPUAHTHI:
HLA-B*07 (11,2% — UT; 8,37 % — KI'), a Tak xe
B*35 (9,1% — UI'; 10,46 %-KTI') u B*44 (9,5 % —
Ur’; 9,32% — KI'). Jlokyc DRBI1 Bo Bcex obcneno-
BaHHBIX TPYIINax B OCHOBHOM OBbLJI MPEICTABIEH re-
namu HLA-DRB1*11, DRB1*13 u DRB1*15. Tak
y TreMaToJIOTHYECKUX MAIlMEHTOB YacTOThI JaHHBIX
reHoB coctaBuan 14,9%, 12,2% u 16,2%, B KI' —
14,3%, 13,1% u 15,0% cootrBercTtBeHHo. Cpemnu
nanueHToB, Takke kak u B KI' Hanbonee pacmpo-
cTpaHeHHbIM reHoM B jokyce C 6bu1 HLA-C*07,
KOTOPBI BBISIBISUICS Y YETBEPTU MPEACTABUTENEH
obenx rpymn (25,3% — UI' u 25,5% — KI'). Ya-
CTO BCTpevaromumucs reaamu B Jiokyce DQBI1 kak
Cpenu reMaToIorudecKux 0oNbHbBIX, Tak U B KI' sB-
nsmucs HLA-DQB1*#03 u DQB1*06 (UI" — 37,8 %
u 23,7 %; KI' — 34,2 % u 23,5 %, COOTBETCTBEHHO).
Ananu3 pacnpeaenenuss HLA ramiotunos y nui,
tunupoBanHbix o HLA-A, B, DRBI1, nokasai, yto
4acTo BCTpevaromumucs ramwtotunamu B KI' 6bitu:
HLA-A*01-B*08-DRB1*03 u HLA-A*03-B*07—
DRB1*15, xoropeie BbisBasuHCh Yy 4,5% u 2,5%
COOTBETCTBEHHO. B rpymmax, oOcieq0BaHHbBIX
no HLA- A, B, C, DRBI1, DQBI, ananu3 pacnpe-
JICJICHUsI TAIIOTUIIOB TI0Ka3aJl, 9YTO Hanboliee 9acTo
BCTpevarommucs B obeux rpynnax Obuin: HLA-
A*01-B*08—-C*07-DRB1*03-DQB1*02 u HLA-
A*02-B*07-C*07-DRB1*15-DQB1*06, pacmpo-
CTPaHEHHOCTh KOTOPBIX CpEIU I'eMaTOJOTHYECKUX
marueHToB coctaBuia 3,0% u 2,64%, a B KI' —
4,6% u 3,6 % COOTBETCTBEHHO.

BeiBoasbl. Pe3ynbrarsl IpOBEIEHHOIO UCCIENO-
BaHMsI MOKa3adH, YTO paclpeie]ieHue TeHOB U Ta-
mwioTunoB cuctemMbl HLA B uccienyembIx rpynmnax
MOTEHUUAIBHBIX JOHOPOB U PEIUITHEHTOB IeMOIIO-
ATUYECKHUX CTBOJIOBBIX KJIETOK HE OTIIMYAETCS OT Ta-
KOBOTO B OITyOJIMKOBAHHBIX JAHHBIX JJIs TIOMY/ISIIUN
Cesepo-3anaagnoro perunona Poccuiickoit ®enepa-
uuu. O6Hapy>KEeHHbIE TPU ’TOM HEKOTOPBIE OTIINYHS
B PaclpOCTPAHEHHOCTH OTAEIbHBIX TEHOB CHCTEMBbI
HLA nns remMaTonoruyeckux MaideHTOB M UX IO-
TEHLUUAJbHBIX POACTBEHHBIX JTOHOPOB HE SBIISIOTCS
CTaTUCTUYECKU 3HAYMMBIMHU.
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WHOEKIIUOHHBIE OC/IO’KHEHUA Y BOJIbHBIX TEMOBJIACTO3AMM :

METOAbI UX JUATHOCTHUKHU U JIEYHEHUA

Beenenne. Mcnonb3oBaHHe BBICOKOIO3HOM XU-
MHUOTEpaNuy 1 TPAHCIJIAHTALIMM T€MOIIO3TUYECKUX
CTBOJIOBBIX KJIETOK MO3BOJMJIO JOOUTHCS 3HAYU-
TEJbHBIX YCIIEXOB B JICUEHUH OHKOI€MaTOJOrHye-
CKUX OOJIbHBIX, OJTHAKO NMPUBEJIO K BOSHUKHOBEHHUIO
psaa moOouHbIX 3PQEKTOB, CBA3AHHBIX, B 4YaCT-
HOCTH, C Pa3BUTHEM TSDKENbIX MHPEKIIMOHHBIX OC-
JIOKHEHMH, CYIIECTBEHHO YCYTyOISIFOIIUX TEUEHUE
OCHOBHOTO 3a0oneBaHus. VH(pEKINOHHBIE OCIIOXK-
HEHUs Y OOJIBbHBIX pa3IMuHbIMU popMaMu remooa-
CTO30B MPOTEKAIOT OCOOCHHO TSXKENO, 4acTo C re-
Hepalu3alrel mpoiecca, pa3BUTHeM OaKTepHUeMHid
U yrpo3oii cerncuca. B cBs3u ¢ aTum npobiema aua-
THOCTUKH, MPEAYNPEKACHUSI U JICUEHUSI ITUX HH-
(EKIMOHHBIX OCIIOKHEHUH TpHOOpeTaeT 0co0yro
aKTyaJIbHOCTb.

Hean. V3yyenne nHGEKIMOHHBIX OCIOKHEHHM
y OOJNBHBIX pa3NTUYHBIMU (hOpMaMU TeMOOIaCTO30B,
a Tak)Ke yTOYHEHHE POJIU I'epIec-BUPYCHBIX HH(EK-
LU B UX PA3BUTHUHU.

MarepuaJibl M1 MeTOAbI. bbUIM M3y4eHBI UCTO-
puun 601e3Hn 64 TAIMEHTOB, C Pa3IUYHBIMH (HOp-
MaMU TeMOOJIaCTO30B C BBISIBIEHHBIMH 3MH30aMHU
OakTepuanbHBIX U TEPHECBUPYCHBIX HHDEKIIHiA
KPOBOTOKA, TOCIIUTAIM3UPOBAHHBIX B KIMHUKAaX UH-
ctutyTa B nepuoz ¢ 2008 mo 2015 rr. Mukpoobuo-
JIOTUYECKUE UCCIIEOBAHUS MPOBOAMIN 110 €AMHON
METOMKE B TEUEHHE BCEro Mepuoja Ucciae 0BaHus,
B COOTBETCTBHUHU C JCHCTBYIOIICH HOPMATUBHOM J0-
KyMeHTauuen. [[isi BbIsBICHUS B KPOBU T'€HOMOB
BUPYCOB TpYIIIBl Tepreca HCHOIb30BaIM Habo-
pel peareHToB «AmmmCenc®HSVI, II-FL» (Bu-
pyca mpocrtoro repmeca 1, 2 tunos (BIIT-1,2))
n  «AMmmuCenc® EBV/CMV/HHV6-ckpun-FL»
(OO0 «MJIC») (Bupyca Dmmreiina-bapp (BOb),
mutomeranosupyca (LIMB) u Bupyca repmneca ue-
noseka 6 Tuma (BI'U-6)).

Pesyabrarbl. /[ yTOYHEHUS pOJIM BHUPYCOB
IpynIbl repreca B pa3BUTUU OaKTEpUEMUHN U Cell-
cuca y OOlbHBIX TeMobiacTo3aMu ObLIH Bbljele-

HBI 2 TPYMIbI TAIMEHTOB C OMYXOJIEBBIMU 3a0o0Je-
BaHUSMH CHUCTEMbI KPOBU C MOCTIUTOCTATUYECKOMN
HEUTponeHUe U nuxopaakoil: 1-1 — nanueHTsl,
Yy KOTOPBIX OaKTEpPUH B KPOBH BBISBICHBI HE OBLIN;
2-s1 — OOJIbHBIE C TIOATBEPKICHHBIMU OaKTepUab-
HBIMU MHQEKIUIMU KpOBOTOKa. B obeux rpymmax
OBLJIO TPOBEJCHO CPABHUTEIBHOE HCCIICIOBAHHE
YacTOThl BBISIBJIGHHUS BHUPYCOB TPYIIbI reprieca
B KPOBU YCTaHOBJICHO, YTO YACTOTA BBISBJICHUS T'e-
HoMoB BOb u IIMB B kpoBu OonbHbBIX 2-i rpyn-
bl (¢ 6akTepuemueii) qoctoBepHo Beime (p<0,05)
M0 CpaBHEHUIO ¢ OONbHBIMU |- Tpymmbl. Y yka-
3aHHBIX 64 MalMeHTOB ObUIO BBHISBICHO 33 ciyyas
nojaTeepxAeHHoro cerncuca, B 11(33,3 %) u3 koto-
PBIX OH MPOTEKa Ha (POHE TePIICCBUPYCHOUN NH(EK-
uuu. B 5 snusonax HaOmromancs CeNTUYECKUH MIOK.
Cemncuc, BBI3BaHHBIN TPaMIIOJIOKHUTEILHBIMU OaK-
TepUsIMH, 3aperucTpupoBan B 57,6 % (19 cinyuaes),
a rpamoTrpuuaTenbHbIMU — B 42,4 % (14 cityuaes).
CMepTHOCTD MPU TPAMITOIOKHUTEIIBHOM CETICUCE CO-
craBuwia 10,5% (2 cayyas u3 19), a npu rpamotpu-
natessbHOM — 57 % (8 cimyuaeB u3 14). DT nanHbie
MOATBEPXKAAIOT, YTO TPaMIPUHAIIEKHOCTh OakTe-
pHil BIMSET HA TSKECTh TEUCHUS MHPEKIIMOHHOTO
mpoliecca 1 ero UCXo/.

BeiBoabl. 1. B kpoBu 60IBHBIX TeMOOIACTO3aAMH
npu GaKTepUEMUSIX JOCTOBEPHO Yallle, YeM y 00Jib-
HBIX 0e3 OakTepueMuu, 0OHapYKUBAIOTCS T€HOMBI
BUpyca OnmrteitHa-bapp (B 2,1 pa3a) u mutome-
ranoBupyca (B 7,9 pasa), 4To yXyAllaeT TeueHUeE
WHGEKIMOHHOTO Tporecca U OO0IIee COCTOSHHE
00nbHBIX. 2. BHUpyCHl TpyIbl repreca BhI3BIBAIOT
UMMYHOCYTIPECCHIO U CIIOCOOCTBYIOT OTSITOIICHUIO
TeYeHHUS] WHOEKIIMOHHBIX OCJIOKHEHUN y OHKOTe-
MaToJornyecknx OoJipHBIX. 3. HeoOxomum mocto-
SHHBIII MOHMUTOPUHT BO30yIUTENEH KPOBEHOCHOTO
pycia y OHKOTeMaTOJOTHYEeCKUX OONBHBIX IS CBO-
€BPEMEHHOI'0 Hauajla M KOPPEKTUPOBKU ILIE€JICHA-
IIPaBJICHHOM 3TUOTPOITHOM TEPAIIHH.
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IMPUMEHEHHUE LIUK/I0O®OCHPAHA MMOCJIE AJI/IOTEHHOM HEPOJICTBEHHOM
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BBenenue. AnmoreHHasi TpaHCIUIAHTALIUS T€MO-
MOATUYECKUX CTBOJIOBBIX KieTOK (amio-TI'CK) siB-
asieTcs OMHUM U3 3(O(PEKTUBHBIX METOIOB JICUCHUS
MaUeHToB ¢ ocTpbiMu Jieliko3zamu. Jlo 30% ma-
HEeHTOB, Hy)naroumxcs B ao-TI'CK, He nmerot
POJCTBEHHOT'O IOHOPA, B OCTANIBHBIX CIydasx HE00-
XOJUM TOUCK HEpoACTBEHHOro JoHopa. Haubonee
3HaYMMbIM ocjioxkHeHueM 1pu amio-TT'CK ot He-
POJCTBEHHOI'O JIOHOpA, BIHUAIOLIMM Ha YpPOBEHb
oOuieit BepkuBaemoctu (OB) u neranbHOCTH Manu-
€HTOB, SIBJISIETCA OCTpas M XPOHHMYECKAs PEaKIu
TpaHCIUIaHTaT MPOTHB X03suHA (0 1 XPTTIX).

Heab uccaenoBanus. M3yuuts 3pPeKTUBHOCTH
npuMeHeHus 1ukinopocdana mnocue amio-TT'CK
B Ka4eCTBE MPOMUIAKTUKU Pa3BUTHSI OCTPOU U XPO-
Huueckoit PTIIX.

MarepuaJsl 1 MeTOABI. B nccnenoBanue BKIo-
4eHo 95 mamueHTOB: C OCTPbIM JTUM(pOOIACTHBIM
neiiko3zoM (OJIJI) — 52 maumeHTa, oCTpbIM MHEJO-
onactabIM neiikozom (OMJI) — 43 narnuenta. Bos-
pact ot 0 no 21 roma (Meauana — 8,4 roxa). Co-
OTHOILIEHHUE TI0 MOJTy: MaJIBYMKH : 1eBouku — 1:1,4
(56:39). Ha moment amno-TI'CK 44 mnamuenta
HaxXoIWIHCh B 1-il pemuccuu OCHOBHOTO 3abore-
BaHUs, 43 — BO 2-i, 8§ manueHToB B 3-eil peMuc-
cun. [Ipu3HaKM MHHHMAaJNbHOM OCTAaTOYHOU OoIes-
Hu (MObB) nHa mMoMmeHT BbinonHenus anno-TT'CK
uMenu 19 mamuenTtoB. [ToMHOCTBEIO COBMECTUMBIN
no reHaMm HLA-cuctembl 1oHOp ObUT MCIIONIB30BaH
y 76 mamueHToB, y 19 — 4acTUYHO COBMECTHUMBIN.
Bospact nonopoB ot 19 go 50 ner (memmana —
30). Paznnums B ABO-coBmecTuMOCTH: OOJIbIIAs
HECOBMECTUMOCTh — Yy 35 ManueHTOoB, Majas —
y 30, coBMecTumBbl 10 rpynmnaM KpoBu — 30 de-
JoBeK. VMICTOUHMK TpaHCIUIaHTaTa: KOCTHBIM MO3T
(KM) — 43 mnamnuenTa, nepudepuyeckue CTBOJIO-
BbIie ki1eTkH kpoBU (IICKK) — 52. Pexumbl koHU-
[IMOHUPOBAHMSI: MHUEI0a0IaTUBHBIE HCIIOIb30BAHbI
y 54 ManueHToB, CO CHUKEHHON MHTEHCHUBHOCTHIO
no3 —y 41. Ilpodunakruka oPTIIX: 36 marnuen-
TOB IOJIy4aJld CXeMy IPOQUIAKTUKY, COIEPKALIYIO
B pEXUME KOHAULMOHHPOBAHHS aHTUIUM)OIH-
TapHblii ToOynuH (AJII)) B cymmapnoit noze 60—
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90 mr/kr, 59 mamuentoB — nukiIodochan B g03e
50 mr/kr B JJ+3, I+4 nocae amno-TI'CK. Ouenu-
BAJIOCh BIIHMSIHHE CIEAYIOMHNX (PAaKTOPOB — BO3PACT
nanueHTa u JoHopa Ha MoMeHT amio-TI'CK, nua-
THO3, IEpBUYHAS XMMHOYYBCTBUTEIbHOCTD, CTAMS
3aboneBanus, Haau4Kue npusHakoB MODb, uctTouHmnk
TpaHCIUIaHTaTa, COBMECTUMOCTh MO MOIY, TPyIIe
KpPOBH, PEXKUMBI KOHAUIIMOHUPOBAHUS U IPOpUITaK-
tuku PTIIX, crenens octpoit u XxPTIIX, pa3sutue
peuauBa 3a00JIeBaHMS.

Pesyabrarbl. OOmiast 5-Tu JI€THSsSI BbDKHBae-
MocTh (OB) Bceit rpynmbl coctaBuna 60%. 3Ha-
yuMbIMU (pakTopamu, BiusoomuMu Ha OB, sBus-
ymchk auarto3 — OMIJI vs OJIJI — 79% vs 43 %,
(p=0,01), pazButre peuuauBa 3a00JI€BaHUS B TOCT-
TpaHCIUIAaHTAIL[MOHHOM Tepuoje, npu 3tom OB co-
craBmwia 73 % y mamueHToB 0e3 peruanBa vs 24 %
y Ju1l, Kotopeie pa3pwim peruaus (p=0,0001). [Tpu
CpPaBHEHMHU TPYII MAIMEHTOB C Pa3IUYHBIMU BH/Ia-
mu npodunaktuku PTIIX 6butn mosyyeHs! crieayto-
e naHuelie: kymynastuHas yactora (KH) oPTIIX
y manueHToB ¢ nukiodocdanom cocraBmia 42 %
o cpaBHeHuto ¢ AJII" rpynmoit — 84 % (p=0,000),
TaKke B ATOW rpyrire Obuia 3Ha4nuMo Hike KY Ts-
xenbix popm oPTIIX (8,5 vs 36, p=0,001), oPTIIX
¢ mopaxkenueM koxu (37 vs 89, p=0,0001), xPTIIX
(37 vs 71,p=0,007) u Ts3KENBIX paCIPOCTPAHEHHBIX
dopm xPTIIX (22 vs 65, p=0,009). CraTuctruecku
3HAYUMOTO Pa3Iudus B O€3pEIUINBHON BBIKHBAC-
MOCTH, a Tak’Ke B YPOBHE MOCTTPAaHCILJIAaHTAIIMOH-
HOM JIETaNbHOCTH B TPYIINIaX CPABHEHUS PA3IUYHBIX
BapuanToB npodunaktuku PTIIX He nmomyueHo.

BeiBoabl. Mcnonp3oBanne nukinodocdana B Ka-
yectBe npodumaktuku OPTIIX mpu ammo-TI'CK
OT HEPOJICTBCHHBIX JIOHOPOB HE YXYAIIAET IOKa-
3arenu oOmiei, 0e3peluIUBHON BBDKMBAEMOCTH,
HE BIIMSET HA MOKa3aTelu MOCTTPAHCIIaHTAIIMOH-
HOM JIETAJIBHOCTH, OJIHAKO CYILECTBEHHO CHUIKAET
KyMYJISITUBHYIO YaCTOTY Pa3BUTHS KaK OCTPOM, Tak
n xPTIIX, Tsoxensix (OpPM ATHX COCTOSHUH, YTO
B CBOIO OY€pe/ib MTO3BOJISET B MOCIEICTBUN CHU3UTh
MHTEHCUBHOCTh HMMMYHOCYIIPECCUBHON Tepanmuu
Y OCJIO’)KHEHUH, CBSI3aHHBIX C €€ UCIIOJIb30BaHUEM.
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ONPEJIEJIEHUE KOJIOHUEOBPA3YIOIIEN CIOCOBHOCTH

KOCTHOTI'O MO3I'A BTEMATOJIOT'U

BBenenue. 3perbie KIETKH KPOBH UMEIOT OTpa-
HUYEHHOE BpEeMsl )KU3HU U MOCTOSHHO 3aMeIlaroT-
cs 3a cyer mponudepauuu U IuQQPepeHIIMPOBKH
TUTFOPUTIOTEHTHBIX TEMOIIOATUYECKUX CTBOJIOBBIX
kieTok (I'CK) — manol momyssiiuu KJIeTOK KOCT-
HOTO Mo3ra 310poBbIx Jronei. 'CK obmagaror cro-
COOHOCTBIO K BOCIIOJHEHHIO CBOETO KOIUYECTBA
U 1 QepeHIPOBKe B KICTKU-MIPEIIIECTBEHHUKH
BCEX T€MOIO3TUYECKHUX JTMHHUIA M, COOTBETCTBEHHO,
B 3peble KIeTKH. Pa3BUTHE MEOMIMHCKUX TEXHO-
Joruil TpedyeT MOCTOSHHOTO Mporpecca B OIpese-
JeHuH ux (peHoTHmna, KoauuecTsa U (PyHKIMOHAb-
HbIX cBoiicTB ['CK. B HacTosiiee BpeMst KOTU4ecTBO
CTBOJIOBBIX KIIETOK M WX AHTUTEHHYIO CTPYKTYpYy
PYTHHHO OINpPENEISIOT METOJOM IMPOTOYHOW IIH-
tomeTpuu. C menbio u3ydeHus: (pyHKIMOHAIBHBIX
xapaktepuctuk ['CK, ux nponudeparuBHoit u qud-
(bepeHIUPOBOYHON CTOCOOHOCTH MPEASIONKEH KYIb-
TypajabHBIA METO/I.

MarepuaJbl u MeToaAbl. KynsTypaapHbIii METOA
UCCIICIOBAaHMsI KOCTHOTO MO3ra IpelycMaTpuBacT
BHECEHHE CYCTICH3HH SIIPOCOCPKAIUX KIIETOK Te-
MOTIOSTHYECKON TKaHU B CIELUATIbHYIO MUTATEIb-
HYIO Cpelly, MHKYOaIiio B TeUeHUE OMPEIEICHHOTO
BpeMeHH (Hanbonee yacto — 14 CyTOK) U MOACYET
00pa30BaHHBIX KOJIOHMH  (KOJIOHHEOOPa3yHOIuX
enuanll — KOE) Ha ocHOBaHUM MOP(OIOTHIECKO-
TO pacro3HaBaHUs KJIETOK, UX cocTapistomux. Ko-
JMYECTBO BBIPOCIINX KOJOHHUH MPOIOPIIMOHAIBHO
COJIEp’KaHUIO COOTBETCTBYIOUINX KOJIOHHE0Opasyto-
[IMX KJIETOK BO BHOCHMOH KIIETOYHOW CYCIICH3UHU.
Kosnonum, comepxaiue KiIeTKH IByX WM Oosee
POCTKOB (CMEIIaHHBIN THIT), TPOUCXOAAT U3 Ooiee
NPUMUTHBHBIX KJIETOK-IIPEAIIECTBEHHUKOB, YEM KO-
JIOHUH, COJEpIKAIIUE KICTKH TOIBKO OIHOTO POCT-
ka. MeHee 3penble MpeaIeCTBEHHUKH 00pa3yroT
OosbInue (1Mo pazMepam) KOJIOHUU U TpeOyroT Oosee
JUINTENIFHOTO TEepHuoja BPEMEHHU MJIsi CO3PEBaHMS
KJIeTOK. MeToJ] KOJIOHHMEeoOpa30BaHUS IO3BOJISIET
Pa3HOCTOPOHHE OIICHUTH MATOTEHE3 FeMaToJIOTHIe-
CKUX 3a00JIeBaHMIA, MOCKOJIbKY JaeT BO3MOKHOCTb
YBUACTh (PYHKIHMOHAIbHBIE MOCIEACTBUS Ae(eK-
TOB, OMPEACIECHHBIX JIPYTUMH CIIOCOOAMU aHau3a.
HaubGonee BoctpeboBaHo ompezeneHue mponude-
paruBHO-aH(PepenimpoBounoro nmorermnuana ['CK
KOCTHOTO MO3Ta B JIMarHOCTHKE ITUTOTICHUH, B 4aCT-

HOCTH HEUTpONEHMIi, XapaKTepu3yroluxcs abdco-
JIOTHBIM YMEHBIIEHUEM KOJMUYECTBa HEUTPOPHUIOB
(y nereit 1o 1 rona Huxke 1 ThICSYM KIETOK B 1 MK,
nociie 1 rona — menee 1,5 Teic. B | MKJI KpOBH).
PesyabTarpl. B kadecTBe mnpumepa AuarHo-
CTUYECKOW 3HAYMMOCTH KyJIbTYpalbHOIO METOAA
uccinenosanus ['CK npuBogum onucaHue KIWHU-
yeckoro ciyuas. bonbnas ., 6 net, B 2015 roay
MOCTYINJIA B T€MaTOJOTUYECKYIO KIMHUKY UHCTH-
TyTa B CBSI3U C BBISIBJICHHBIMHU JIEUKO- U HEUTPO-
neHuen ¢ Bo3pacta 1 roga, KOTOpble KIMHUYECKH
MNPOSIBISUINCh  MH(EKIIMOHHO-BOCTAIUTEIbHBIMH
SIBIICHUSIMH PA3JIMYHOM cTeneHu Tsokectu. [lo nan-
HBIM HCCIICIOBaHMI MyHKTaTa U TPEHaHOOHOoNTara
KOCTHOTO MO3Ta HCKJIIOYEHbI I'eéMO0JacTo3bl, MU-
€JIOAMCIUIACTUYECUN CHHIPOM M arulacTU4ecKas
aHemus. Pe3ynbTarbl KyJIbTypaJbHOIO HCCIEI0Ba-
HUSl TYHKTara KOCTHOTO MO3ra Ha METHIILEIUIIO-
JIO3HOM NMMTATEIbHOM Cpee BBISIBUIM CYLIECTBEH-
HOE€ CHI)KEHHME KOJIMYECTBA TIPAHYJIOLUTAPHBIX
npeamectBeHHukoB (3 KOE, mpu Hopme 7-35),
paHHUE KIIETKHU-TIPEAIIECTBEHHUKN (TpaHysIoLH-
TapHO-I>PUTPOLIUTAPHO-MaKpodaraibHO-Meraka-
puonutapusie KOE) — He BblsiBieHb! (HopMa 0-8
KOE), sputpounnsie OypcT-oOpasyronme eInHu-
el — 28 (Hopma ot 20 o 74 KOE), makpodarab-
Hele KOE — 40 (nopma — 1-18), o61mas konoHu-
eoOpasytomias cnocooHocTh — 71 enuHul (Hopma
49-166 KOE). IloBeimienne konmaecTBa Makpoda-
ranpHbix KOE B nmaHHOM ciyyae pacleHWId Kak
KOMIIEHCATOPHYIO PEAKLIMIO HA HU3KOE KOJIUYECTBO
HeliTpopmiioB B nepudepudeckoir kposu. Ilocie
IIPOBEJIEHHOT0 Kypca JIEUEHHUsI, BKJIFOUaBIIEro rpa-
HYJIOLUTAPHBIN KOJTOHUECTUMYIIUPYIOIIUNA pakTop,
OTMEYEHBI CYIIECTBEHHbIC U3MEHEHHUs B Mpoiude-
paruBHO-IUGHEPEHIIUPOBOYHOM MOTEHIIUATIE KOCT-
HOTO MO3ra: KojauuyecTBo rpanyinonutapueix KOE
Bo3pocio 110 34, makpodaransaeix KOE ocTanoch
Ha TpeXHeM ypoBHE (45), spuUTpouaHbIX OypcT-
obpazyromux enuHuI — 34, 303MHOPUIBHBIX KO-
nouit — 1 (Hopma 0-22), MOSBWINCH KOJOHUU
U3 paHHUX KieTok-npeamecTBeHHUKOB (1 KOE-
I'ODMM). OOmas konoHueoOpasyromas Ccrnocoo-
HOCTbh KocTHOro mosra cocrasmwia 115 KOE. Ilpu
3TOM PpEe3YNbTaThl KyJbTYpaJbHOIO METOAa Hcclie-
JTIOBaHMsI COOTBETCTBOBAJIU JaHHBIM MHEJIOIPAaMMBbI
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(KOoCTHBIH MO3r MOTUMOpPGHBIN, OMpeAeTcHbl BCE
POCTKH KpPOBETBOPEHHS, BCe (OPMBI CO3PEBAHUS
¢ mpeoOnaganueM HelTpodmibHOro psina). Kon-
CTaTUPOBaHa KIMHHMKO-T€MaTOJOrHYecKas peMHcC-
CHs1 OCHOBHOTI'O 3a00JI€BaHU.

BoiBoabl. Takum 00pa3oMm, KynbTypajJbHBIN
MeTON OLeHKH mnponudeparuBHo-auddepeHunpo-
BOYHOIO NOTEHIMAJIa KOCTHOIO MO3ra SIBJISIETCS
BaXHOW COCTaBJISIONICH YacThIO NPU JUATHOCTHKE
HeifTponenuil u oueHke 3(h(heKTUBHOCTH JICUEHHUSL.

Boiimexoeuu A. C., BacuHna E. B., KocmwoHuHa B. C., CegepuH H. H., leméeka H. B.

PecnybaukaHckull Hay4Ho-npakmuyeckuill yeHmp mpaHcgysuoio2uu u MeduyuHcKUx buomexHonoaull, 2. MuHck

3PUTPONIHAA JUPPEPEHIIMPOBKA TEMOIIO3THYECKHX
CTBOJIOBLIX KVIETOK IIYITOBUHHOHU KPOBH B YCJIOBUAX MOJAE/INPOBAHHUA

OCTEO- U BACKY/IAIPHO¥ HMIIIH IN VITRO

Beenenne. IIpuHATO CuuTaTh, YTO OCHOBHBIM
HEIOCTaTKOM MeTO/a 3KcnaHcuu u auddepenuu-
poBku remomnodtudeckux kietok (I'K) in vitro siB-
JSIETCSl OTCYTCTBUE BO3JEHCTBUSI MUKPOOKPYKEHHS
reMOIO3TUYECKOW HUIM KocTHoro mosra (KM),
KOTOpas in Vivo OKa3bIBaeT CyIIECTBEHHOE BIMSHUE
Ha NpoTeKaHue remoro33a. lMcmnonp3oBanue BcHo-
MOTaTENIbHBIX KJIETOK INpu KyiabTuBUpoBaHuu 'K
IIPU3BAHO BOCCO3/1aTh MEKKJIETOYHBIE B3aUMOJIEH-
CTBUSI, KOTOPBIE UTPAIOT BAKHYIO POJIh B U depen-
uupoBke HekoTopbix nomyssinuit I'K in vivo.

Henb. HMccnenoBarh BiIMsSHHNE ME3EHXUMHBIX
CTPOMAJIbHBIX KJIETOK KocTHOTrO Mo3ra (MCK KM),
MOJIEIIMPYIOIIUX OCTEOHHMINY, M SHAOTEJINAIbHBIX
kieTok (OK) mynoBMHHON KpOBH, MOJEIMPYIOIINX
BaCKyJISIpHYIO HHIIy KOCTHOIO MO3ra, Ha 3Tall Co-
3peBaHus SPUTPOUIHBIX MPEAIIECTBEHHUKOB MYTIO-
BUHHOW KPOBH NPHU COKYJIBTUBUPOBAHHH in Vitro.

Marepuajbl 1 MeToabl. O0pa3ibl MyHOBUH-
HOIl kpoBM Obutu mnpenoctaBieHsl 'Y PHIILL
«Marp u nuts» MunsnpaBa PecnyOnuku bena-
pych mocie WHOOPMHPOBAHUS POXKEHUI] U IIO-
Jly4eHUs1 UX NUCbMEHHOro cornacus. OO6pa3ibl
KOCTHOTO MO3ra 3J0pOBBIX JIOHOPOB IOJYYE€HBI
U3 LEHTpa TPaHCIUIAHTALIMM OPraHOB U TKaHEH
Ha Oaze Y3 «9-1 I'Kb» r. Muncka. ®pakiuto
CD34-nonoxurtensHbix (CD34+) KpoBETBOPHBIX
KJIETOK ToJIydaJii ¢ momolibio Habopa EasySep
JUI TIOJIOKUTEIbHOM MMMYHOMAarHWTHOM cemna-
paluu COIVIACHO HWHCTPYKIUHU TPOU3BOAUTEIIS.
[IpoBogmnack TpexcraguitHas auddepeHIupoBKa
I'K B Teuenue 21 nHs B NPUCYTCTBUE POCTOBBIX
¢dakropos SCF, IL-3, EPO. Ilo npomectsuu 7 cy-
TOK (1 9Tam), KIeTKU NePeHOCUIUCH Ha TOJCIOMN
n3 MCK KM (Bapuant 1), noacnoit uz 9K nymo-
BUHHOW KpPOBHW (BapuaHT 2) WJIM KYJIbTHBHUPOBA-
nuck 0e3 mojjepKuBarolero ciaos B TeueHue 10
cyTok (2 stan) B npucyrcteuu SCF u EPO. Ha 3a-
BeplIarolieM dtamne (4 CyTOK) KIETKH J103peBaiu
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B npucytctBun EPO Ge3 BcioMoraTenbHBIX Kie-
TOK.

Pesyabrarbl. [IpupocT KI€TOK Ha NIEPBOM JTa-
ne coctaBmi 110+52 paza (n=5). Ha Bropom sta-
e KJIF0YEeBOE 3HaYEHUE UMell QakT aAre3uu OCHOB-
Hol yactu ['K k mMOBEpXHOCTH MOAIEPKUBAIOIIETO
ciost ipu cokynbTuBupoBanur ¢ MCK KM. B stom
clly4ae IPUpOCT KIETOK cocTtaBuwil 58+ 11 pas, npu
9TOM TMOJIOBHHA KIJIETOK 3KCIIpECCUpOBajia Ha IO-
BEPXHOCTU Kjactep spurpounHoit muddepenuu-
poBku CD235a. Jlons Ge3bsepHbIX KIETOK K KOH-
1y dTana COKYJbTUBUPOBaHUS cocTaBwia 3246 %.
[Tpuxpennenue 'K x moBepxnoctu ciogs MCK KM
3aTPYHAIO IPOBEAEHUE JaJbHEHIINX MAaHMILY-
UMW U aHanu3a KyaeTypsl. [Ipu ucnonb3oBaHuu
B KadecTBe mopjepkuBaromiero ciuos JK anresun
k HuMm ['K #e nabmonamu. [IpupocT KJI€TOK B 3TOM
ciaydae coctaBuil 68 £2 pasa, conepxanue CD235a-
MOJIOKUTENIBHBIX KJIETOK YBEJIMYMUIOCh B CPEIHEM
1o 80%, mpu >ToM a0sst Oe3bAAEPHBIX KIETOK CO-
craBuia 6+£5%. B oTcyTcTBHE MONEPKUBAIOLIETO
CJIOSl HAa BTOPOM 3Tale KyJbTUBHPOBaHUS IPUPOCT
SPUTPOUJIHBIX MPEAIIECTBEHHUKOB cOCTaBmi 68+3
paza ¢ noneit CD235+ knetok 70 % u 6e3bsiiepHbIX
KJIETOK 28 £ 6 %.

BeiBoabl. CoOKyIbTMBMpPOBAaHHE 3PUTPOUIHBIX
npenmectseHHnKoB ¢ MCK KM cnioco6etByet Gornee
3} dexTBHON UX SHYKJIEAIMH B CPAaBHEHUH C BapH-
aHTOM COKYJIBTHBUpPOBaHUS B mpucytctBuu JK my-
noBuHHOM KpoBH. Anre3us 'K, Haxongumxcs Ha mo-
CIIEIHUX CTAIHSIX SPUTPOUIHON AuepeHIINPOBKHY,
K TIOBEPXHOCTH monaepkusaromero ciuos u3 MCK
KM 1pelbyeT 10moMHUTENbHBIX TPOLETYD pa3aeIeHuUs
MOMYNALUI KIETOK MPH AalbHEHIINX MAaHUITYIISALUSX.
Hcnonp3zoBanue DK mynoBHHHON KpOBH B KauecTBE
MOJIIEP’KUBAIOLIETO CJIO MOJIOKUTENBHO CKa3bIBAET-
csl Ha O0IIeM MPUPOCTE KIETOK 3PUTPOUIHOTO psijia,
HE BBI3bIBAET UX aJTE3UI0 K MOJAEPKUBAIOLIEMY MO-
HOCJIOIO, HO CHUJKAET JI0JIH0 O€3bsIEPHBIX KIIETOK.

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro
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XAPAKTEPUCTHKA 1 UCXO/1bl TEPAITMH NAITMEHTOB
XPOHHUYECKHUM MHUEJIOUJHBIM JIEUKO30M C MYTALIMEU T315I.

Beenenmne. Jleuenne XMJI ocHOBaHO Ha npume-
HeHuu nHruoutopos TupozunkuHasz (MTK). Hecmo-
Tpsi Ha BBICOKYIO 3¢ dextuBHOCT, UTK, HEKOTOpHIE
nanueHTsl B XO 1 3HAYUTENbHO OoJibliee KoIuye-
ctBo nanueHToB B @A u BK oka3biBaloTCs K HEMY
pesucTeHTHBIMU. Hanbomnee BakHBIN U3 00CyXkmae-
MBIX MEXaHU3MOB pe3ucTeHTHOCTH K UTK — B03-
HUKHOBEHHE TOYEUHBIX MYTallMid B KMHA3HOM JI0-
MeHe ABL-tupo3unkunasel. Ha ceromus T3151
CUMTAETCS €AMHCTBEHHON MYTAallMel, BbI3bIBAIOLIEH
PE3UCTEHTHOCTh JIEMKO3HBIX KJIETOK KO BCEM U3-
BecTHbIM M TK I u II nokonenus, kxpome Ilonarnnu-
Oa.

Heab. OueHUuTh pe3ynbTaThl pa3inYHbIX METO-
JIOB JIeueHHs y nanueHToB ¢ mytanueit T3 151 XMJL.

MarepuaJbl U MeToabl. [IpuBeneHs! pesynbra-
Thl peTpocnekTuBHOro ananusa 53 BCR-ABLT3151
—TIO3UTUBHBIX MALMEHTOB. 18 ayIOreHHBIX TpaHC-
maHTanui koctHoro Mosra (amno-TI'CK) BeImon-
HeHbl 16 manueHtam, (HapMakoJIOTHMUECKYIO Tepa-
nuto nonyumiu 37 nauuenTtoB (21 momyuanun UTK
B KaueCTBE MOHOTEpAIHH WX B KOMOMHALIUU C JPY-
TUMH Tpenapatamu, 16 moiydanu rugpokcukapOa-
MUz, o-uHTepdepoH unu xumuoTepanuio). K mo-
MenTy aio-TI'CK 4 nanuenrta naxoamiuch B X1,
7 —B XD>2,5 — B ®A, 2 — B BK. Meaunana (Me)
BO3pacTa B MOMEHT BBISIBIIEHUs MyTaluu — 47 neT
(15-76) (38 net B rpynmne amno-TI'CK). B rpynmne
amno-TI'CK B 7 cnywasx moHopamu Obiim HLA-
UJCHTUYHbIE CHOMMHTH, B 11 — HEPOACTBEHHBIE
noHopel, 11 maruentoB (69 %) momyuwin Oomnee
2 muauit UTK nepen amno-TI'CK. Konnuectso 0an-
joB o mkane EBMT: 3—4 6anna — 12 nanueHTos,
5-7 GamoB — 4 manuedTa. PexuM KOHIUIITMOHU-
poBanus B 13 ciydasnx (81%) OblI CO CHUKEHHON
MHTEHCUBHOCTBIO 7103. Me BpeMEHH OT BBISIBICHUS
myTanuu 10 awo-TT'CK 10 mecsues (2-38). Ana-
JIM3 BBDKMBAEMOCTH IMPOBOAMWIN C MCIIOJIB30BAHU-
eM metona Karuran-Maiiepa, cpaBHEHHUE B IpyIIax

IIPOBOJIMIIM C IPUMEHEHHUEM JIOT-PAHIOBOTO KpUTE-
pus. PerpeccroHHBIN aHaIu3 BBIKUBAEMOCTH BBI-
MOJIHEH C MPUMEHEHUEM MOJIENH MPONOPIHOHATb-
HbIX HHTeHCHMBHOCTel Kokca. MHuorodakTopHbIit
pPErpecCHOHHBIIN aHaIu3 BKIIIOYAI ClieAyroue pak-
TOPBI U KOBApHaThl: BO3pACT Ha 1aTy AMArHo3a, 1o,
¢a3za Ha Havano Tepanuu, Gaza Ha JaTy BBIIBICHUS
MyTallu{, Tepanus nocie BelsABIeHUs MyTauuu (0e3
ao-TI'CK u ¢ anno-TI'CK), BpeMsi 10 BBISIBICHUS
MyTaluy OT Ha4aJla Tepanuu.

PesyabTarel. Menuana BpemeHu HaOmrone-
HUs nocise BblsiBiaeHuss mytauuu T3151 coctaBuna
21 mecsn (1-100), S-netnsas OB — 42 %. ITpu npo-
BEJICHUM MHOTO()AKTOPHOTO aHalM3a TOJIBKO (hasa
XMUJI Bo BpeMst 0OHApYKEHHSI MyTallil 3HAYUTEIb-
Ho BimsieT Ha OB Bceit rpynmel. Beero B paze bK
Ha MOMEHT BBISIBJICHHSI MyTalluu OBLIO 5 YENOBeK,
2-M u3 HuXx Obna BeimonHena amio-TI'CK. Bee 60mb-
HbIE YMEpJIN B Te€UEHHE |-ro roja rnocie nHANKaILUU
T3151 ¢ Me BeDKHBaemoctH 1,3 Mecsana. Ilgaruner-
His OB B rpynmne dapmakonoruueckoil tepanuu
(n=37) 42 % c MeauaHO¥ BEDKMBAEMOCTH 2.8 roja.
Tpexaetnsist OB B rpynmne amno-TT'CK (n=16) 37 %,
Me/IMaHa BBDKUBAEMOCTH 5 MECSLEB. Y BCEX Nalu-
enroB nociue amio-TI'CK momyden rmyOokuilt mo-
JEeKyJSIpHBIA 0TBET. B rpynme dapmakonornyeckoit
tepanuu (6e3 UTK (n=11), Bximtouas UTK (n=23))
He OBLJIO JIOCTOBEPHBIX pa3nuuuii B S-netHeit OB
(42% wu 47 % cootBercTBeHHO, p=0.53).

BoiBonbl. [losBnenne kiona ¢ mytauueit T3151
y OGombHBIX XMJI ¢ pe3uCTEHTHOCTHIO HM3MEHSET
IPOrHO3 JUIsl JAHHOW KaTeropuu NalleHTOB, 0CO-
OCHHO B MPOJBUHYTHIX (ha3ax. BrisBieHue naHHoOM
MyTalUU SIBISIETCS OCHOBAHUEM ISl IEPEKITIOUECHUS
Ha TOHATUHUO WM Apyrue SKCIEepUMEHTAlIbHbIE
npenaparsl. Aio-TI'CK ocraercs noTeHIManbHOM
TeparneBTUYECKON omiueil st nauueHToB B DA
u BK XMJI, umeromux mytarnuto T3151. HeoOxonu-
MO YYMTHIBaTh TPAHCIJIAHTALIUOHHBIE PUCKH.
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BBenenue. be3 pemienus npoGiieM, CBSI3aHHBIX
C ONTUMH3ALMEN TpaHCIOpTa KHUCIOPOJa, Ipel-
CTaBJSIETCA 3aTPYIHUTEIbHBIM pELIeHUE BOIpoca
3¢ PeKTUBHON MHTEHCUBHOM Teparuu y IoCTpaiaB-
UX C noauTpaBMoil. HecomHeHHO, 4TO HOCTHKE-
HUE JI0CTAaTOYHOIO YPOBHS KHCIOPOJHOTO oOMeHa
BO3MOXKHO JIMIIb NIPU aIeKBaTHOM KOPPEKLUU aHe-
Mud. B umeromieiicss nureparype JaHHBIE 1O M3-
YUEHHUIO 3PUTPOLMTAPHOTO FOMEOCTa3a Ha JTarax
TpaBMaTUYECKOM OOJIe3HU IMpeCTaBICHBI HEJOCTa-
TOYHO, a IOPOX MPOTUBOPEUHBBI.

Hean. WU3yunts sputponutapHsiii 1 TpomOoLu-
TapHBIN TOMEOCTa3 y MOCTPaAaBIINX C TOJUTPABMOIA.

Marepuaa m meroabl HccienoBanus. Hamu
WCCIIEIOBAHbl SPUTPOLUTHl U TPOMOOIUTHI TEpH-
(depuueckoil KpoBU y 35 MAIMEHTOB C TOJUTPAB-
Mo# (cpeanuit Bo3pact 43,1+17,6 ner) ¢ ISS>15
0aJI7I0B, TOCIUTAIN3UPOBAHHBIX B p€aHUMAlMOHHO-
anecre3uonorunueckoe oraenerne 'KbNe 21 .Y s,
Ha reMaroJIoruueckoM aHanuzarope Sysmex KX-21
B 1,3,7, 14,21 u 30-e cyTrku. B kauectBe 310pOBOTroO
KOHTpOJs ciykuiii 20 BosjoHTepoB. Craructuue-
ckast 00paboTKa MOJIyYeHHBIX IaHHBIX ITPOBOUIACH
Ha MEePCOHAIILHOM KOMITBIOTEPE C HCIOJIb30BaHUEM
naketa nporpamm “Med Calc. JloctoBepHOCTH pa3-
JUYUN MEX]y CPEJHUMHU BEJIUYMHAMHU OLIEHUBAIH
C TIOMOILBIO IUCIIEPCUOHHOIO aHanu3a. Jloctosep-
HOCTb U3MEHEHU CPEIHUX BEIMYMH MPU3HABAIAChH
IIpU BeposSITHOCTU omnoOku p<0,05.

Pesyabrarel. B mepBble CyTKM IOCIIE TpPaBMBI
KOJIMYECTBO JPUTPOLUTOB CcHMXamoch Ha 49,1 %
(p<0,01), remornobuna na 51,4% (p<0,001), re-
MaToOKpUTHOro mnokasarens Ha 54,6% (p<0,001)
OT 3JJ0POBOT0 KOHTPOJISA, TO €CTh HaOII0AAIaCh TSHKe-
nas anemust. OIHAKO IIPU ITOM KOHLIEHTpALUs FeMo-
100MHA B 3pUTPOLUTAX HE U3MEHAJIAch, YTO CBUJIE-
TENbCTBOBAJIO O Pa3BUTUNU HOPMOXPOMHOM aHEMMH.
Paz6poc 3puTpouuToB MO pazMepaM B IEpBbIE CYTKU
Bo3pactan Ha 18,4 % (p<0,05) u ocTaBascsi BHICOKUM
Ha BCEX ATalax UCCIIEA0BaHMs, UYTO CBUIETEIbCTBOBA-
710 00 yBEIMUEHHUHN YUCIIa MOJIOIBIX (POPM SPUTPOIIH-
ToB. CpeaHuil 00beM SPUTPOLIMTOB B MIEPBbIE CYTKU
Bo3pactai Ha 10,4 % (p<0,05), k 3-M cyTkam npuxo-
JWJI B HOPMY U B TIOCJIEAYIOLIUE CPOKH HE OTIINYAJICS
OT KOHTpoJ1s1. Ob111ee KOIMYECTBO SPUTPOLIUTOB H CO-
JiepKaHue reMorio0MHa B KPOBH Ha BCEX 3TaIlax MC-
clieIoBaHUs OBbLIM JOCTOBEPHO HHMKE KOHTPOJBHBIX
sHaueHuid (p<0,05). IIpu 3TOM comep’kaHuEe U KOH-
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3PUTPOLIUTAPHBII TOMEOCTA3 IIPU ITIOJINTPABME

LEHTpalMs TeMOrIo0MHa B DPUTPOLIMTAX B MEPBbIE
JIBe HEJIeNIU OCTABAJIKCh B MpeJienax 3A0pOBOro KOH-
TPOJIsL, TO €CTh OTMEYANIACh KAPTUHA HOPMOXPOMHOM
anemuu. OHAKO K KOHILY 2-i HeJleJIH KOHLIEHTpaIHs
reMOrIo0MHa B APUTPOLIUTE CHHU3WIACh Ha 2,6 %
(p<0,05), a na 21-e cytku Ha 7,4% (p<0,001), uro
CBHUJIETEJILCTBOBAJIO O Pa3BUTHU T'MIIOXPOMHOI aHe-
Mun. K 30-M cyTkam KOHIIEHTpamus TeMOTIOOMHA
B APUTPOLIUTE HOPMAJIU30BAJIACh. YBEIMUEHUE pa3-
Opoca 3pUTPOLIUTOB M0 pa3MepaM Ha BCEX dTanax uc-
CJIEJIOBAHUS MOXKET CBU/IETEIHCTBOBATH O MOSIBIICHUU
MOJIOZIBIX ()OPM SPUTPOIIMTOB, TO €CTh 00 AKTUBALIUN
spuTponossa. OAHAKO CHUKEHUE KOHLIEHTpAIUH Te-
MOTJIOOMHA B 9PUTPOLIMTAX CBUIETEILCTBYET O HApY-
LIEHUH TIpolecca UX co3peBanus. Bo3MoxkHo, 3amen-
JICHWE CHUHTE3a reMOrIoOMHA B 3HAUYUTEILHOU Mepe
OBLIO CBSI3aHO CO CHIKEHUEM TUIa3MEHHOTO ITyJIa Ke-
ne3a. KoianuectBo TpoMOOIIMTOB B 1-€ CyTKM CHUXa-
nock Ha 55,2% (p<0,001), 3-u cytku — Ha 64,9 %
(p<0,001) u na 7-e cytku —Ha 36,9% (p<0,01)
B CpPaBHEHHE C 3740pOBbIM KoHTposaeM. Ha 14 u 21-e
CYTKH KOIMYECTBO TPOMOOILIMTOB BO3PACTaO COOT-
BETCTBEHHO Ha 64,3 % (p<0,001) u 33,3% (p<0,05)
u Ha 30-e cytku HopMasu3oBaioch (p>0,05). Cpen-
HUK 00BEM TpomOOIUTOB B 1, 3, 7-€ CyTKHM yBeJH-
YyuBaJICs COOTBeTCTBeHHO Ha 14,9, 19,7 m 16,7%
(p<0,05), Ha 14-e cyTKkn HOpMAIU30BAJICS U B I1OCIIE-
JYIOILME CPOKH HE PA3ITIUYAJICS CO 3A0POBBIM KOHTPO-
nem. B 1, 3, 7-e cyTku Bo3pacTaso Takxe KOJIM4eCTBO
MOJIOJIBIX TPOMOOIIUTOB COOTBETCTBEHHO Ha 69 %,
87% un 73% (p<0,05). IloBeiieHne cpeaHero oob-
eMa TpOMOOIIMTOB, IO BCEH BUIUMOCTH, OBLIO 00Y-
CIIOBIICHO YBEIUYEHUEM JIOTU MOJOIBIX TPOMOOIIHU-
TOB, KOTOPbIE UMEIOT OOJIBIINI 00BEM.

BoiBoawl. 1. [Ipu Tspxenoit coueTaHHOM TpaBme
HaOMomaeTcs TsDKenas aHeMUs, KOTOpas BHadale
HOCUT HOPMO-, @ K KOHILy BTOPOM HEeAeNu TUIIOX-
poMHBII XapakTep. Ha Bcex sTamax mccienoBaHus
HaOIoaeTcsl yBelWYeHne pa3zdpoca IPUTPOLIUTOB
10 pazMepam, 4YTO MOXKET CBUIETEIbCTBOBATH O MO-
SIBIICHUU MOJIONBIX (OPM SPUTPOIMTOB, TO €CTh
00 aKTUBALUM SPUTPOTIOI3A. 2. 3HAYUTEIIBHBIC pac-
CTPOMCTBA TPETEpIIeBACT TPOMOOIMTAPHBIA TOME-
octa3. KonnuectBo TpoMOOIIMTOB B MEpPBHIE CYTKH
CHIDKaeTcs Oosiee ueM B ABa pasa. [Ipu atom HabmrO-
JaeTCsl aKTUBAIMS TPOMOOITUTOII033a U OCHOBHBIE
MoKaszareid TPOMOOIMTAPHOTO TOMEOocTa3a 4pe3
2-3 Henelu NPUXOJAT B HOPMY.
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POJIb BOCITAJIEHUA, AHTUTPOMBHHA 111 PIUHAPYHJEHI/II?'I
MUKPOLUPKYJIALUU B PA3BBUTHUU ITIOJIMOPTAHHOU HEJOCTATOYHOCTH.

OIIBIT IPUMEHEHHUA ITPENNTAPATA AHTUTPOMBUWHA II1.

Beenenune. ATIII — miukonpoTenH, CUHTE3UPY-
€MBIii TIeYEeHbI0, KOTOPbIi MHTUOMpYeT KaK BHEII-
HUU, TaK U BHYTPEHHUH IIyTU CBEPTHIBAHUS, OKa3bl-
BaeT MPOTUBOBOCHAIUTEILHOE JEHCTBHE.

MarepuaJjibl 4 MeTObI. B MpoCNIeKTHBHOE KOH-
TPOJIMPYEMOE HCCIIeIOBAaHUE BKIIOYCHBI 29 00JIb-
HBIX remMo0acTo3amMu B Bo3pacte oT 18 mo 74 mer,
y KOTOPBIX IEPHOJ arpaHyJIoOLUTO3a OCIOKHUIICS
CENTUYECKUM LIOKOM. BONBbHBIX paHI0MHU3UpPOBAIH
Ha KOHTpPOJIbHYIO Ipynny (n=14) u rpynny (n=15),
MOJTy4aBUIYIO KOHIEHTpaT AT.

Pesyabrarbl. [Ipu obcnenoBannm 65 OGOJBHBIX
reMo0JacTO3aMH C CEICHUCOM IUIa3MEHHas aKTUB-
Hocth AT III Oputa cHmxena (33—109 %, meauana
67%) mo cpaBaHeHutro ¢ 10 OONMbHBIME TeMOOMa-
crtozamu 0Oe3 mpuszHakoB uHpekmun (85-100 %,
meauana 91%). AxruBHocth AT III y OGonbHBIX
TSKEJIBIM CETICUCOM M CENTUYECKUM IIOKOM Obliia
Hke (Meauana 53,7 %), ueM y OOJIBHBIX C CEICH-
coM 0e3 MOoJMOpPraHHONW HEeIOCTaTOYHOCTH (Menua-

Ha 73.6%). AktuBHOCTH AT B 11a3mMe MOBBICKIIACH
Toibko B rpymnne AT (10 127 % na 4 cyt). 28-cyTou-
Hasi BBDKUBAEMOCTh Obla BbIle B rpymme AT, yem
B koHTpOJe (60413 % mpotuB 45413 %, p<0.05).
He Ob110 reMopparnyeckux OCIIOKHEHUN BO BpeMs
nedenust koHeHTparoM AT. ¥V 10 GonpHBIX cercu-
COM C MOYEYHOH U MEYEHOYHO-IIOUEYHOU HET0CTa-
TOYHOCTBIO U BbIpaxkeHHbIM Aeduuutom AT III npu
MPOBEACHUH TeMOIUua(UIBTPAIINH, TEeMOIUATHN3A
ucnonib3oBau antukoaryssiiuio AT III. TTokazanu-
amu K antukoaryisinuu AT 111 sBisnace nma3MeH-
Hasg aktuBHOCTH AT III Hmke 60 %, HeqocTaTrouHas
3¢ (}EeKTUBHOCTh TeMapUHOTEPANUy, MOBBIIICHHAS
TPOMOOTEHHOCTh B DKCTPAKOPIOPATHLHOM KOHTYpE.
AT I1I BBOAMIICS B BU/I€ IOCTOSTHHOW MH(Y3HH B CY-
touHoit 1o3e 1500-5000 ME. Ilpouenyps! ipoBee-
HBI 0€3 ociiokHeHui. [locie Hopmanu3auu ypoBHs
AT III B nna3me B JajbHEMIIEM IPOBOINIIACH AHTH-
KOAryJIsiLUs TeapUHOM.

TI'apudgpyanun A. /., Boaowun C. B., KyswuHos A. 10., llImudm A. B,
Cemenosa H. 0., beccmenwyes C. C., YeuemkuH A. B.
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BJIMAHUE MUHUMAJIbHOM OCTATOYHOW BOJIE3HU .
U BEJIMYUHDBI OITYXOJIEBOT'O KJIOHA HA JVIMTEJIBHOCTDb BECITPOI'PECCUBHOU
BBIDKUBAEMOCTH Y BOJIbHbIX MHOXXECTBEHHOH MUEJ/JIOMOW

Beenenue. KomiuiekcHas moosramHasi IPOTHUBO-
MHUEJIOMHasi Tepanus (MHAYKLUS, BBICOKOIO3HAs
xumuorepanus (BJAXT) ¢ ayromoruuynoil TpaHc-
IUTAHTaleld FeMOIMOATUYECKUX CTBOJIOBBIX KJIETOK
(aytoTI'CK), xoHCcOnuaaiusi ¥ MNOJACpP>KUBAIOIIAs
Teparnus) ¢ UCIOJIb30BAHUEM COBPEMEHHBIX JIeKap-
CTBEHHBIX IIpENaparoB U UX KOMOMHAIMH IO3BO-
JUIM YITydlmIuTh 3QQPEKTUBHOCTD JICUCHUS U JJIU-
TENBHOCTh peMuccuii. HecMoTps Ha nOCTH>KEHUE
MOJTHOTO OTBETA, Y OOJIBIINHCTBA MALIMEHTOB BO3HU-
KaeT peuuauB 3a00JIeBaHMsI, KOTOPBI 00YyCIOBICH
OCTaTOYHBIM KJIOHOM IUIa3MaTUYECKUX KIIETOK.

Heab. OueHnTh BIMSHUE PEXKUMOB MHIYKIIMOH-
Hou tepanuu, BIXT ¢ aytoTT'CK u craryca Munu-

MaJbHOM 0CTaTOYHOM 00JIe3HU HA PE3YIbTATHI Tepa-
UM y O0JIbHBIX MHOKECTBEHHON MHEITOMOH.
MarepuaJibsl u MeToabl. B uccienoBanue ObL10
BKIIFOYEHO 52 OOJIBHBIX MHOKECTBEHHOM MUEIOMOM
(MM) (Memmana Bo3pacta 55 JieT, COOTHOIICHUE
MYXYUHBI/KeHIMHBl — 2,1 :1).  WHIyKnupoHHas
Tepanusi OOpPTE30MUO-COAEPIKANMMH TPOTPaAMMa-
mu (VD, CVD, VMP, PAD) nposenena 36/52 (69 %)
MalKEHTaM, UMMYHOMOYJISITOP-COAEPKAILUMHU
(Thal+D, RD, VRD, PomD)— 14/52 (27%),
tonpko xumuomnpenaparamu (EDAP) — 2/52 (4 %).
AyToNOru4Hasi TPAHCIUIAHTAIMS KOCTHOTO MO3Ta
nposenena 31 (59,6 %) nmanuenty. st onpenene-
HUSl TIEPBUYHOTO (PEHOTUIA OMYXOJIEBBIX KIIETOK
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U OIEHKHM MHUHHMAJbHOH OCTaTo4HON Oose3HH
(MOB) xocTHOrO MO3ra MPOBOIUIOCH UMMYHOME-
HOTUIIMPOBAHKE KJIETOK KOCTHOTO MO3ra Ha 5-11BET-
HOM IPOTOYHOM IuTOMeTpe. Mnentudukanus kio-
HaJIbHBIX TUIA3MaTUYECKUX KJIETOK OCYLIECTBIISAIACh
C MOMOILIBIO MAaHEIM MOHOKJIOHAJIbHBIX AHTUTEN
k CD38, CD138, CD45, CD19, CD20, CD27, CD56
u CD117. MObBb-HeratuBHBIN cTaTyc OTBETa Ha Jie-
YEHHE OMpPEAEsICS NPU KOJIMYECTBE KIOHAJIbHBIX
mrasMarndeckux kiaetok menee 0,01 %.

Pesyabrarbl. MOb-neratusnbiii I[10 Obut 110-
cturHyT y 23,8% (10/42) mauueHToB mocie npo-
BeleHUsd 4—6 UMKIOB WHAYKIMOHHOW TEpaIuu.
Yacrora MOBb-HeraruBHoro craryca B TpyIe
«boptezomud» cocrasmna 31 % (9/29), «MmmyHO-
monynsatope» — 7,7% (1/13) (Chi-square =0,1;
p>0,05).

ITocne nposenenus BIAXT u ayroTI'CK o006-
mast yacrora MObB-HerarTuBHOro OTBETa yBEJIMYHU-
nack 10 40,5% (17/42). llposenenne BAXT u ay-
ToTI'CK nosBonuno nposectu 3paaukanuo MObBb
(K1OHaAIbHBIE TJIa3MaTHYECKHE KJIETKU MpH Mpo-
TOYHOM ITUTOMETPUU HE omnpeaessumch) y 4/11 na-
ureHToB. OJUH NMalKeHT ¢ «uenHo» MM yTparui
MODb-HeratuBHbIN cTaryc yepe3 3 Mecsua mnocie
ayToTI'CK, 4TO npuBeNo K pa3BUTHIO KIMHUYECKO-
ro penuuBa yepe3 6 MecseB OT J1aThl TPaHCIIaH-
tauud. [IpoBeneHue mnoanepKUBarOLIEl Tepanuu
OOpPTE30MUOOM WU JICHAJIUIOMHIOM HE TT03BOJIHIIO

no6utbess MOB-HeraTuBHOTO cTaryca HU 'y OIHOTO
13 uccaeayeMbix nanuenToB ¢ Hannunem MOB. Ha-
npotuB, aoctmwxenrne MODB-HeraruBHoro craryca
XapaKTepU30BAJIOCh YBEJIMUYEHUEM JTUTEIIbHOCTH
BIIB y Gombabix MM. Menunana BIIB B rpymnme
MOb+ cocraBuna 21 mec., B rpynne MOb- co-
crapuia 66 wmec. (p=0,0068). Ilpu cpaBHeHUH
mmrenbHocTH BIIB y GompHBIX ¢ [10 B rpymme
MOBb- craryca menuana BIIB takxe Obuta nocto-
BepHO BbllIe, yeM npu MOB+ craryce (66 u 48
Mec., cooTBeTcTBeHHO, p=0,0045). Hapsamy co cra-
TycoM MOb mnporHoctuyeckoe 3HaY€HUE Ompelie-
JIEHO U Ul OIyXOJIEBOM Harpy3ku. Tak mpu Besu-
4yyHe omyxoJyieBoil Harpy3ku menee 0,01 % wnnm ee
orcyrcTBuM Menuana bIIB cocraBuna 66 Mec., mpu
0,01 %-0,1% — 48 mec., mpu 0,1 %-1% — 22 mec.,
mpu >1% — 10 mec. (p=0,0009).

BeiBonbl. B pesynbrare uccnenoBaHus ObLIO
OIPENIEIIEHO HEraTUBHOE MPOTHOCTHUYECKOE 3Haue-
Hue Hamuuuss MODB He3aBUCHMO OT BapuaHTa J0-
CTUTHYTOI'O OTBETA, YTO ACCOLIMHUPOBAHO C YMEHb-
menueM mrensHocty bIIB u pazButuem panHux
peunanBoB. Jloctmxenue koHTpossa Hax MODB sB-
JII€TCs IEPBOCTENIEHHOM 3aa4eil MpeaoTBpalleHus
peuuara MM, 4TO BO3MOKHO IIPH MCIIOJIB30BAaHNUU
BAXT c aytoTI'CK. Biusuue craryca MObB u Be-
JMYMHBI OIYXOJIEBOM HArpy3Ku Ha JJIUTEIbHOCTh
oOuieil BbIKMBAEMOCTH TpeOyeT MPOAOJKEHHUS Uc-
CJIEIOBAHHS.

M3 P®, Cankm-Ilemep6ypz

Inazanoea T. B.2, Yy6ykuHa K. B.%, /leeanos A. H.?, llleaexoea T. B.%, lllunosa E. P,
Kynazun A. 4.3, lapckasa E. H.3
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AUHAMHUKA ITHI'-K/IOHA ¥ TAHTMEHTKH C TAXKEJION AA
N AJIVIOTEHHOU TPAHCIVIAHTAIMEN TEMOIIO3TUYECKHUX CTBOJIOBBIX K/JIETOK

Beenenme. 3BecTHO, 4TO IpOBEACHHUE TpaAHC-
rmanTanuu KoctHoro mo3ra (TKM) 601bHBIM ¢ Te-
MOJIMTUYECKON (OpMON MapOKCU3MalbHON HOYHOMN
remornoounypun (ITHI), Bkmrouast GompHBIX AA/
[THI, conpsi>keHO ¢ TOBBIIIEHHBIM PUCKOM TSKEITBIX
OCJIO)KHEHUM U BBICOKOM CMEpPTHOCTHIO. B cBs3M
¢ atuM, nposeaerre TKM nannoii kareropuu 00Jb-
HBIX HE PEKOMEH/I0BaJIOCh. B HacTosiiee Bpems 1o-
siBiieHue dKyauzymada (Commpuca), mo3BOJISIONIETO
MpeI0TBpaIIaTh KOMILJIEMEHT-3aBUCUMBIN T€MOJIHN3
y nanuentoB ¢ [THI, cnenano BO3MOXHBIM ycreni-
Hoe mpoBeaeHue amioreHHoit TKM (ammo-TKM)
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JaXKe y MalMEHTOB C BbIPAXKEHHBIM reMou3oM. Oi-
HAKO JI0 HACTOSIIETO BPEMEHH OMBIT HAOTIOICHUS
narueHToB ¢ AA/ITHI, momyuuBmmx amio-TKM,
OCTAaEeTCs OTPAHUYEHHBIM, B CBSI3U C YEM OIHCHIBAC-
MBI KIMHUYECKUN CclTy4yal MPeCTaBIIsIeT HHTEpEC.

Heas. Onucanue nunamuku [THI-knona y na-
nuenTku nocie amno-TT'CK.

Metoabl. Junarmoctuxky IIHI' ocymectBisnmn
C TOMOIIBKD MHOTOLIBETHOM NPOTOYHOM LIMTOME-
TPUU C HUCIIOJIb30BAHUEM CIIEIYIONIUX COYETAHUUN
MOHOKJIOHAJIBHBIX aHTuTex: CD235a/CD59 mis
spurpouutoB, FLAER/CD24/CD15/CD45 nns

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
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rpanynouutoB u FLAER/CD14/CD64/CD45 nns
MOHOIIUTOB B COOTBETCTBHHM C MEXITYHApPOIHBIMU
pEeKOMEHAAMSIMH.

Pesyabrarbl. [lanmentka 30 jer ¢ TsxéEnoi
artacTudeckord aHemuen (AA), IMarHo3 yCTaHOB-
neH B sHBape 2004 r. Ha OCHOBaHUM KOMILIEKCHOTO
obcnenoBanus. [Tocne npoBeaeHss KOMOMHUPOBAH-
HOW nMMyHocynpeccuBHoi Tepanuu ATT u nukiio-
CIIOPMHOM IIOJTyY€Ha YacTUYHas PEMUCCUS, 3aTEM
IIUKJIOCTIOPUH ObUT OTMEHEH H3-3a IUIOXOM Iepe-
HocumocTu npenapara. B 2007 r. oTMedeH penu-
TTUB, IPOBEJIEHA CUMITTOMAaTHYECKas Teparnusi, B TOM
ymucie TpaHcdys3uu remokommnoHeHToB. C mapra
2010 . ctanu oTMeYarbcsl MPU3HAKUA BHYTPUCOCY-
JUCTOr0 TeMoju3a U npu oOcienoBanuu B 2012 T
BosiBlieH [THT -xmon — 70% mo maHHBIM TIPOTOY-
HOM nuToMeTpuu. [lociie npenBapuTeIbHON BaKIIM-
HAIlMM MEHUHTOKOKKOBOHM TETpaBaJeHTHOMN BaKIu-
HoM ¢ okTs10pst 2012 r. Hauata Tepanus Conuprcom
no crangaptHoi cxeme. B utone 2013 r. [THI -kion
Cpely IpaHyJIOLUTOB U MOHOIIUTOB COCTaBIISLI 98 %,
B IIOCJIEAYIOILEM COXpaHSSACh Ha 3TOM YpOBHE (ucC-
cnenoBanus B uroHe 2014 r., suBape u mae 2015 ).

Ha ¢one nmpomomkatomeiics tepanun Conupu-
COM TaIMeHTKa 3a0epeMeHena u B stHBape 2014 r.
Ha cpoke 38-39 Henenb MyTEM KecapeBa CEUECHMs
poauna 3m0poBoro pebéHka. ['pyaHoe Bckapmim-
BaHUE HE MPOBOAMIOCH. Y MAlMEHTKU COXpaHsi-
J1aCh TIAHIUTOTICHUS U OMIMPYOHMHEMUST yMEPEHHOU
crennenu. B ampene 2014 . tepanust Conupucom
Obly1a TIpepBaHa B CBsI3U C OTCYTCTBUEM Ipemnapara.

B utone 2014 r. koHCTaTUPOBaH BO3BPAT K HCXOAHO-
My TedeHuro ITHI' ¢ BeIpakeHHBIM BHYTPUCOCYIHU-
cteiM remonuzoM (JIAT > 7 BI'H), riry0Ooxoit anemu-
el ¢ TpaHC(y3MOHHOHN 3aBHUCHMOCTBIO. BBISIBIICHBI
npu3Haku nepeHeceHHor TOJIA, HavalbHBIE TIPO-
ABJICHUS JIETOYHOM THNEPTEH3UUM U XPOHHUYECKOU
6one3nu nouek. Pasmep I[THI-knona — 96 %. Bos-
oOHoBneHue Tepanuu COIMPUCOM MO3BOJIWIO J0-
CTHYb KOHTPOJISI KOMIJIEMEHT-3aBUCUMOTO I€MOJIH-
3a, O/IHaKO OTMEYAJIOCh HapaCcTaHUE NMaHLUTOIIEHUH,
CBHUJIETENBbCTRYIONIEE O mporpeccun AA. B cBssu
¢ oM B Hosi0pe 2015 1. mpoBeneHa poxcTBEHHAS
(OT cecTpbl) alIOTeHHAs TPaHCIUIAHTAIUSI KOCTHO-
ro0 MO3ra, peXUM KOHIUIUOHHMPOBAHUS BKJIIOYAJ
Conupuc. BoccTaHOBIEHIE OCHOBHBIX MOKa3aTesei
KpoBH — Ha 18-ii ieHb, Ha 21-i1 1eHb KOCTHBIN MO3T
HopMoueutroisApHbIi. [Tpu3nakoB PTIIX He orme-
yeHo. Coxpansuics mMuHopHbid [THI-kion cpeam
rpanyiaountoB — 0,04 %.

Yepez 100 aneit mocne amno-TKM cocrosiHue
NAIMEeHTKH OBLJIO  YIOBJIETBOPHUTEIBHBIM, ITOKa-
3aTelqd KpPOBH MOJHOCTbIO BOCCTAHOBWINUCH. OO0-
cinenoBanue B Qespasie 2016 . u ¢espane 2017 .
He nokazano Hanumuue [THI-knona, ypoens JIAI
B ipeziesiax HopMbl, COMPUC HE MOTYYaeT.

BeiBoabl. OnuckiBaeMblil ciiydail CIyKUT MOA-
TBEP>KJIEHUEM TOTO, YTO IPU HATMYMH KITMHUYECKUX
NOKa3aHUH y TAIMEHTOB ¢ MaHudecTHOU (GopMoii
[THI, nonyyatouux tepanuto CoOIUpUCOM, MOXKET
YCHENIHO MPOBOJIUTHCS AJUIOT€HHAs] TPAHCIUIAHTA-
111 TEMONO3TUYECKUX CTBOJIOBBIX KJIETOK.

@I'BEY PocHUHUI'T ®MBA Poccuu, CaHkm-Ilemep6ype

I'puyaes C. B., Kocmpoma H. H., 3anpeesa U. M., l‘;Iy6yKuHa K. B.,, baaawoea B. A.,
TupaHosa C. A., Ceavyep A. B., lomuxoHoea H. A., be

ccemenswyes C. C., YeuemKuH A. B.

CPABHUTEJ/IbHbI AHAJIN3 PEXKUMOB ITIPAUMUPOBAHUSA

C IMK/I0O®O0CPAHOM U BUHOPEJIBUHOM

BBenenue. OnrtumaiibHasi 3aroToBKa ayTOTpaH-
CIUIaHTaTa TMPEArnojaraeT MpelcKa3yeMoCTh CpPO-
KOB TIPOBEJICHUSI JICUKOITUTAa(hepe30B ¢ MOTyICHHUEM
>2,0x 10%xr CD34+ kieTok 3a OIUH CeaHc, Mpu-
eMJIeMbIH TTPO(UIL MUENIO- U OPTaHOTOKCHYHOCTH
pexuMa mpatMUpOBaHKsI C MUHUMAJIbHBIM PUCKOM
pa3BuTHsI HMHQPEKIIMOHHBIX OCIIOKHEHHH, OTCYyT-
CTBHUEM IMOTPEOHOCTH B MHTEHCUBHOMW JC3UHTOKCH-
KaIlMOHHOM TEPAIMK U TOCTIUTATH3AIUH.

Hean. CpaBHUTH CPOKH NPOBEACHUS JIEHKOIIH-
tadepe3oB, a TakKe OTACIbHBbIC XapaKTEPUCTH-
KM ayTOTPAHCIUIAHTATa, 3aroTOBJICHHOTO MOCIE
PeXUMOB TMpaiMHUPOBAHUSI C BBEJICHUEM IPOMeE-

KyTouHBIX 1103 1wKiIodochana (Ilp) m BuUHO-
penbuHa.

Marepuasabsl U Metoabl. [Ipoanann3upoBaHbl
pe3ybTaThl 3ar0TOBKU ayTOTPAHCIUIAHTATA, BBITIOJ-
HeHHBIX B 2015-16 rr, ¢ mpumenenuem L B 103e
3 r/m* (18 OGonpHBIX, Tpynna 1) U BUHOpeIOWHA
B 7103¢ 35 mr/m? (19 GonbHBIX, rpymma 2). Menuana
BO3pacTa O0JIbHBIX B rpymimax coctaBuia 57 (31-65)
u 56 (35-64) et cooTBeTCTBEHHO. B mepBoii rpyr-
ne Obu1o 14 GONBHBIX MHOKECTBEHHON MHUEIOMOM
(MM) u 4 6onbHBIX TUM(OMaMU, BKITOYast 3 HEXOI-
xkuHckor ymMdonmoirt (HXJT) u 1 mumdomoii Xom-
xkuHa (JIX). B rpynne 2 6puto 16 6ompHBIXx MM
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u 3 GonbHBIX auM@omamu, u3 kKotopbix 1 HXJI u
2 JIX. Bce 6oapHBIe MM B MHIIyKIITHOHHOM HIEPUOIE
nosyyanu OoprezomuO. JleHanumoMup morydanu
4 (29%) 6onpHbIX B 1-i1 rpynmne u 7 (44 %) Bo BTO-
poii rpymre, kaphunzomud — 1 u 3 OOJIBHBIX CO-
orBercTBeHHO. Jleuenue OompHbix HXJI u JIX
IpoBOAMIM MO cTa”aapTHbIM cxemam: R-CHOP,
R-hyperCVAD, ABVD u BEACOPP.

PesyabTarsl. B rpynmne 1 3aroroBka ayrorpas-
crutaHTara Obuta ocymiecTBieHa B 9—13 mHu mocie
BBenenus L. Mennana — 11 nenn. HanGomnbiee
YHCIIO 3ar0TOBOK ObLIO ocymiecTtBieHo B 11 u 12
e —y 12 (67 %) GonpHBIX. B rpynme 2 mpose-
neHue Jeikonuradepe3oB OBLIO HMHUIMHUPOBAHO
B 7-11 nuu, meaunana — 8-i neHb. [lpu sTom mep-
BbIll 1eHb coopa y 14 u3 19 (74 %) GonabHBIX mpu-
xoauics Ha 8- eHb. [Ipyu cpaBHUTEILHOM aHaIU3e
TaKMX TOKa3arejeil Kak MeauaHa ceaHcoB adepesa
(1 vs 1), menuana konmmuectBa CD34+ kierok B
1 M1 mepudeprudeckold KpOBH TIepe] HauajaoM Iep-
Boro ceanca Jneikonurtagdepesa (171 vs 132), me-
JMaHa KoJM4ecTBa 3arotoBieHHbIXx CD34+ kimetok

B mepecyere Ha Bec OonpHOTO (3,8 vs 4,4), a Takke
Me/nuaHa OOIIEro KOJUYeCcTBA KOJIOHWM, MOTyYeH-
HBIX 1ociie 14-IHEeBHOTO KyJIbTUBUpOBaHUS 1 x 103
KJIETOK Tpoaykra jeiikomutadepesa (363 vs 459),
3HAYMMbIX pa3jIMuuil B TPYIIax HE BBISBICHO;
p>0,05. Yucno HeymauHbIX MOOWIHM3AIUi, Ompe-
JeNsieMbIX KaK KOJIM4eCTBO 3arotoBiaeHHbIx CD34 +
KJIeToK MeHee 2 x 10%/kr, Obuto 3adukcupoBaHo B 4
(22%) cnyuasax B rpymnme 1. 9to 6p11M 3 OONBHBIX
mumpomamu (2 HXJT u 1 JIX) u 1 GompHONE MM.
B rpynme 2 Heynauabsix MoOum3amnuii He ObLIO.

BoiBoabl. [IpuHIMTIHATBHBIM pA3TUYUEM MEXTY
pe)KUMaMM MOOWIIM3AIMKN C BBEJICHHEM IPOMEXKY-
TOYHBIX 103 IUKIopochaHa W BUHOPEIOMHA SB-
JSIeTCS CPOK 3arOTOBKH, KOTOPBIH y OOJNBITMHCTBA
OOJIBHBIX, MONYYUBIINX BHHOPEIOWH, TMPUXOTUTCS
Ha 8 feHb. J{7s 3aKiroueHus 0 BO3MOXXHOCTH YMEHb-
IICHHs YaCTOThI HEYAAYHbIX MOOMIM3AIUI MIPH Ha-
3HAUEHUHM BHHOpEJIOMHA HEOOXOJMMO HaKOIUICHHE
JOTIOJTHUTEIBHOTO KIMHUKO-T1a00paTOpHOro Mare-
puana.

@I'BY PocHUUI'T ®MFBA Poccuu, Cankm-Ilemep6ype

I'puyaes C. B., Kocmpoma H. H., 3anpeesa UH. M., TupaHoega C. A., Mapmuviukesuuy HU. C.,
Pyzanasw B. H., [lomuxoHnoesa H. A., YeuemkuH A. B., beccmeawsyes C. C.

CPABHUTEJIbHBIH AHAJIN3 3®PEKTUBHOCTHU IAYHOPYBHUIIUHA (45 MI'/M?)

U UJAPYBULIMHA Y BOJIbHBIX OCTPBIM MUEJIOUAHBIM JIENKO30M DE NOVO
INPU NPOBEAEHHUU ITEPBOIO UHAYKLIMOHHOTI'O KYPCA

BBenenue. [lpuHIMNIUATBEHBIM YyCITOBUEM 3(-
(eKTUBHOCTHU JIeUeHUs OOJBHBIX OCTPBHIM MHENO-
uaHbIM Jeiiko3om (OMJI) sBnsieTcs MOCTHXKEHUE
nonHoi pemuccuu (I1P) mocne mepBoro WHIYKIU-
onnoro kypca (1P). Cnocobom ymydieHus pe3yib-
TaTOB PacCMaTPUBACTCS YBEJIIMYEHHUE PAa30BOil 103bI
nayHopyourmaa ([layno) mo 90 mr/m? wim npume-
HEHHUE BBICOKOAO03HOTO IIuTapadbuHa. B 1o jxe Bpems
HE MCKJIFOYEHO, YTO He MeHee I(PEKTUBHBIM MOKET
OKa3arbCs Ha3HaueHue uaapyounmsa (Maa).

Henab. CpaBuurs uactoty [IP mocne mepsoro
cranaaptHoro kypca P nmo cxeme 7+3 ¢ BBene-
nueMm Jlayno 45 mr/m?*/BBenenue (rpynma 1) u Una
(rpynma 2) 12 Mr/m?*/BBeieHHE U M3YYHTh BIUSHHUE
MOJIEKYSIPHO-TeHEeTHUeCKuX adeppanuii Ha 3 dek-
TUBHOCTb JICUEHUS.

Marepuaibl U Metoasbl. [IposeneH perpocnek-
TUBHBIN aHAJINU3 PE3yJbTaTOB 00CIEI0BaHUS U Jieue-
Hus 89 6ompaBIXx OMJI de novo. B rpynmy Bomuin
60 6ompHBIX B Bo3pacTe oT 19 mo 76 netr. U3 Hux
y 21 6onbHoOro BepuduimpoBan M2 Bapuant OMJL
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HopmanpHblii M KOMIUIEKCHBIM KapHUOTUIl HMMENN
Mecto y 36 (60,0%) u 5 (8,3%) G0OnbHBIX COOT-
BercTtBeHHO. MyTanust FLT3-ITD o6napyxena y 5
u3 56 oOcnenoBaHHBIX 0ONMBHBIX (8,9%), BKIIOYAs
2 0ONBHBIX C OJHOBPEMEHHOM MyTanieli rena NPM1.
['pynmy 2 cocraBuim 29 GONBHBIX B BO3pacTe OT 28
no 71 ronma, Bxirodas 11 GonbHBIX M2 BapuaHTOM.
HopmanbHblil 1 KOMIUIEKCHBIM KAPUOTUIT UMEJTH Me-
ctoy 13 (44,8%) u 4 (13,8%) G0nbHBIX COOTBET-
ctBeHHO. Mytauus FLT3-ITD BeisiBiena y 9 us 26
o0cnenoBaHHbIX 001bHBIX (34,6 %), B TOM 4HcCIie y 2
OOJIBHBIX OJJHOBPEMEHHO ¢ MyTarmei rera NPM1.
Pesyabrarel. B rpynme | momHas pemuccus
Obu1a koHCcTatupoBaHa y 31 (51,7 %) 6onbpHoro. Ya-
ctota [P Obna 3HauuMoO BbIle pu M2 BapuaHTe
OMJI (48,4% vs 20,7%; OR=3,695% CI: 1,2—
11,3; p=0,032) u npu mytauronnom craryce FLT3-
ITD-/NPM1- (93,1% vs 67,9%; OR=6,495% CI:
1,2-33,0; p=0,021). OGHapykeHHne XPOMOCOMHBIX
abepparnuii (32 HUCKIIOYEHUEM OJIarONPHUSATHBIX),
HE3aBUCHUMO OT MX KOJIMYECTBA, aCCOLMMPOBAIOCH

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
6-7 vitons 2017'r.

c orcyrctBueM I1P: 10,0 % vs 42,9 %; OR=6,895 %
ClL: 1,7-27,6; p=0,0064. B rpymnmne 2 nonHas pe-
Muccus Oblma KoHcTarupoBaHa y 16 (55,2%)
601bHBIX. B omnumne ot rpynmsl 1 xapakrep mop-
(onOruyecKux HaxoAOK U MOJIEKYJISPHO-T€HETH-
yeckux abeppauuii He Bnusi Ha yacToTy [IP. Boi-
SBJIEHA TOJBKO TEHAEHLUS K YBEJIUUYEHUIO YaCTOThI

[IP B ciiydyae HOopmanbHoro kapuoruna: 60,0% vs
23,1%; OR=5,095% CI: 0,96-26,1; p=0,067

BriBoabl. BritoueHne B MHIYKIIMOHHYIO CXEMY
7+3 Wna B pa3oBoit g03¢ 12 Mr/m? mo3BOJISIET Mpe-
OJI0JIETh HEraTWBHOE BIIMSHUE HEOIaronpusATHBIX
MOP(}OIIOTUYECKUX U MOJIEKYISPHO-T€HETUYECKUX
abeppaluii Ha pe3ynbTaThl TePAum.

6uomexHo102uli», MuHck, Pecnybauka beaapyco

Benapyco

JAawkesuu 3. B.’, Bepemeesa B. B, Kypaoesuy H. B.3, Mamau E. A.*

12 — TocydapcmeeHnHoe yupexcdeHue «Pecny6aukaHcKull HQyYHO-npakmuveckull yeHmp mpaHcgysuoao2uu U MeOuyuHCKUx

3% — Tocydapcmeentoe yupescoeHue «Pechy6auKaHcKull Hay4yHo-npakmuveckull yenmp «Mamu u dumsi», MuHck, Pechy6auka

N3YYEHHE COCTOAHUA TEMOCTA3A Y BEPEMEHHBIX KEHIIITMH
C PUCKOM HACJIEACTBEHHOU TPOMBO®HUJIMA

BBenenmne. HacnenctBennele TpomOoduimue-
CKue Je(eKThl yCYryOonsiioT (U3UOIOTHUYECKYIO
THIIEPKOAryJISIIIAI0 BO BpeMsi OEpeMEHHOCTH C TIO-
CJIEIYIOIKUMHU HEOMaronpUsATHBIMU COOBITUSMU IS
oepemenHoii u minoga (bnunenkas C.JI.). Tunep-
KOATYJSIIIMOHHBIA CHHIIPOM — CTPOTO O4YepUYCHHAS
KOAryJIoNaTHs, XapaKTepU3YIOLIasicsl MOBBIIICHHOM
TOTOBHOCTBIO K TPOMOO03Y, KIMHUKO-Ta00paTOpPHbI-
MU TIPU3HAKAMH TUTICPKOATY/ISIIUHN, aKTHBAIIUN Pa3-
JUYHBIX (AKTOPOB M KOMIIOHEHTOB CBEPTHIBAHUS,
CHIKeHUEM (puOprHOIM3a, HO O€3 HAIMYUS OCTPO-
ro Tpom6o3a (BopoOreB A.1.). CormacHo Mexmy-
HapomHOH Kkiaccudukanuu Oone3Hel BcemupHoit
OpraHu3aliy 3PaBOOXpPAHEHUS K TPOoMOOQHINm
BBICOKOTO PHCKa OTHOCATCS JIC(HUIIUT aHTUTPOM-
OwHa, MyTanus TeHa (akTopa CBEpPTBHIBAHHS KpPO-
Bu V Jleitnen u dakropa I, nedpunmr nporenHOB
C u S. Huskue pucku pazButusi TpoM60o¢punnu ody-
CJIaBIIMBAIOTCS MYTAIUSIMHA T€HOB METUJICHTETParu-
npodonarpenykrazel (MTHFR), naruburopa Tka-
HeBoro aktuBaropa miaasMuaoreHa (PAI), dakropos
ceepteiBanus (I, XII, XIII) u mp.

Heab. VccnenoBanue M MpoBEIEHUE CPaBHU-
TEIBHOTO aHAllM3a COCTOSHUS TeMOCTa3a KECHIIUH
C PUCKOM HACJIEJCTBEHHOW TPOMOO(QHINH, UMEIO-
IIUX MATOJIOTHIO OEPEMEHHOCTH, U 3I0POBBIX JKEH-
IIMH C HOPMAJIbHBIM T€YCHHEM OEpPEeMEHHOCTH.

Marepuagasl u Metoabl. lccinepoBamum 275
UCTOPHI POJOB OEpeMEHHBIX >KEHIINH, KOTOphIE
Haxoauiuch Ha jedeHuu B PHIIL] «Mate u auts»
B 2013-2017 rr., 1 KOTOPBIM BBIIOJHSJIOCH I'€HE-
THYECKOE HCCIICJIOBAHUE METOJOM IOJIMMEPA3HOM
LHENHOW peaklMUU C MOCIEAYIOLUM 3IeKTpodope-
30M. VI3 HUX OCHOBHas rpymna — 182 manueHTKu
C pUCKOM TpOMOOGDUINH U TPyIa KOHTPOIs — 93

nanueHTku 6e3 martosoruu. JKeHIIMHBI OCHOBHOM
IpyHnbl MOJy4Yaad HU3KOMOJIEKYJSIPHBIA TelapuH
B MpO(UIAKTUYECKON J03€ B CBSI3U C JICYCHHEM
HEBbIHAIIMBaHUS OepeMeHHOCTU. M3yueHue remo-
CTa3a MPOBOJMIIOCH HA OCHOBAHUM TECTOB AKTHUBU-
POBAaHHOT'O YaCTUYHOI'O TPOMOOIIACTUHOBOIO Bpe-
menu (AUYTB), mporpombunoBoro unaekca (I1TH),
KoHIeHTpamu pubpuHorena u Jl-mumepos, ompe-
nenenus: nporenHa C, antu X aKTUBHOCTH. YKa-
3aHHBIE KOAryJIOJIOTMYECKHE TECThI BBINOIHAINCH
Ha MHOTOKaHaJbHOM Koaryinometpe «Solar» ¢ uc-
nons3oBanuem peareHroB HIIO «Penam», Poc-
cus. B xkauecTBe TMAarHOCTUYECKUX KPUTEPUEB IS
TUIEPKOATYJISIIUOHHOTO  CHHApPOMa HCIIOJIb30Ba-
JHUCH cienyrolue nokasarenu: ykopouenue AUTB
(R <0,9), ysenuuenue [1TU, yBenuiueHne KOHIECH-
Tpauuu ¢ubpuHoreHa u D-numepos. N3meHneHu-
€M IOKa3aressi CUMTAIOCHh OTKJIOHEHHE OT HOPMBI
Ha 10% u Gonee. YrnyOneHHoe HMccieOBaHUE Te-
MOCTa3a C OINpe/eIeHUeM aKTUBHOCTH npoTenHa C,
aHTu X aKTUBHOCTH ObUTO mpoBeneHo 10 marueHT-
KaM C BBISIBIICHHOW MyTallMed reHa, OTBEYArOLIEro
3a CTPYKTYpy A-CyObeauHHIIbI (paKkTopa CBEpPTHIBA-
Hus XIII.

Pesyabrarel. BceM mnanMeHTKaM OCHOBHOWU
rpynnsl ObUIO IPOBEAEHO FEHOTUIIMPOBAHUE IO Te-
HaM, acCOILMMPOBAHHBIM C pa3BUTHEM TPOMOO30B,
npuyeM B 63 % ciydaeB UMeNIH MECTO JiBe U OoJee
myTtauuu. Hanbonee pacripocTpaHeHHBIMU SIBUJTHCH
MyTalluM, CBS3aHHbIE C TpoMOoduIneld HU3KOTO
pucka: PAI, MTHFR, rena ¢akropa cBepTbhIBaHUS
XII — 64,1%, 63,0%, 28,2% COOTBETCTBECHHO.
MyTanuu T€HOB TPOMOO(MINM BBICOKOTO PpHCKa
BcTpeyanuch B 8,8 % (F V Leiden), 1,7 % (aedunut
antutpomoOuna III), 1,1% (nepuuur nporeuna S),
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1,1% (rern mporpomOuHa) cinydaeB. B pesynbrare
IIPOBEJICHHOI'O aHaJIu3a B OCHOBHOM IpyMIe Nalu-
eHTOoK cocTosio 30,8 % MalnnueHToK ¢ YKOpOUEHHEM
AUTB (R<0,89), 42% mnauueHTOK ¢ yBeIHMYEHUEM
I[ITU (IITU > 110), 29% nanueHToK C yBeiauye-
HUeM KoHueHTpanuu ¢uodpunorena (Fb>6,0 r/n),
y 16,5% mnanueHTok ObLI0 MOBBIIIEHHOE COIepIKa-
nue J[-numepoB. 13 Hux y 27,6 % namueHTox Ob110
oOHapyKeHO OTKJIOHEHHUE I10 JIByM U OoJiee mokas3a-
TEJSIM, YTO TOBOPUT O HAJIUYUU TUIEPKOATyIsLH-
OHHOTO CHHJIpOMa y JaHHBIX skeHIIUH. Y 100 % 006-
CJIeIOBaHHBIX MAllMEHTOK ¢ MyTauuen reHa F13A1
HaOMIofanach HOpMallbHAsh aKTUBHOCTh NPOTEHHA
C, n anTn Xa aKTUBHOCTh HaXOAWJIACh B Mpeaeax
0,1 ME/Mn. B rpynme manueHTOK ¢ HOPMaJbHBIM

TedeHueM 6epeMeHHocTH ObL10 BhiAeneHo 20 % ma-
uueHTok ¢ ykopouenuem AUTB, 28% c yBenuue-
nuem [1TH, 11,8% c yBenuueHneM KOHIEHTpAIUU
¢ubpunorena. U3 Hux y 16% Obu10 00HapykeHO
OTKJIOHEHHE T10 IBYM U OoJiee moKa3aTensiM, 4To ro-
BOPUT O HAJIMYMH TUIEPKOATYIALUOHHOTO CUHIPO-
Ma y JIaHHBIX MAI[HEHTOK.

BeuiBonsl. Tectet AUTB, IITU, ypoBens ¢pubpu-
HOTeHa U J[-IMMEpOB OTPa)Kar0T COCTOSIHUE BHETII-
HETO W BHYTPEHHETo reMocTtasa. HopMokoarysms
MOJTBEP)KIACT KOMIIEHCALIMIO ATOM CHCTEMBI MPHU
HAJMYUU HU3KOTO PHCKA HACJIEICTBEHHBIX TPOMOO-
¢wnit naxe Ha GoHe NMPODUIAKTUIECKOTO BBEJE-
HUSI HU3KOMOJICKYJISIPHBIX T€TIapHHOB.

JAokwuna H. A., MuHnaesa H. B., /lazyHosa O. P, 3opuHa H. B., Hcaeea H. B., ®edoposckasi H. C.,
3omuHa E. H., Xopo6pbuix M. H., lllepcmHes P. C., /Isanzy308 A. B., [1o30eee H. M.

@I'BYH Kuposgckull Hay4HO-ucc1edo8ameabCKuli UHCmumym 2emamoJio2uu u nepeaugarust kposu ®MBA Poccuu, 2. Kupos

BEHAAMYCTUHCOAEPKAIIUE PEXKXUMbI

B JIEYEHUUN HEBJIATOIIPUATHBIX ®OPM JIMM®OMbI X0/’ KKUHA

BBenenne. HecmoTpst Ha ycnexu, TOCTUTHYThIE
B jeueHun aumpombl XomkkuHa (JIX), mpobiema
TEparuu Pe3UCTEHTHBIX/PEUIUBHBIX (OpM OCTa-
eTCsl aKTyallbHOU. PeruauBel pa3zBuBarOTCs Oosee
gyeM y 30% OONBHBIX C JIOKAJIBHBIMH CTaIUSIMHU,
y 40% — c pacnpocTpaHeHHbIMH cTagusmu JIX.
Ot 5 110 20 % nanueHToB UMEIOT NEPBUUHYIO PE3U-
cteHTHOCTh K | munum tepanuu JIX. Pa3zpaboraH-
HBIE JJI51 5TUX OOJIbHBIX MHOTOUHCIICHHbBIE PEKUMBbI
I nuHUM Tepanuu, BKJIOUAONIUE B ce0sl IIUTOCTA-
TUKH, HE HUMEIOIIUE NTEPEKPECTHON PE3UCTEHTHOCTH
¢ npenaparamu I muaun (DHAP, ICE u ap.), no3so-
Ts110T gocturath pemuccun y 30-50 % 60mbHBIX, Of1-
HaKo 5-JIeTHsIsI Oe3pernuauBHast/0eCCOOBITHITHAS BBI-
xuBaemocth (bPB/BCB) ne mpesbimaer 10-30 %.
CoBpeMeHHOH OOLIENPUHATON TAaKTUKON JICUCHHS
9TON KaTeropuu NalueHTOB CUUTAETCS IPUMEHEHUE
LUATOPEeNyKTUBHOU Tepanuu [I nuxuu, 3a xoropoi,
Kak IMpaBuio, CIEAYyEeT BBICOKOIO3HAs XUMHOTEpa-
nmus (BXT) ¢ TpancruianTanueit ayTonOruIHbIX Te-
MOITOATHYECKUX CTBOJOBBIX KieTok (ayToTI CK).
[Tockonpky rmyOMHA OTBETa Ha PEAYKIHOHHYIO
nonuxumuotepanuio (I1XT) mo mposenenus ay-
ToTT'CK siBiisieTcst OHUM M3 CaMbIX BaXKHBIX IPO-
THOCTUYECKUX (DAKTOPOB, HEOOXOIUM JTaTbHEUITUI
ITOMCK aJbTEPHATUBHBIX peKUMOB Il u mocnemyro-
LUX JIMHUI TEpanuu, B TOM YHCII€ C TPUMEHEHUEM
HOBBIX JIEKAPCTBEHHBIX CPEACTB, 00 JAI0INX MPU-
eMJIEMOW TOKCHYHOCTBIO U HE BIUSIOMIMX Ha (-
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(EKTUBHOCT,  MOOWJIM3AIIMM  T'€MOTOATHUYECKUX
CTBOJIOBBIX KJIETOK JIJISl MOCTIEAYIOUIe TpaHCIIaH-
TalNH.

Heas. Onpenenuts NPOTUBOONYXOJIEBBINA OTBET
PEUHIYKIMOHHOTO OeH1aMyCTHH-CO/IePIKaIIEro
pekuma npu HebnaronpuatHeix gopmax JIX ¢ mo-
3UIIMU YaCTOThI OOBEKTUBHBIX OTBETOB, TOKCUYHO-
CTH, a TaKXe OLEHUTh BO3MOKHOCTH MOOMIM3AINH
CTBOJIOBBIX KpoBeTBOPHBIX Ki1eTOK (CKK).

Marepuan u meroabl. [lon HabmoneHneM Ha-
xonuics 21 manueHT ¢ HeGnaronpusTHBIMU (hopMa-
Mmu JIX. MyxunH — 12, )xeHlH — 9, B Bo3pacte
ot 23 no 62 ner (meauana Bo3pacrta 35 ner). [ua-
THO3 BepU(UIIMPOBAH Ha OCHOBAaHUU TUCTOJIOIHYe-
CKOT0 U UIMMYHOTMCTOXUMHUYECKOTO UCCIEIOBAHUI
OuonicuitHoro  Marepuana. HmmyHonoruueckas
UACHTU(UKAIMS OMyXOJEeBBIX KJIETOK MPOBOIU-
Jach MO IUTOIUIA3MATUYECKOM 3KCIIPECCUU AHTHU-
remop CD30+, CDI15+. MaunmanbHOE JCUCHUE
JIX y 11 GonpHBIX TIpeAcTaBisuio co00i KOMOWHU-
POBaHHYIO0 XUMHOJIY4YEBYIO Tepanuto, y 10 — Tomb-
ko [IXT. KomnuecTtBo mnpeamecTByOMMUX KypcoB
I[IXT — ot 4 no 22. JInuTenbHOCTh 3a00JIE€BaHUS
JI0 Hayajga HCCIEelOoBaHUS cocTaBuia OT 4 Mec.
10 7 ner. Ha MOMEHT BKJIIOYEHHUS B MCCIICIOBAHHUE
10 GONBHBIX UMENH PE3UCTEHTHYIO (OPMY TEUEHUS
JIX, 1 — panHuii peunuB, 2 — MO3JHUNA PELU]INB,
8 — MHOXXECTBEHHbIE peuuAuBbl. B kauectBe 1u-
TOpeAyKTUBHOrO pexxuma nepen BXT nmpumensics
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npotokon BeGEV +dexa (GenmamycTuH, reMiuTa-
OWH, BUHOPETLOWH, JeKcaMeTa30H). B kauecTBe pe-
xkuma mobunuzamnun (CKK) — cxema BeGEV, 6e3
BKJIFOUEHHs Jekcamera3oHa. [locie 2 kypcos IIXT
MPOBOAMIACH OIleHKAa 3(PPEKTUBHOCTH Teparuu
¢ npumenenuem [I9T-KT. Céop CKK mpoBonuiu
nociue 1-2 kypcoB BeGEV. Ilpu co6ope CKK ananu-
3UpOBaIH a0COMIOTHOE YUCIIO MOMYYSHHBIX KIETOK
CD34 +/kr macchl Tena, KOTu4ecTBO adepe3oB IS
MOJIyY€HUs] TMOJHOLIEHHOTO TpPaHCIUIAHTaTa, PEru-
CTPHUPOBAJIU HEXKeJIaTeIbHbIE SBICHMUS.
PesyabTarbl. 13 21 namuentra npu pecragu-
poBanuu y 6 ycranosieHna Il cragua JIX, y 15 —
IV. Hanuune B-cumnToMoB KOHCTarupoBaHo y 19
(90%) GompHBIX. ['HCTOTOTMYECKHE BapUAHTHI pac-
PEIEIUINCh B CIEAYIOIEM COOTHOIIEHUHU: HOMY-
JSApHBIA  cKilepo3 — 62 %, CMemaHHO-KIETOYHbIN
BapuaHT — 28,5%, numdougHOE HCTOIICHUE —
9,5%. Pesynbrarsl Tepanuu OBbUTH  CIETYIOLIHE.
[Tonnas pemuccus (I1P), nonrsepxaennas [13T-KT

nocturnyta 'y 8 (38 %) GonbHbIX mocie 2—3 KypcoB
UTOPETYKTUBHOT'O OeH1aMyCTHHCOAEPIKALIETO
pexuma. Yactuunasa pemuccus (UP) ycranosiena
y 8 (38 %) marmenToB, cTabuian3anus mpoiecca —
y 2 (9,5%), mporpeccupoBaHue 3a00J€BaHUSI —
y 2 (9,5%). O6muii IponeHT OTBETOB JAOCTUTHYT
81 (y 19 u3 21). D dexTuBHOCTH OEHIAMYCTUH-CO-
JIepKalero pexuMa B KayecTBE OLIEHKU MOOHIIHU-
3aruu CKK omnenena y 17 6onpubix JIX. Menuana
CD34+ knerok cocraBwia 5,36x10%kr (quamna3on
2,6-9,6). Cepbe3HBIX reMaTOJIOTHYECKUX U HeTeMa-
TOJIOTUYECKUX OCTIOXKHEHHM U CBSI3aHHOW C HUMU
JIETAJIBHOCTH HE 3apErMCTPUPOBAHO.

BoiBoabl. bennamycTuHCOnEpKAIUE PEKUMBI
00mamaroT BBICOKOH 3()(PEeKTHBHOCTHIO, TpHEMIIe-
MOM TOKCHYHOCTBIO U MOTYT HCHOJb30BAaThCSA KaK
JUISL TIPEOJIOJIEHUSI PE3UCTEHTHOCTH U JTOCTHXKEHUS
MOBTOPHBIX PEMUCCHUI y MAIMEHTOB ¢ HebiIaronpu-
atHeIMU popmamu JIX nepen aytoTT'CK, Tak u s
mobumm3anuu CKK.

Avsikonoe J. A., ®edoposckas H. C., OgcensiH B. A., PokuHa E. C.

dedepanvHoe 2ocydapcmeenHoe 6100xcemHoe yupesxcdeHue Hayku “Kuposckuil HayuyHo-ucciedogameabCcKull uHcmumym
2emamo.iozuu u hepeaugaHusi kposu PedepasibHozo Meduko-buoiozudeckozo azenmemaa’; 2. Kupoe

NMATOMOP®0JIOTUA METAKAPHOLIUTOB B TPEITAHOBHUOIITATAX

KOCTHOTI'O MO3TA IIPH 3CCEHIIMA/IBHOW TPOMBOIIUTEMHUU B 3ABUCUMOCTHU
OT HAJIMYNA MYTALLUU JAK2V617F

BBenenue.  DcceHinuanbHas — TpoMOOIUTe-
musi (OT) oTHOcuTcs Kk Tpymnme KioHaldbHbIX Ph-
HETaTUBHBIX XPOHUYECKUX MHUEIOoNnpoiardepaTus-
HBIX HEOIUTa3Hii U XapaKkTepusyercs nponurdepariueit
B KOCTHOM MO3I€ MErakapuOLMTapHOIO POCTKa
KpoBeTBOpeHHs. B ocHoBe pa3BuTHs 3a00sieBaHUS
JEKUT KIOHAIBHBIM IpOLECcC, pPa3BUBAIOLIUICS
B pe3yJbTare 3JI0KaueCTBEHHOH TpaHcopMaliu
B PaHHHUX TE€MOMNO3TUYECKUX MPEAIIeCTBEHHUKAX
n aktuBanun JAK-STAT kJI€TOYHOrO CHUTHAJIBHOTO
NYTH, PEryIUPYIOUMX pocT, AuddepeHInpoBKy,
aAre3uio M arnonTo3 KJIETOK MerakapuOLUTapHOIO
psana. OGHapyKUTh TOYEYHBIE MYTALIUU B T€HE KH-
Hazbl-iepenaTunka curHana (JAK2) — snyckuna-
3bl penenrtopa putponodtuHa JAK2V617F ynaer-
cst mpuOnu3uTensHo B 25-55 % cnyuaes. M3BecTHO,
4TO B pe3yJbTare MOJIEKYJIIPHO-T€HETUYECKUX Ha-
pywenuii n axtuBauuu JAK-STAT curnampHOrO
MYTH, TPOSBISIOMUXCS Tpojudepanneli Meraka-
PUOLIUTAPHOTO POCTKA, MPOUCXOAMUT IOBBIINICHNE
yuciaa TPOMOOIMTOB B Mepudepruyeckoil KpoBH,
a Taxoke Mopdonorndyeckue u GyHKIIMOHATbHbBIE U3-
MEHEHUS MerakapuouuToB. OIHAKO B COBPEMEHHOM

JUTEepaType HEJOCTAaTOYHO JAHHBIX, KacaroUIUX-
Cs U3y4YeHUs NaroMOp(OJOTUUYECKOIO COCTOSIHUS
KJIETOK MErakapHuOLUTapHOIO psila B 3aBUCUMOCTH
oT Hanuuus Wik orcyTcTBud JAK2V617F myTanun
y namueHToB ¢ OT. ComocraBieHue pe3yabTaroB
pacIMpUT MpeAcTaBIeHUe 00 O0COOEHHOCTSIX Te-
YyeHus: OOJNIE3HM W JACT JOTOJHUTENbHYI0 HH(Op-
Maiuio s 6ojee TOYHOM OLEHKU pa3BUTHS Na-
TOJIOTUYECKOI0 Ipoliecca, MPOrHo3a 3a0ojeBaHUs
U BbIOOpa TepaneBTUUECKON TaKTHKH.

Heab.  M3yuenue  maromMopdoIOTHYECKUX
OCOOCHHOCTEH METrakapHOIUTOB B THCTOJOTH-
YECKHUX Cpe3ax KOCTHOIO MO3ra B 3aBHCHMOCTH
ot JAK2V617F craryca y mauuentos ¢ OT.

MarepuaJjibl 1 MeTOABbI. 1151 aHAIM3a HCTIONB30-
BaJIMCh OMOTICHITHBIE 00pa3Ibl KOCTHOTO MO3Ta y 24
o6onpHbIX JT. I'pynmy 1 cocraBunm obcnenyemsle,
y KOTOPBIX OBUIM BBISABICHBI TOYEUHBIC MYTAIllUU
B rene JAK2V617F (n=13); B rpynny 2 BKJIIOUYe-
HBbI ITAIIMEHTBI C OTCYTCTBUEM JTAaHHOM NIEPECTPOUKHU
(n=11). CpaBHUTEIBHBIN aHAIU3 OCYIIECTBISIN
¢ o0pasiamMu TpenaHoOMONTaTOB OT 9 TOHOPOB KOCT-
HOTO MO3Ta, He UMEBIINX B aHaMHEe3€ 3a00JIeBaHUIA
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cuctembl KpoBU. CTaTHUCTUYECKYIO 00pabOTKy IO-
JIy4EHHBIX PE3YJIETATOB MPOBOJMIIM C IOMOILBIO HEe-
napamerpudeckoro kpurepus Kpyckana-Yomnuca;
IPU OLEHKE KAYE€CTBEHHBIX TPU3HAKOB TIPUMEHSIIA
metop y2 Ilupcona ¢ monpaBkoi Merca. Craructu-
YeCKU 3HAYMMBIMU cuuTanu paznuuus npu p<0,05.

Pesyabrarbl. ¥V Bcex nauueHtoB ¢ OT, B otiu-
Yue OT IPYIIIbl CPAaBHEHUSI, OTMEUEHA BhIpAXKEHHAs
OJTHOPOCTKOBasl MpoHdepals 3IeMEHTOB Meraka-
puoruTomnos3a. Cpeanee konmuuectBo CD61 + mo3u-
THUBHBIX KJIETOK B 1 mose 3penus (mpu ok. x10, 00.
x40) y 6onpHBIX cocTaBuio 8,1 (6,7-9,3), uto ObL1O
CTaTUCTUYECKU JTOCTOBEPHO BBIIIE MO CPABHEHHIO
C TakoBbIM B rpynne cpaBHeHus: 3,3 (0,6-4,2),
p<0,05. 3HaunTenpHas 4acTh METaKapUOLIUTOB MPU
OT Opa mpencTaBieHa MakpodopMaMu B BUJE
KpPYMHBIX U TUTAHTCKUX KIIETOK CO 3peloit Mopdo-
JIOTHEN; OTHOCUTENBHOE MX COJIEepP)KaHHUE COCTaBU-
mo 81,3 (67,1-92,3)%. Y nanueHToB € YCTaHOB-
nennoit myranueit JAK2V617F konnuectBo Takux
METaKapuOIIUTOB ObUIO HUXKE MO OTHOIICHHUIO KO 2
rpynne: 75,1 (58,4-90,7)% x 84,8 (73,1-98,1) %,
p<0,05. OcranbHasi 4acTh KJIETOK METaKapuOIU-
tapHoro psja npu DT Oblia mpeacTaBieHa deMeH-
TaMU CPEAHHUX Pa3MepoB, CO 3penoil Mopdomorueit
XpOMaTHHa, C TUIMOCErMEHTUPOBAHHBIMU sJIpaMU
U y3KOM 503MHOQWIBHON wLUTOIIa3MOM — 18,7
(13,1-23,5) %. Ux conepxanue ObLIO BHIIIE y 0O0JTb-

HbIX ¢ myTanusiMu B rene JAK2V617F no cpaBHe-
HUIO C MALMEHTAMH, Y KOTOPBIX FT€HETUYECKHUE aHO-
Manuu orcyrcrBoBanu: 24,9 (17,1-29,9)% x 15,2
(11,3-18,1)% cootBerctBenHo, p<0,05. N3Bect-
HO, YTO YacTb sijIep KJIETOK MErakapHOLUTapHOIO
psana npu DT HanoMuHaeT “KI€HOBBIE JIUCThS ™ WIH
“pora oneHs”. B pe3ynbTare HalllUX UCCIIETOBaHUM
BBISIBJICHO, YTO OTHOCUTEIHHOE KOJIMYECTBO TaKHUX
¢dopm y Bcex OompHBIX cocTaBmio 8,3 (4,5-10,8) %.
VY ob6cnemyembix 1 rpymmbl X KOJIWYECTBO OBLIO
MEHbIIIe TI0 CPaBHEHHUIO C JHUIaMH 0e3 HaJIuuus re-
HeTH4eckux mnepectpoek: 5,7 (2,9-9,3)% x 10,8
(8,3-12,6)%, p<0,05. Y yacTu manueHToB BCTpe-
YaJIUCh METaKapUOLUUTHI C SIBICHUSIMHU 3SMIIEPHO-
noneza. OTHocUTENbHAsE 4YacTOTa BCTPEYAEMOCTH
JTAHHOTO TpU3HAKa OblIa CTAaTUCTUYCCKH 3HAYUMO
BBILIE IO OTHOLICHUIO K rpynmne cpaBHeHus: 41,7 %
u 11,1% cootBerctBenno (p<0,05); ogHako He 3a-
BUCENA OT Hanuuus Mytauuil B rene JAK2V617F:
56 % ciyuaeB B 1 rpynmne u 55 % — Bo BTOpOH.
BeiBoabl. [lomydyeHHBIE NaHHBIE OTpa)KaroT 3a-
BHUCHUMOCTb  NMAaTOMOP(OJIOTHIECKUX  OCOOCHHO-
CTell MerakapuouuToB y OonbHbIX DT OT Hamu4us
JAK2V617F myrauuu. YcTaHOBIEHHbIE U3MEHEHUS
paCHIMPSIOT MPEICTABICHUE O TEYEHUH MaTOJI0TnYe-
CKOTO TIpoLIecca U JaroT maToMopdororam J0MOIHU-
TEIbHYIO TUATHOCTUYECKYIO HH(OPMALIUIO TP aHA-
JIU3€ UMHU COCTOSTHUSI KOCTHOTO MO3Ta y TAIleHTOB.

@I'50Y BO C3IMY um. H. H. MeuHukosa,
2 @I'BY PocHUHUT'T ®MEA Poccuu, Cankm-Ilemep6ypz

3umuHna B. A., Basiakoea H. H.', Beccmeavyes C. C. ?

JIUATHOCTHUKA NEPBUYHOTO IJIASMOKJIETOYHOTO JIEMKO3A.

K/IMHUYECKOE HABJIIOJEHHUE

BBeaenune. B npakTHuecKOWl JEATEIBHOCTH
Bpaueil reMaroyioroB IMpU TPAKTOBKE PpE3yJbTATOB
KJIMHUYECKOr0 aHalu3a KPOBU M BBISBICHUH OT-
KJIOHEHUW OT peepeHTHBIX BEIMYUH, HEOOXOIUMO
MPOBOAUTH MU dHepeHIHaIbHYI0 TUarHOCTUKY OITy-
XOJIEBOTO M PEAKTUBHOI'O XapaKTepa u3MeHeHui. Pe-
AKTUBHBIA TUTa3MOIIMTO3 MOXKET HAONIOMaThbes MpH
MH(EKIIMOHHOM MOHOHYKJIE03€, HEKOTOpPBbIX aJie-
HO- M SHEPOBUPYCHBIX NH(PEKIUSIX, JIEKAPCTBEHHBIX
JEPMATUTAX U MPU 3TOM HE COMPOBOKIAATHCS IMOSB-
JieHUeM B niepudepruiecKoil KpoBH MIa3MaTHUECKUX
KJIETOK C IPU3HAKAMM aTUIIMU, KOTOPbIE YKa3bIBAIOT
Ha OMyXOJIeBBIH M1a3MonuTo3. Berpedarores 2 gop-
MBI IUIa3MOKJIETOYHOW TUIEpPIUIa3uu: TMepBUYHAS
(My1a3MOKJIETOUHBIH JIeHK03, OCTpBIN I1a3mMo0iacT-
HBIN JIEMKO3) W BTOpWUYHAsS, KOTna JIeHKeMU3aIus
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HACTYyIaeT MpH IPOrpeCcCUPOBAHUU MHOMKECTBEH-
HOW MuesioMbl. J[MarHo3 IIa3MOKJIETOYHOTO JIeH-
KO3a CYMTAETCsS JOCTOBEPHBIM, €CJIH COJACp)KaHUE
I1a3MaTHYECKUX KJIETOK B MepU(epruuecKkoil KpoBH
6omnee 20 %, a aOCOMOTHOE UX KOJUYECTBO MPEBbI-
maet 2,0 x 10°/n. Pexxe BcTpewaeTcst OCTphIid 1u1a3-
MOOJIACTHBIN JIeHK03, MPH KOTOPOM, Kak MpaBUIIo,
nerikonuro3 Oonbiie 60 x 10°/71, Bcerna pe3ko BbI-
pakeHa MHEJIO[eTNpeccus, ¢ pa3BUTHEM NITyOOKOH
aHEeMUHU U TPOMOOLIUTONIEHHUH, C MOSBICHUEM B Iie-
pudepudeckoil KpoBU M KOCTHOM MO3€ IJIa3Mo-
671acTOB, MPOLIEHTHOE COZIEp’KaHKUE I1a3M00IacTOB
B muenorpamme mpessimaer 50%, pa3BuBaeTCs
TSDKeNbI uMMyHoaepuuut. [Ipu MHOXKECTBEHHOM
MUeJIOMe KapTuHa rnepudepuyeckol KpoBU 3aBU-
CUT OT CTaJuM OOJIe3HU. XapaKTEePHO IOBBIILIEHHUE
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COD no 3naunTenbHbIX nugpp (60-70 MM/4 o Mme-
tony IlanuenkoBa). VckiitoueHue coCTaBIsieT MUe-
noma benc-/[oHca, HEceKpeTUpyrolas MHUEIoMa
U TUIa3MOKJICTOYHAST MHUEIIOMa C CEKpennell MMMy-
HoroOyuHa D. [lpu mporpeccupoBanuu 3aboie-
BaHMsI MEHSCTCS KapTUHA NepuepuIecKoil KPOBH:
pa3BUBAaeTCS aHEMHUs, TPOMOOIUTONCHUS, HEUTPO-
HCHHUS.

Hean. IIpoananu3upoBaTh pe3ynbTaThl gadbopa-
TOPHBIX HCCJIEOBaHUI Ha TpUMepe KOHKPETHOTO
NaIMeHTa C IEPBUYHBIM TIA3MOKJIETOYHBIM JICHKO-
30M.

Marepuansl u Metoabl. [IpuBeneHs! mnokasza-
Tenn nepudepruueckoil  KpoBH, OHOXMMHYECKOE
UCCIICIOBAHNE CHIBOPOTKH KPOBH, MOYHM ITAllMEHTA
K., 60 net, BepBbie 00paTUBIIErOCs C KaloOamMu
Ha yXYIIICHHE CaMOYYBCTBUSI, HAPACTAIONIYIO Clia-
60cTh, 00K B KOCTSX. MccinenoBaHus BBITIOTHEHBI
Ha JJabOpaTOPHOM 00OPYIOBAaHUH: ABTOMAaTUYECKOM
ouoxumuyeckom ananuzarope COBAS (IlIseiina-
pusi), aBTOMAaTHYECKOM T'€MaTOJIOTUYECKOM aHaJIH-
3arope Sysmex XT-40001 (AAmonwus), ananuzaTope
moun 1Q200 (Iris, CILIA).

Pesyabrarbl. [lo gaHHBIM remMorpammbl 0OJTb-
HOrO: TreMoroOuH — 84 1/, 3PUTPOLUTH —
2,6 x10%/n1, MCV — 98,4 ¢n, MCH — 32,7 Kk,
MCHC — 332 r/n, remarokputr — 25,3 %; neiiko-
uthl — 28,3 x 10°/1,  TpomOoruTel — 35 x 109/71,
COD — 68 mwm/u. JleiikonurapHas ¢gopmyna: Oia-

ctel — 1%, wmuenonutsl — 4%, MeTaMHEIIONu-
Tl — 1,5%, manoukosaepHsle HEHUTpOPHUIBI —
4%, cermeHTosiaepHble  HeHTpodmIel — 10 %,
MOHOIIUTHI — 5 %, 303uHOpIIBEI — 1%, "umdo-
uuThl — 26 %, mrasMmarudeckue kKietku — 47,5%
(abcomotHoe 3Hauenue — 13,5 x 10°/m). Hopmo-
muThl okcudmibHbie 5 Ha 100 neiikorutoB. O6-
mui 6eoK chIBOpOoTKU KpoBU — 110 1/11, ypoBeHb
M-nporenna (Ig G) — 25 r/n, B2- mukpornoly-
JUH — 3,9 MKr/Mi1, KpeaTUHHH ChIBOPOTKH — 140
MKMOJIb/JI, CKOPOCTh KIIyOOYKOBOW (DHIbTparuu —
55,7 mu/mun/1,73*M?, MOYEBHHA CBIBOPOTKH KpO-
BU — 8,85 MMOIIB/JI, KQJIBLIUK CBIBOPOTKHA KPOBU —
2,65 MMoiIb/1. AHanu3 MOYH — JedkonuTsl 10-15
B 110JI€ 3peHus, 3puTpouuTsl — 20-25 B mose 3pe-
HUS, HIAJIMH]IPBI THATMHOBBIE — 1—3 B MoJjie 3peHus,
6enox moun — 1,5 r/71.

BbiBoabl. Takum 00pa3zom, mpu 1abopaTopHOM
oOcreIoBaHNH TAIMeHTa B KJIMHUYECKOM aHAIIN3e
KPOBH BBISIBIICHBI aHEMHSI, TPOMOOIIMTOTICHHSI, JICH-
KOIIMTO3 32 CUET TUIa3MOIUTaPHOU TUTIepIia3uu (a0-
COJIFOTHOE 3HA4YeHHUE MIasMonuToB — 13,5 x 10%/),
YTO CBHJIETEJICTBYET O HECOMHEHHOM OITYyXOJIEBOM
XapakTepe OOHapy>KeHHBIX H3MeHeHui. Kommmekc
KITMHUKO-JTA00PATOPHBIX HCCIEAOBAHUN TO3BOIUIT
MOCTABUTHh JUArHO3 — OCTPBIN IIa3MOKJIETOUYHBIN
neiko3. [lpuBeneHHOE KIMHMYECKOE HaOIIOEHUE
MIPEICTABISICT HHTEPEC B CBSI3U ¢ HEOOJIBIIION YacTo-
TOI BCTPEUAEMOCTH IJIa3MOKJIETOYHOTO JIeHKO3a.

6uomexHos02zuli», Murck, Pecnybauka Beaapyco

310mHukoea M. B., CeméHnos I’ B., Kapnenko ®. H., Pacwok E. /.

TocydapcmeeHHoe yupedicdeHue «PecnybAukaHCcKull HQyYHO-npakmuyveckull yeHmp mpaHc@dy3uoa02uu U MeQUYUHCKUX

MHOTI'OYPOBHEBAA HH®OPMALIMOHHO-AHAJIMTUNYECKAA CUCTEMA

«HLA-TUIIMPOBAHHBLIE IOHOPBI PECITYBJIUKU BEJIAPYCb
A1 TPAHCIVIAHTAIMU TEMOIIO3THYECKHUX CTBOJIOBBIX KJIETOK»
B IIPAKTHKE 3/1IPABOOXPAHEHHWA PECIIYBJ/IUKH BEJIAPYCb

BBenenne. [Ipu TpaHCIUTaHTaMKU TE€MOMOATHU-
yeckux cTBOJIOBBIX KiIeToK (I'CK) mumutupyronum
dakTopoM sIBiISETCA CHCTEMa ITIaBHOTO KOMILIEKCa
rucrocoBmectumoctd — HLA-cucrema  (Human
Leukocyte Antigen). B Pecnybnuke benapych
JIOJITO€ BPEMS HE CYyIIECTBOBAJIO cOOCTBEHHOrO Pe-
cnybnukanckoro perucrpa. LlenTpanbhbiii Peectp
noteHuanbHbIX ToHOpoB ['CK B Pecny6nuke bena-
pych, GYHKIIMOHUPYIOLIUI B paMKaX JIesTEIbHOCTH
Enunoro Peructpa TpaHcIiaHTalMy, HACUUTHIBAET
6onee 40.000 yenoBeK M €ro KOJIMYECTBO MOCTOSH-
HO yBEJIMYUBACTCA. BO3MOXKXHOCTH B3aMMOICHCTBUSA
dbopmupyemoro B Pecnybmuke benapyck peectpa

nonopoB I'CK ¢ peructpamu 1pyrux ctpas TpeOyer
co3aHus MH(OPMaIIMOHHO-aHAJIMTUYECKOI cucTe-
Mol (MAC), oTBevaromieii coBpeMeHHBIM TpeOoBa-
HUSIM.

Heas. Paspaborare u BHeaputs MAC «HLA-
TUIHPOBaHHBIC JOHOPHI PecnyOnuku benapych st
TPaHCIUIAHTAlMM T'E€MOMO3TUYECKUX CTBOJIOBBIX
KIIETOK».

MarepuaJibl 1 MeTOABI. [71aBHBIM U OCHOBHBIM
Ha3zHayeHHeM MH(OpMaIlMOHHO-aHATUTUYECKOH CH-
crembl «HLA-TunmpoBannslie 1oHOpbl PecyOnuku
benapycp 151 TpaHCIUIAaHTAMM TE€MOIIO3TUYECKHUX
CTBOJIOBBIX KJIETOK» SIBIIIETCS BHEIPEHHE B MEIU-
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LMHCKYI0 IPaKTUKy pPEecTpa «IOHOP-PELUIINEHT
HLA» c¢ ¢yHkuusmu cOopa, HakoruieHus, oOpa-
OOTKM M TIPEIOCTaBICHUS MH(POPMAIMH C yYETOM
HLA tunupoBaHHBIX JOHOPOB M PELUIIUECHTOB,
a TAaKXe aHAIMTUYECKOTO KOMIIOHEHTa CHUCTEMBI,
obecrednBaromiero GyHKIMH Moa00pa nap «I0HOp-
peuunuent» mno pesyapraram HLA-tunupoBanus
u (GopMHUpOBaHHS OTYETHOCTH. Pa3zpaboraH meron
aJropuTMa B3aMMOJEHCTBUS OpraHU3alMii, 3aHUMA-
romxcst HLA-tunupoBaHueM.

Pesyabrarbl. OnpezeneHa CTpyKTypa U ypOBHU
(YHKIIMOHAJIBLHOTO UCTIOJIB30BaHUS 171l PETHOHAIb-
HOTO M PEeCHyOJIMKAHCKOrO 3BEHa MOTEHIMAIbHBIX
nons3oBareneii MAC «HLA-tunupoBanHble n10-
HOpbl PecnyOonuku benapych aiis TpaHciaHTauu
TeMOIO3TUYECKUX CTBOJIOBBIX KJIETOK»: T'OJIOBHOE
3BeHo — PHIII] Tpancdy3uomornn u MeTUITMH-
CKUX OumorexHonoruii, Y3 «9-s ropojackasi KIWHU-
yeckas OonbpHULA T. Muncka», PHIIL neTckoii oH-
KOJIOTMH, T€MATOJIOTUN U UMMYHOJIOTHH (IIPOBOJAT
cbop, xpanenue, oopaborky mHpopmarmu, HLA-
tunupoBanue 1o | u Il kmaccy, mogbop nmap-moHOp
PELUIHIEHT, TPOBeeHIE KOH(DUPMATOPHBIX TECTOB);
BTOpOE 3B€HO — 00JIaCTHBIE CTAHLIUU TIEPETUBAHUS
kpoBHu (Burebcekast, ['omensckast, I'pognenckas, Mo-
runésckas, bpectkag u MuHCKas) OCyIIECTBISIOT
c6op u xpanenue nHpopmanuu, HLA-TunupoBanue
no I knaccy. Mexay roJIOBHBIMU OpTraHU3AIUsSIMHU
MIPOMCXOAUT JIBYCTOPOHHUN OOMEH WH(pOpMaIn-
eil. OcHoBHbiMU TpeOoBaHusiMU K cuctemMe MAC
IIpY B3aMMOJICHCTBUY OpPraHM3alMil U MOJIb30BaTe-
Jel siBigeTcsa AOCTYN K JaHHBIM TOJIBKO aBTOPH30-
BaHHBIM I10JIb30BATESIM C YYETOM HMX CIIy>KEOHBIX
MOJTHOMOUHH, a TaK)Ke C YYETOM KaTeropuH 3arpa-
muBaeMor WHGOPMAIMK; CTPYKTypa 0a3bl JaHHBIX
OpraHM30BaHa PAIMOHAIBLHBIM CIIOCOOOM, HCKIIIO-
YaloIMM €AUHOBPEMEHHYIO IIOJHYH BBITPY3KY
uHpopMaLuy, coaepxaiieiics B 0a3ze JaHHBIX CH-
CTEMBI; TEXHUYECKUE CPEJCTBa, 0OECIeUnBaIOIIe
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XpaHeHue UH(popMalnH, UCTI0Ib30BaHHE COBPEMEH-
HBIX TEXHOJIOTMH, IMO3BOJIIOIIMX 00ECHeuUuTh IO-
BBIIIICHHYIO HA/IS)KHOCTb XPaHEHUsI JAaHHBIX U Olle-
paTUBHYIO 3aMeHY 000pyIOBaHMs (pacipenesieHHas
M30BbITOYHAS 3aMKCh/CUYUTHIBAHUE JAHHBIX; HE3aBU-
CUMBbIE JIMCKOBBIE MaCCHBBI; KJIaCTepu3allns); B CO-
CTaB CUCTEMbI BXOAUT CIIELUATIM3UPOBAHHAS MTOJICU-
CTEMa PE3EPBHOIO KONMPOBAHUS U BOCCTAHOBJICHHUS
nanHbeIX. COop n 06paboTka MHGOPMAIMU TOTHKHBI
OCYUIECTBIIIETCA B paMKax KOpPIOpPAaTHUBHOW Tele-
koMMmyHHKaImoHHou cetu (VPN cetn) yupexxaeHuit
3IpaBOOXpaHeHUs] MuHHUCTEpCTBA 3ApaBOOXpaHE-
Husi PB, moctpoenHoi Ha 6aze mUQPOBBIX CUCTEM
nepenaun aanHbix (cetu SDH) PVII «benrtene-
kom». PazpabGorana akryanbHas misa PecmyOnuku
benapych M cooTBeTCTBYIOIIAs MEXAYHAPOIHBIM
TpeOOBAHUAM CHCTEMa MPOBEACHHS 00CIIeIOBAHUS
JIOHOPOB M PEUUIIMEHTOB, HAYMHAsl OT TKAHEBOI'O
TUIAPOBAHUSL CEPOJOTUYECKUMHU U MOJIEKYJISIPHO-
TeHETUYECKUMHM METOAAMHU M 3aKaH4MBasi UCIOJIb-
30BaHMEM KJIETOUYHOIO TpaHcIuiaHTtara. Mcmomnb3o-
BaHue MAC mno3Bonut obecnednts 3((HEKTUBHBIN
nmoa00p mapbl JOHOP-PELUITUEHT C BO3MOXKHOCTBIO
UHTETpany B MH(OPMAIMOHHYIO CHUCTEMY €BpO-
MercKkoro 6aHka JaHHBIX.

BoiBoabl. 3HauuTeNbHAS YUCIEHHOCTh JOHOPOB
KPOBH, 3apETUCTPUPOBAHHBIX B YUPEKICHUSIX CITYK-
OBl KPOBH, U BBICOKHE TEMITbI PEKPYTUPOBAHUS J0-
HOpoB B Pecnybnuke bemapych mo3BoNSIOT cunTaTh
BO3MOXKHBIM YK€ B Onukaifiiiee BpeMsi BKIIOUCHUE
Lentpansuoro peectpa noHopoB I'CK PecnyOnuku
benapycs B MexayHapOAHyH0 acCOLUALMIO JTOHO-
poB kKocTHOro Mosra. Co3zgaHHasi MHOTOypOBHEBas
NAC 1o3BoiUT OCYIIECTBUTh CPEAM MHOTOTHICSY-
HOTO KOHTHHI'€HTa JIOHOPOB BIIEPBBIE CO3/IaHHOIO
LlenTpansHOrO peecTpa MOUCK M CEJNEKLHUI0 CO-
BMECTUMOIO C pEUUIHEeHTOM 1o reHaM | kiacca
HLA-A, — B, — C urenawm Il knacca HLA-DR, —
DQ anyoreHHOro J0HOpa KOCTHOTO MO3Tra.

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
6-7 vitons 2017'r.

3omoea H. H., KanycmuH C. H., /lpudicyH I0. C., CeumuHa C. I1.,, I[lasso8a A. A.,
Ilasnoea M. E., beccmenvyes C. C., YeuemkuH A. B., 'puyaes C. B.

@I'BY «Poccutickull Hay4Ho-ucciedosamebCKUll uHcmumym 2emamos102uu U mpaxcgdysuoaoauu
DedepasrbHo20 MedUKO-6UOI02UYECKO20 azeHmcmaay, 2. Cankm-Ilemep6ypz

OCOBEHHOCTH AJIJIEJIbHOTO INO/IMMOP®HU3MA TEHOB HEKOTOPbIX
HUTOKHUHOB Y BOJIbHBIX XPOHUYECKO UMMYHHOU TPOMBOLIUTOIIEHUEN

Beenenue. [lepBuunas uMMyHHas TpPOMOOIUTO-
nenus (UTII) otHocutes k uncny opdaHHbix 3a60-
neBaHMii: exxeronHas 3abosneBaemoctbh UTII kone-
omercs ot 1,6 1o 3,9 Ha 100000 Hacenenus. Cpeau
JKEHIIMH 3aboyieBaHue BcTpedaercs B 3—4 pasa
yaiie Myx4dH. OCHOBHOE KJIMHUYECKOE MpPOsBIIe-
Hue UTII — remopparnueckuit cuaapom. TskecTsb
reMOpparu4ecKoro CHHAPOMa, onpenessieMas ypoB-
HEM TPOMOOITUTOB B NepuepUIECKON KPOBH, U CO-
OTBETCTBEHHO KJIMHUYECKas KapTHUHA 3a00JieBaHus,
Bapbupyet y otnenbHbix 6oabHbIX U TII. He nckito-
YEHO, YTO TSAKECTh I'eMOpPParuyeckoro CHUHApoMa
OTYACTH OMOCPEOBaHA TEHETUYCCKUM (DEHOTUIIOM
3a001€BaHus, KOTOPBIA TaKXKE MOXXET WUMETh WH-
TUBUAyaldbHbIEe 0COOEHHOCTH. Tak psjaoM aBTOPOB
OBLJIO TMPOAEMOHCTPUPOBAHO BIUSHHUE AalJICIbHO-
ro nonuMopdus3mMa reHoB Ha PUCK BO3HUKHOBEHUS
WTII u xapakTep 0TBETa HA TEPAIHUIO.

Hean. BeisBUTE 0COOEHHOCTH aJUICIBHOIO I10-
auMop@u3Ma TeHOB Psiia MPOBOCHATUTEIIBHBIX 1IH-
ToKUHOB y 601bHBIX UTII, nmpoxxuBarommx B Cee-
po-3amanHoM peruone Poccuiickoit denepanuu.

MarepuaJsl 1 MeTobl. B riccnenoBanue ObuH
BKJIIOUEHBI 68 manueHToB (59 KEeHIIUH U 9 MyxX-
ynH) ¢ UTII. Cpennuii Bozpact coctaBuia 57 (ot 24
no 77) net. Cpennsisi nponospkutenbuocts UTIT —
7 (2-48) ner. YV 19 (32,2%) xenuun UTII Obuta
BbIsiBIIeHa B Bo3pacte a0 30 net. Y 26 (38,2 %) na-
1UeHTOB (5 MyxuuH U 21 xenmuna) auarso3 UTII
ObLT TocTaBieH B Bo3pacte ot 30 1o 50 et BKIiro-
yuTeNbHO. B rpynmny ¢ mo3aHuM HavaioMm 3a0osieBa-
Hus (ocie 50 net) Bomwu 23 (33,8 %) GonbHBIX: 4
My>xuuH 1 19 sxenuuH. Kontponbsnyto rpymiy (KID)
coctawin 240 310pOBBIX JHL, HPONKUBAIOIINX
B CeBepo-3anagHom pernone Poccuiickont @enepa-
nuu. C nomombto metoaa [P u nocnenyromiero
PECTPUKIIMOHHOTO aHaJiu3a WCCJEeI0BaH OJIHOHY-
KJICOTUAHBIA MOIUMOpP(U3M B NMPOMOTOPHBIX 00-
nactsax rerHoB uHTepnedkuHa (MJI)-1b (=31 T/C),
NJI-6 (—174 G/C), NJI-10 (-592 C/A) u hakTopa He-
kpo3a onyxonu-anbga (TNF-A-308 G/A). HacToTsl
BcTpeuaemocT (UB) reHoTumnos omnpeaensnu nps-
MBIM TO/ICYETOM. MEXTpyIIOBbIE pa3inyus B pac-

IPEIEICHUN T€HOTUIIOB OLIEHUBAINCH C TIOMOILBIO
ToyHOTO MeToa ®umepa. [t pacuera ko3 duiu-
eHTa «oTtHomeHus mancoB» (OR) ¢ 95% nosepu-
TesibHbIM uHTepBanioM (CI) u p-3HaueHus npume-
Hsuics cratuctudeckuit naker GraphPad Prism 4.0.

Pesyabrarel. I'enorun MJI-10-592CC Berpe-
qascsi Heckoibko dame cpenu OonpHbIx WTII,
yeM B KI': 65,7% nporuB 54,0% coOTBETCTBEH-
Ho; OR=1,6; 95% CI: 0,9-3,1; p=0,15. IIpu sTom
YB yka3aHHOro BapvaHTa B rpymnie OoJbHbIX Oblia
3HaYMMO BbllIe y keHIuH: 71,2 % nporus 25,0 %
y myxuun ¢ UTII; OR=7,4; 95% CI: 1,4-40,5;
p=0,016. CpaBuenne ¢ KI' oOHapyxu10o 3Ha4MMOE
yBenuuenue YB renoruna MJI-10-592CC B rpyn-
ne maruenTok ¢ UTIL: 71,2% mnporus 54,0 %;
OR=2,1; 95% CI: 1,1-4,2; p=0,044. Hanpotus,
B Tpynne OOJbHBIX MYXCKOIO Ioja HaOIoanoch
CYILECTBEHHOE YBEJIMYEHUE JO0IM HOCUTENEH a-
nens —592A rena UJI-10: 75,0% nporus 46,0%
B koHTpose; OR=3.,5; 95% CI: 0,7-18,3; p=0,15.
Jlns pyrux M3y4eHHBIX T€HOB HE ObUIO BBISIBIIC-
HO pas3In4Mii B paclpe/ieIeHud TeHOTHIIOB MEXTY
rpynnoi 6onbabIx UTIT u KT, a Takxke B 3aBUCHUMO-
CTH OT I0JIa MAllMEeHTOB. B rpyImne *eHIMH ¢ paH-
HuM nedrorom UTII 66110 00HApYKEHO TIOYTH JBY-
kparHoe yBenmuenne UB renoruma MJI-1b -31CC,
10 CPAaBHEHUIO C OCTaJbHBIMU NarueHTamu: 15,8 %
npotuB 8,2 % coorBercTBeHHO; OR=2,1; 95% CI:
0,4-10,5; p=0,39. lons Hocuteneit amens TNF-A
—308A ObL1a B 3 paza BbIlIE B rpymIe O0IbHBIX MO-
noxe 50 ner: 26,7% mnporus 8,7% y manueHTOB
¢ no3auuM nebrorom UTII; OR=3,8; 95% CI: 0,8—
18,8; p=0,12.

BoiBoabl. YcranoBneHo, uyro reHorun MJI-10—
592CC sBnsercsa ¢aktopoM pucka pazputus WUTII
y JKeHIIMH. B cBoro ouepenp amnens —592A rena
NJI-10 moxer ObiTh BoBieueH B narorene3 WUTII
y JIMI[ MY’KCKOTo mojia. /[jisi BbIICHEHUS poyu all-
nenpHOTO TonmmMmopdusma renoB UJI-1b u TNF-A
B naroreHe3e WUTII w/mim ocobGeHHOCTAX OTBeTa
Ha Tepanuo HeoOXOAUMBI ajdbHENIINe UCCIIeI0Ba-
HUSL.
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THITEPKOATY/IAIMOHHBIE COCTOAHUA
Y BOJIbHBIX MHOKECTBEHHOU MUE/IOMOU HA ®OHE INPOBEAEHUA XUMHWOTEPAIINHN

Beenenne. MuoxectBeHHas muenoma (MM) —
MIPOTpeECCUpPYIOIICe mumpornponudepaTuBHOE
3a0o0yeBaHUE, KOTOpOE XapakTepusyercs Iuia3-
MOKJIETOUHOM HMHQUIbBTpalUeld KOCTHOTO MO3Ta,
MOBBIIIECHHBIM ~ COJIEP’)KAHUEM MOHOKJIOHAJIBHOTO
ummyHnornoOynuna (IgG, IgA, IgD umu IgE) B cbi-
BOpOTKE KpoBU W/mnu Oenka benc-/[)xoHca B Moye
U HaJU4YUEM OCTEOJUTHYECKHX IMOpPaXKEHUH ckelle-
ta. K Hanbonee yacTto BCTpeyaeMbIM OCIIOKHEHU-
saM y OonbHbIX MM oTHOCSTCS TpoMOOTHYECKHE
OCJIO)KHEHUS, KOTOpPbIE HEPEIKO SABISAIOTCA HEIO-
CPEICTBEHHOW IIPUYMHON CMEPTH TUX NMALUEHTOB.
K pa3Butuio runepkoaryisiiii U NOBBILIEHUIO pU-
CKa BO3HUKHOBEHHUs TpoM0030B mpu MM moryt
MIPUBOAUTH Takue (PAKTOPbI, KaK AUCIIPOTEHHEMHUS,
aKTUBHBIM aHTHOTE€HE3 B KOCTHOM MO3re, MpuMme-
HEHUE XMMMOTEPAIIUU U IIIIOKOKOPTUKOCTEPOUIOB.
PaboThl, MOCBSAIICHHBIE UCCACAOBAHUSIM B 3TOM 00-
JacTH, HEMHOTOYHCIICHHBI ¥ TIO3TOMY aKTyaJIbHBI.

Heab. HM3yyenue mnokazarened CHUCTEMBI TIe-
MocTa3a y OONbHBIX C BIEpBBIC BBIsBICHHOM MM
Ha GOHE MPOBEICHUS XUMUOTEPAITHH.

MarepuaJjibl H MeTOABI. B nccieoBanye BKIIOYEHO
30 6onbHBIX ¢ BriepBbIE BbIsIBIeHHOM MM. Menunana Bo3-
pacra manueHToB coctaBmia 64 roga. Cpemu obcneno-
BaHHbIX 06110 16 (53 %) Myxuun u 14 (47 %) KeHIIUH.
Jlnarao3 MM ycTaHaBIMBaIM COTIACHO OOIIEPHHATHIM
kputepusm. [gG Bapuant MM BoisiBien y 17 (57 %), IgA
BapuanT —y 5 (17%) u Bapuant benc-/[xonca —y 8
(26 %) 6ombHBIX. Y 18 (60 %) MarueHToB AMArHOCTUPO-
Bana [l cranus, y 12 (40 %) 6ombubix — I cTranus 3a60-
nesanus o Durie-Salmon. [Tapamerpsi cBepThIBatOIIEH
CHUCTEMbl KPOBH OLIEHMBAJHM T10 CIAEAYIOMIUM MOKa3are-
siM: iporpoMOuHOBHIA uHAeKe (I[1TU), akTuBupoBaH-
HOe yacTuyHoe TpomboruiacTuHoBoe Bpems (AYTB),
KoHueHTpaims Gudpunorena no Knayccy (®), rpombo-
nauHamuka. OCHOBHBIMHU IapaMeTpaMH TPOMOOJMHAMHE-
KU SABJSIIOTCS HavasibHast (V1) ¥ cTallMoOHapHasi CKOPOCTh
pocta cryctka (Vs), pasmep cryctka (CS), Hanmmuume
CIIOHTAHHBIX CTYCTKOB BJIAJI OT aKTHBAaTOpa CBEPTHIBA-
HUS, TUIOTHOCTH crycTka (D) u Bpems 3aepKKi pocTka
cryctka (Tlag). ccnenoBanue nokasareneii reMmocrasa
BCEM TalMEHTaM MNPOBOJWIM A0 Hayaja HPOBEICHUS
crienduyueckoil POTUBOOIYXO0JIEBOI Tepanuy 1 Mocie
2 KypcoB MHAYKLIHOHHOM XUMUOTEPANUU C BKIFOUEHUEM
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ooprezomuba. ['pynmy cpaBHeHus: coctaBuian 207 mpak-
THYECKH 370poBbIX xkuteneil Kuposckoit obmactu —
JIOHOPOB KPOBH M €€ KOMIIOHEHTOB, CONOCTaBHMbIX
10 MOJTY U BO3PACTy ¢ 00CIe10BaHHBIMU OOTbHBIMHL.

Pe3yabrarbl. Pesynbrarsl ncciaenoBaHus Opes-
CTaBJICHBI B BHUJEC CPEAHETO apUPMETHUECKOTO
YU CTaHJApTHOTO OTKJIOHEHUS. YCTAHOBJIEHO, 4YTO
y TNAalIHEeHTOB C BIEPBBIE BbIABICHHOM MM cko-
POCTHBIE TapaMeTphl, pa3Mep CrycTKa U Bpems
3aJIep’KKH POCTKA CTyCTKa MO JaHHBIM TPomMOo-
JUHAMHUKU OBbUIM CMEIIEeHbl B 00NacTh THUIIEPKOa-
TYJSIOUU 110 CPABHEHUIO C KOHTPOJBHOM I'PYIIION:
Vi=51,0+1,63 mxm/mMuH u 48,33+0,30 MxM/MHH
(p=0,018), Vs=30,2+1,43 mxm/muH u 25,5+0,17
Mkm/MuH  (p=0,006), CS=1203,6+37,40 w™MK™m
1 1053,8+4,91 mxm (p=0,05), Tlag=1,3+0,04 mun
u 1,1£0,01 (p<0,001). ¥ 12 (40%) 60npaBIX MM
HAOIIOanach BBIPAKEHHAS TUIEPKOATYIISIUST —
MOSIBJICHUE CHOHTaHHBIX CryctkoB. [lapamerp
IJIOTHOCTU CTYCTKa ObUT B Mpefenax HOpMaldbHBIX
3Hauenuii: 25033,7+1011,24 u 2511,2+267,62
(p=0,813). Ilokazarenu CBEPTHIBAIOIICH CHUCTEMBI
kposu (IITHU, AUTB, @) y OGoibHBIX ¢ BHEpBbIC
BbISIBJIEHHOM MM He oTinMyanuch OT MOKas3aresein
rpynnsl cpaBHeHHs M cocTaBwin 85,0+5,14 %,
24 7+1,71 cek, 3,52+0,85 1/, COOTBETCTBEHHO.
[Tocne npoBeaeHuss 2 KypcoB MHIYKIIMOHHOM XH-
MuoTepanuu y 00oapHEIX MM 1o naHHBIM TpOMOO-
JUHAMUKH COXPaHSJIOCh COCTOSIHME THIEepKoary-
aamuu: Vi=53,0+1,76 mMxm/mun, Vs=32,1+1,58
Mkm/mMuH, CS=1237,2+36,25 mxm, Tlag=1,4+0,06
MuH. Y 13 (43 %) manueHToB HaOMIONAIOCh TMOSB-
JIeHUE CIIOHTaHHBIX CrycTkoB. [Ipoucxonusn ciBur
noka3zarenei [ITU, AUTB, ®@ B cropoHy runepkoa-
rymsimuu: 123,0+7,36 %, 22,4+1,85 cek, 4,86+0,92
r/m,

BoiBoabl. Y GOJBHBIX C BIEpPBBIE BBHISIBICHHOMN
MM 1o naHHBIM TPOMOOJWHAMUKHU HAOTIOMAOTCS
HapyLICHUsS CHUCTEMbl T'€MOCTa3a CO CKJIOHHOCTBHIO
K runepkoarymsiiui. Ha ¢one mpoBenenus xumu-
oTepanuu CKIOHHOCTh K THIEPKOATYNSIIMUA COXpa-
usaercs. CTaHgapTHbIE MOKa3aTesld CBepThIBAIOLIEH
cucrembl kposu (IITHU, AUTB, ®) ¢uxcupopamu
HapylIeHWe TeMOCTa3a TOJIbKO TOCJE MPOBEICHUS
XUMHOTEPAIUH.
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MPOTHOCTUYECKOE 3HAYEHUE XPOMOCOMHbBIX HAPYIIIEHU

Y BOJIBHBIX C BIIEPBBIE BbIABJIEHHBIM XPOHUYECKHUM JINMM®0JIENKO30M

BBenenue. XpOHHUYECKUI mumdoneikos
(XJII) — at0 nmumdponponudeparuBHOe 3a00eBa-
HUE, BO3HUKAIOLIEE BCIEICTBUE MyTalluii B TEHOME
B-nmumdouuroB, koTopble MpUBOAAT K TpaHCOp-
Maly U aHOMAJIbHOMY pa3pacTaHHIO OTEIbHbBIX
B-kiieTouHbIx KIIOHOB. 3a0oJeBaHUE XapaKTepH3y-
eTcsl pa3HOOOpa3HOW KIMHUYECKOW KapTUHOW, He-
OJIMHAKOBOM IIUTENBHOCTHIO OOJE3HU U OTBETOM
Ha Tepanuio. [IpyUYuMHBI Pa3IMYHOrO TEUYECHHS 3a-
0oseBaHMsI U HEOJHOPOIHOCTH OTBETA HAa TEPAIUIO
npu XJIJI ocraroTcs 10 koHIIA HE pacIpPOBaHHbBI-
Mu. B HacTosmiee BpeMst UMeeTcs Bce Oobliie moj-
TBEPXKACHUHN O peraroleil pojaru XpOMOCOMHBIX Ha-
PYLICHH B IPOrPECCUM TaHHOMU OITYXOJIH.

Heab. M3ydyeHne npoOrHOCTUYECKOIO 3HAYEHHS
XPOMOCOMHBIX a0eppanuii y OOJIbHBIX C BIIEPBBIC
BbIsIBJIEHHBIM XJLJL.

MarepuaJibl 1 MeTOAbI. B riccnenoBanue BKIO-
yeHo 145 6onpubix XJIJI B Bo3pacte ot 33 1o 80 net
(MmemuaHa Bo3pacta — 61 rox). Cpeau obcnenoBaH-
HbIX ObuT1O0 87 (60%) MyxuuH u 58 (40%) >xeH-
mH. Jlmarno3 XJIJI BepudummpoBain coriiacHO
oOuienpuHATeHIM KputepusiM. OmpezeneHue cra-
U 3a00JeBaHMs TPOBOIWIN 1O KIacCHU(pUKAIIUU
J. Binet. ¥V 35 (24 %) nanueHToB yCTaHOBIIEHA CTa-
st A,y 98 (68%) — craquss Buy 12 (8 %) 6oib-
HbeIX — crajgusa C. MennaHa BpeMeHH HaOJIIOACHUS
3a ManueHTamu coctaBuia 68 mecsies (ot 6 10 175
MecsLeB). XpOMOCOMHBIE aHOMAJIMU B MOHOHYKJIE-
apax nepugepuyeckoil KpOBH OIPeIesId METOIOM
¢dyopecuentHoit rubpuauzammu in situ (FISH),
UCIIOJIb3Yys 30HIbI K Jokycam 13ql14.3; 12pll-qll;
11g22.3 u 17p13.1. B kaxxnoM citydae aHaau3upo-
Baiu oT 100 1o 200 uHTEepda3HbIX A1ep C YETKUMHU
curHanamu. lccrnenoBanus npoBOAMINM B MOMEHT
MOCTAaHOBKH AMArHo3a 70 Havyasia MpOBeIeHUS CIell-
udpuyeckor Tepanuu. Bee manueHThl, BKIIOYEHHBIE
B UCCJIE/IOBAHUE, MOJIYyYaad JICYEHHE IO Mporpam-
mam «FCR» nmn «FCR-litey». Beibop pexuma tepa-
IIUY 3aBUCEN OT BO3pacTa U COMaTUYECKOro cTaryca
00apHOTO. B KauecTBe BpeMEHHBIX MOKa3aTesneu a¢-
(eKTUBHOCTH Tepanuu UCHOIb30BaIN Oecrnporpec-
cuBHyt0 BebkHBaemMocTh (BIIB) u o6miyto BeKUBa-
emoctb (OB).

Pesyabrarbl. Pe3ynprarhl HccaenoBaHus MO-
Ka3zai, 4To ¢ nmomouipio Meroga FISH nopmasb-

HBII KapuoTun OblI BeIsIBIIEH Y 35 (24 %) G0sbHBIX
XJUJI. XpomocomHble abeppauuu Obut OOHapYy-
xkeHbl y 110 (76 %) nanuenToB, U3 HUX —Yy 64
(58 %) 60IBHBIX BCTPEUAIOCh OJJHO XPOMOCOMHOE
Hapywenue, y 33 (30%) naiineHo nBe HUTOreHe-
Tuyeckux abeppauuu u'y 13 (12%) obcnenonan-
HBIX BBISIBIICH CIIOXKHBIN KapuoTun (Tpu U Oosee
XpPOMOCOMHBIX aHomanuu). Haumbonee wacroit
XpOMOCOMHO# abeppaiueit y 60abHbIx XJIJI siBisi-
nack nenenus 13ql4, ona Obuta oOHapykeHa y 73
(50 %) nanmenToB. B xauecTBe €MMHCTBEHHOMN XPO-
MOcOMHOM aHomanuu Aeneuusi 13q14 Oblna BbIsB-
nena y 40 (55 %) OonbHBIX, B COYETAHUHU C IPYTH-
MU XPOMOCOMHBIMU HapyleHusaMu —y 33 (45 %)
nauueHToB. Pexe Bcrpewanuch aeneumst 11q22
u tpucomusi 12 xpomocombl —y 33 (23%) u 21
(15 %) 6onpHBIX, cooTBeTCTBeHHO. Jenenus 17p13
oOHapyxeHa y 10 (7%) nmauuenroB. Bo Bcex ciy-
yasx npenenus 17pl3 wabmrogamach B COUYETaHHUH
C JpYTMMHM XPOMOCOMHBIMM AaHOMAJUsIMHU. YCTa-
HOBJIEHO, 4TO y OonbHbIX XJIJI, nMeromux cra-
U0 A, JIOCTOBEPHO DPEKE BBISBISUIMCH U3MEHE-
HUS KapHOTHUIIA, YeM y TAlHUEHTOB CO CTaIUsIMHU
B u C. Y GonbHBIX cO cTagueil A XpOMOCOMHBIE
abeppauuu BoisgBIeHbl y 12 (34 %) manueHTos, TOr-
Jla KaK y nauMeHtoB co cragusmMu B u C nurore-
HETHUYECKUE HapylIeHHs BcTpedannch y 98 (89 %)
6onpHBIX (p<0,001). Hanbonee kopoTkas mpomo-
JKUTEIBHOCTh KU3HHU HaOofanach y MHalMeHTOB
CO CJIOKHBIM KapuoTUIOM U c nenenueit 17pl3.
Menunana OB B naHHOI rpyIie paBHsu1ach 22 Me-
camam. Y manudeHToB c naeneunueit 11923 u tpuco-
muen 12 xpomocomsbl Menuana OB paBHsnace 62
MecsitaMm. Y OO0JbHBIX C U30JUPOBAHHOMN JIeTIeInei
13q14 u y nui; 6€3 XpOMOCOMHBIX HapyIIEHUH Me-
nuana OB He JOoCTUTHYTa 3a Mepuo HaOIIOACHUS
(p<0,001). Menuana bIIB y nauueHToB ¢ nenenu-
et 11923 u tpucomueii 12 xpomocomsl cocTaBuia
29 Mecs1eB, y O0IbHBIX CO CIIOKHBIM KAPUOTUIIOM
n nenenuein 17pl13—8 mecsueB. Menunana BIIB
y OOJNBHBIX C HOPMAJIbHBIM KapHOTUIIOM U HU30JIU-
poBanHou paeneuued 13ql4 paBusinace 47 mecs-
uam (p<0,001). Kpome Toro, BbIsiBI€HUE JI€IELIMU
17p13 xoppenupoBano ¢ NepBUYHON pedpakTep-
HOCTBIO K (uIyapaOuHCOACpKAIIUM PEXUMaM Te-
parmmuu (p=0,013).

33



BECTHUK TEMATOJIOINU, rom X, N° 3, 2017

BeiBoabl. Takum 00pa3oM, BapuaHT XPOMOCOM-
HBIX AHOMAJIMH SIBIIIETCS MPEIUKTOPOM Oecmpo-
TPECCUBHON M 00IIeld BBDKMBAEMOCTH OOJIBHBIX
¢ Buepsbie BoisiBIEHHBIM XJIJI. OueHka XxpoMocoMm-

HBIX albeppauuii HeoOxonuMa JUIsl UICHTU(UKALTIH
MAUEHTOB ¢ HeOmaronpusTHeIM TedeHueMm XJIJI
1 MOXET CITy’KUTh OCHOBOM ISl pa3paboTKu mepco-
HU(ULIUPOBAHHON TEparnuu.

Heoneun [J. A.*%, EHykaweuau H. H.*?, Ailizenuumadm A. A.%, Advrios L. P.?

1 T'BOY BIIO «Cesepo-3anadnvlii [ocydapcmeeHHbill MeduyuHckull YHugepcumem um. H. H. MeuHukosa»,
Mumnszdpae Poccuu, HUJI KaemouHbix mexHosozuti, Cankm-Ilemep6ype, Poccuiickass Pedepayusi
2000 lokposckuii bank Cmeos08bix kaemok, Cankm-Ilemep6ype, Poccutlickas Pedepayus

KY/IeTUBUPOBAHHE TEMOIIO3THYECKHX CTBOJ/IOBBIX KJIETOK
IIYIIOBUHHOU KPOBU — OIITUMHU3ALINA METOAUKHN

BBenenne. KynbTuBHpOBaHME CTBOJOBBIX KJile-
tok nmynoBuHHOU KpoBu (CK IIK) siBisieTcst oqaum
W3 TEePCHEKTUBHBIX HAMPABICHUHN MO YIYUYIICHHUIO
MPYKUBIICHUS, @, CIIEOBaTEeIbHO, IOBBIIICHUIO
3¢ (HEeKTUBHOCTH TPAHCIUIAHTAIIMA TEMOIIOATHYE-
ckux ctBOJOBBIX KieTok (TI'CK). Ilnst ycmemrHo-
ro KyJbTUBHPOBAHUS HEOOXOIUMO COONIONATH PST
TpeboBaHMii: 1) yBenInueHne yucia KIETOK, 2) CO-
XpaHEHHUe CTBOJIOBOCTH, 3) COXpaHEHHE KapuOTHUIIa
(OTCYTCTBHE XPOMOCOMHBIX IIEPECTPOEK).

Heab. [TonoOpath ycnoBUs BBIICICHUS U OYUCT-
KH, a Takke KyaptuBupoBaHusi ['CK, momydeHHBIX
n3 ceexed [IK, mis yBennueHHs] UX KOJIUMYECTBA,
MIPU COXPAHEHUU CTBOJIOBOCTH.

Marepuansbi u metoabl. ['CK Boigensnu u3 o0-
pasuos IIK (n=18) Ha rpaauente ¢ukomna ¢ mo-
CIEeAYIOUIEN cenapaluend ¢ UCIO0Jb30BaHUEM KOHb-
IOTUPOBAHHBIX C MATHUTHBIMU YaCTUIIAMHU aHTHUTEI
K moBepxHocTHOMY Mapkepy CD34 (Miltenyi Biotec,
I'epmanus). B nporiecce BblaeneHUS! TECTUPOBATIOCH
BiusiHUE Kodddunuenta passenenus [1K Oydepom
U Hcrnoib3yeMoro Oydepa Ha YHUCTOTY BBIICICHHS
1 JKU3HECIIOCOOHOCTH KIJIETOK.

KonuuecTBO KIIETOK paccUUTHIBAIM COINIACHO
JaHHBIM TPOTOYHOM 1uToMeTprn. Kietku (10%/mi)
BBICEBAJIM Ha KYJIbTYpaJibHbIE 6-TyHOUHBIE IIIaHIIIe-
To1 (TPP, llIBeitapus). B kauecTBe huaepHoro cios
KCIIOJIb30BAIM ME3EHXUMAaJIbHbIE CTBOJIOBBIE KIIET-
ku. Kierkn kynsruBuposamu B cpene IMDM, co-
nepsxament 20 % 3amenutens ceiBopotku BIT 9500,
10 exq nenumuiuinHa, 10 MKT CTpENTOMHULIMHA U TTO-
NOOpaHHYI0O HaMHM paHee ONTHUMAalbHYI0 KOHIIEH-
Tpaluio HUTOKUMHOB. Mopdonoruueckuii aHamms
xonoHui I'CK, pacTymux B METHIILEIIIONO3HON
LUTOKMHCO/EpKALLEH cpele, IPOBOJWIN COINIACHO
OOIIETTPUHATHIM METOIUKAM U BHYTPEHHEMY MPOTO-
koxy. [Ipouent CD34+ u CD34+CD133+ kietok
OLICHHUBAIIM METOAOM MPOTOYHON HUTOMETPHUH CO-
IJIaCHO MPOTOKOJIaM mpousBoguTeneit. /s okpacku
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ucrnonb3oBanu antutena k CD34 (BD Biosciences)
u CDI133 (Miltenyi Biotec). KuznecnocoOHOCTB
KJIETOK OIIEHMBAIU C MOMOIIBI0 (IIFOOPECIIEHTHOTO
Kpacurens 7-amuHo-akTuHOMULIMHA D (7-AAD).
Pe3yabrarbl. bouto uszyueno BiusHue kodpdu-
muenTta passenenus [1K 6ypepom PBS (HyClone),
conepxkamum 0,02 % DIJITA, a Takke BIUSHUE HC-
MOJIb3yeMOro Tpu pas3BeneHun Oydepa (pacTBop
Xnsnkca, HyClone+0,02 % 3/ITA wnu PBS+0,02 %
OJITA) Ha YHCTOTY BBIJCJIEHUS U >KU3HECIIOCOO-
HOCTb KJIETOK, BbleJeHHbIX U3 [IK u KynsTuBHpO-
BaHHBIX. [Ipu mogdope koddunmeHTa pa3BenecHUs
npenaparoB [IK ycTaHOBIEHO, 4TO ONTUMAJIbHBIM
g 6ypepa PBS+0.02% D/ITA nepen uentpudy-
rUpoBaHNeM Ha (QUKoIe saBsieTcs paspenenue 1: 1.
[Ipu GonpIIMX pa3BeNeHUSIX YBETUYHBACTCS MPO-
et CD34+ kieTok B MOHOHYKJIeapHOU (ppakiuu
1o u nocine cenapauuu (9699 % nporus 91 % npu
pasBeneHnn 1:1), OMHAKO CHUXKAETCS YKU3HECIIO-
coOHOCTh KieTok (34 % npu pa3seaenuu 1:3 mpo-
TuB 75 % npu pa3seaenuu 1 : 1). Konuenrpanus kie-
TOK 4Yepe3 TPOe CYTOK KyJIbTHBHPOBAHHUS BO3pOCIa
1o 8*%104—105 knetok/mi, npudeM nporeHt CD34 +
kietok coctasisut 100 %. U3 CD34+ xnerok 80 %
seiasick CD133 +, KOE-TecT mokasan, 4ro Ha 7-U
JIeHb KyJIbTUBUPOBAHMS B METUIILIEIUTIONIO3HOM cpe-
ne 85% cocraBmsaror CFU-GM, 1.3% — CFU-M,
51% —CFU-G wu 11.5% — BFU-E+CFU-E.
CrnenyeT OTMETHUTH MOSBICHHUE K 7-MY JTHIO KYJIbTH-
BUpoBaHUs (PrOpoOIacTONONOOHBIX KIETOK B KOJIO-
HUSX, YTO TOBOPUT O MPUCYTCTBUU JPYTUX CTBOJIO-
BBIX U IPOT€HUTOPHBIX KJIETOK B Mperaparax.
BoiBoabl. 1. [TogoOpanubie yciaoBus mpoOonos-
roroBku no3Bosniu BelienuTh ['CK u3 ceexeit 11K
C BBICOKOU cTeneHbto ouucTku (91-99 %). 2. [Momy-
YEHHBIC KJIETKH COXPAHSIOT BBICOKHU mposudepa-
TUBHBIN TTOTeHIMAN. 3. B momoOpaHHbIX HAa CeroaHs
YCIIOBUSX ITIOPUIIOTEHTHOCTh COXPAHSIETCs HecTa-
OWJIbHO, YTO MOXET OBbITh CBA3aHO C OTCYTCTBHEM

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
6-7 vitons 2017'r.

B cpene nurokuHa Flt-3. B HanpaBnenuun coxpane-
HUS IUTIOPUIIOTEHTHOCTH IUIAHUPYETCSl BECTH J1ajlb-
Heliyto paboty. 4. [lepcrieKTUBHBIM NpencTaBIs-

€TCsl U3yUECHHE U OBJIAJICHUE HA TPAKTHUKE METOAAMMU
Beienienust I'CK u3 3amopokennsix o6pasmos [1K
C MOCIIEAYIOUUM KYIbTUBUPOBAHUEM.

Hznamvwes C. B., /IsaHz2y308 A. B., /lokwiuna H. A., AH4eHKko B. A.,
Tamaypoea H. I1., /lacyHnoea O. P, I1o3deee H. M.

DedepasvHoe zocydapcmeeHHoe 6100xcemHoe yupesxcdeHue Hayku «Kuposckuil HayyHo-uccaedogsameabCKull UHCMumym
eemamo.io2uu U nepeausaHus kposu PedepasbHoz2o MedUuKo-6Uo02UHecK020 azeHmemea», Kupos

MCEBJOMEMBPAHO3HBIN KOJUT Y OHKOTEMATOJ/IOTMYECKHX BOJIBHBIX

Beenenne.  IlceBnoMeMOpaHO3HBIM  KOJIUT
(ITMK) — penxoe 3abosieBaHHE, KOTOPOE aCCOIHU-
upyercsi ¢ aHTHOaKkTepuaibHON Tepanueil. Jleranb-
HOCTh IIPU 3TOM 3a00JI€BAHUU BBICOKAs U MOXKET
nocturath 30%. Y oHKOreMasorndeckux OOJIbHBIX
Ha ¢oHe BbICOKOA03HOM Xxumuorepanuu (BXT) mo-
T'YT pa3BuUBaTbcs QyIbMUHAHTHBIC (POPMBI TCUCHHUS
[IMK, nipu 3TOM yacToTa HEOIAroNpPUATHBIX HUCXO-
JIOB 3HAYUTEJIBHO BO3pacTraeT W JocTuraer 58%.
Cuuraercs, yto 0a3ucHas MEAMKAMEHTO3Has Tepa-
nust npu ¢pynsMuHanTHOM TeueHuu [IMK okas3biBa-
eTcst Mano3(p(eKTUBHOM, 4TO TpeOyeT pajnuKaIbHO-
IO XHPYPrU4eCKOro BMEIATENIbCTBA — MUCCEUEHUS
MOPAKEHHBIX YYaCTKOB KUIIIEYHHKA.

Henab. YCTaHOBUTH 4YacTOTy BCTPEYAEMOCTH
U TPOAHAIN3UPOBaTh TEUEHHE (PYIbMUHAHTHBIX
dopM mnceBJoMEeMOPaHO3HOTO KOJUTA Y OHKOreMa-
TOJOIMYECKUX OOJbHBIX.

Marepuajbl u1 MeToAbl. 3a NOCIEAHUE 5 JIET
B remarosiornueckoi knuauke BXT nmomyuanu 9779
nanueHTos, y 2 (0,02 %) u3 Hux paszsuiach QpyabMu-
HanTas popma [IMK.

Pesynbrarbl. [lanment 15 ner ¢ amarHosom
OCTpbIi JTUM(pOOIACTHBIN JIeiiKko3, KOMOMHUPOBAH-
HBIN peruanB 3 (mopa’keHue KOCTHOIO MO3Tra U Siu-
yek). [locne BXT (FLAG-tepanusa ¢ unopyounu-
HOM) Ha ()OHE rumnoria3uu KposeTBopeHus (Ha 20
CYTKHU) HMOSBUJIMCH MPU3HAKU KOJUTA C NMEPUTOHU-
aJbHOM CUMIITOMAaTHUKOM, YTO SBUJIOCH MOKAa3aHUEM
K JlanlapoToMHH. MIHTpaonepaoHHO YCTaHOBIIEHBI
xapakrepssle 1yt [IMK nopakenus mpasoro otze-
Ja TOJCTOTrO KMILEYHUKA. BBUAY TsKECTH cOCTOS-
HUS, TUIOIUIA3UM KPOBETBOPEHUS OBLIO PELIEHO
OrPaHUYUTh 00BEM OINEpalMy 10 CaHAllUK U Ape-
HUpoBaHus OpromHoN nonoctu. Ha ¢one xoHcep-
BaTMBHOMW TEPANINU U BOCCTAHOBJIEHUS IOKa3aTeseu

reMorpaMMbl pa3BHJICS HEKPO3 YYACTKOB TOJCTOTO
KHUIIIEYHUKA, B CBSI3U C YeM ObliIa BHITIOJHEHA MPABO-
CTOPOHHSISI TeMUKoIoHdKTOMUs. [locneonepannon-
HBIN MEPHOJ MTPOTEKA MIAAKO, MAIIUEeHT ObLT BBIH-
CaH B YJIOBJIETBOPUTEIBbHOM cocTosiHUM. [lannenTka
46 et c amarno3oM JinMdoma XomKkuHa, 4A craguu
C TMOpaXEHUEM MEIUACTHHAIBHBIX JHUM(OY3IIOB,
MIEYCHH, CETIC3CHKH, JIETKUX, (MIEPBUUYHO-PE3UCTEHT-
Has (opMma, Iporpeccupyroliee TeUeHHUE) I0cie
BXT — 4 xypc B-GEV (2 nunaus tepanuu) — Ha 11
CYTKH PA3BUJICS HHTEPOKOJIUT, CEICUC, TOSIBUIUCH
MepPUTOHHUANIbHBIE CUMIITOMEI. [Ipu peBu3uu Oproii-
HOI1 MOJIOCTHU BBISIBJICHO TOTAJILHOE MOPaKEHUE TOJI-
CTOTO KHIIEYHHKA. YUYUTHIBAas KPAWHIOK CTENEHb
TSIPKECTH COCTOSHUS OOJILHOM, KOJIOHOKTOMHSI ObLIa
IIPOTHBOIIOKA3aHa, BBIIIOJIHEHA CaHALUS U JIPEHUPO-
BaHue OpromHoi nojgoctu. COCTOSIHUE MAIlMeHTKH
MIPOTPECCUBHO YXYIIIAIOCh, HA BTOPBIE CYTKHU IO-
CJIe Olepalyu KOHCTaTHUpPOBaHAa cMepTh. B obomx
CIy4asix COINPOBOJIUTEIbHASL TEpanus HadYMHaAIach
¢ nepBoro qHs BXT u Bkitodana npoTuBOMHUKPOO-
HBIH Mpernapar Ko-TpuMokcasod. [To qanabsiM 6akTe-
pHOJIOTHYECKUX BhICeBOB (Kana 1 kpoBu) [IMK Obit
ocioxkHeH pseudomonas aeruginosa (PA).
BoiBoabl. [IMK ¢ ¢ynbMUHaHTHBIM Te4YEeHUEM
ABIIIETCSI PEIKUM OCJIOXKHEHHUEM y OHKOTeMaToJIo-
ru4eckux O0onpHBIX. [IpuynHa ero pa3BUTHS TMOJIH-
3TUOJIOTHMYHA — KJIMHUYecKas kaptuHa [IMK pas-
BUJach Ha (hOHE NPUMEHEHHUs SHTEPOTOKCUYHBIX
npenaparoB (uuTapabMH W BUHOPEIHOWH), BBIpa-
YKEHHOTO BTOPUYHOTO UMMYHO/Ie(DUIINTA, KOHTAMU-
Hauu PA. BBUy TSDKECTH COCTOSIHUSI, HA 'y OJTHOTO
U3 MaIMEeHTOB OTHOMOMEHTHYIO PaIMKaJIbHYIO OIle-
palrO BBIIOJHUATH HE yAAlOCh. JIeTalIbHOCTh IpH
¢dbynbmunanTHoM Tedenuu [IMK cocrasuna 50 %.
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@I'BY «Poccutickull Hay4Ho-uccaedosamensCKull UHcmumym zemamo.Jio2uu U mpaxcgysuosnozuu
DedepasrbHO20 MedUKO-6UOI02UYECKO20 azeHmcmeay, 2. CaHkm-Ilemep6ype

OCOBEHHOCTH ITIOJIMMOP®HU3MA TEHOB, ACCOLMMPOBAHHBIX .
C PABBUTHUEM OKCUJAATUBHOTI'O CTPECCA, ¥ BOJIbHBIX C TAXKE/JION TEMO®UJINEN

BBenenne. Teuenue tsoxenoir ¢popmbl remodu-
JIUU 3a4acTyl0 COIPSDKEHO C MOPaKeHUEM CycTa-
BOB, MPHUBOSIIMM K CHIDKCHHIO KauecTBa >KU3HU
Y MHBAJIWIU3ALMU 3TOW Tpynmbl manueHtoB. OT-
JIOKEHHE JIEPUBATOB XKelle3a JIM3UPOBAaHHOW KPOBU
B IIOJIOCTh CYCTaBa BCJEACTBUE PELMANBHUPYIOIINX
reMOpparuuecknx 3MHU3070B MPUBOAUT K aKTHBA-
LMY TaKuX IMPOIIECCOB, KaK BOCIHAJICHUE U OKCHJIa-
tuBHBIN cTpecc (OC), crnocoOCTBYIOMNX PA3BUTHIO
y OOJbHBIX TeMouInei XPOHUYECKOW apTpora-
tuu. HebnaronpustHoe BIUSHUE BHEUIHUX (aKTO-
POB MOXKET yCyTyOnAThCS HaTMYUEM T'€HETHYEeCKOM
MIPeIPACTIONOKEHHOCTH K pa3BuTHio OC Uin/u cCHU-
KEHHUIO aKTUBHOCTH aHTUOKUCIUTEIbHON CUCTEMBI.
K nacrosmeMy BpeMeHH gaHHBIE 00 0COOCHHOCTSX
aJJIeIbHOTO MoIuMOp(dU3Ma reHOB, aCCOIUMUPOBAH-
HBIX C Pa3BUTHEM OKCHJATUBHOTO CTpecca, y 00lb-
HBIX C TSDKEJIOM remModuianel mpakTUYeCKHd OTCYT-
CTBYIOT.

eab. YcTaHOBUTH OCOOCHHOCTH aJIICIBLHOTO
noauMopdu3Ma HEKOTOPBIX T'€HOB, aCCOLMUPOBAH-
HBIX C pa3BUTHEM OKCUIATUBHOIO CTpecca, y 00ib-
HBIX C TSDKEJBIM Te€YEHHEM reMo(uiIuu.

Marepuanasl ¥ MeToabl. beuta n3yyena rpyn-
na u3 71 GONBHOTO C TSHKENOH remModunueit A nim
B (62 19 naneHToB COOTBETCTBEHHO). Y Bcex 00JIb-
HBIX HaOIIOJaJICd 0CTE0apTPO3 KPYIHBIX CYCTaBOB,
C YaCcTOTOW BHYTPHUCYCTABHBIX KPOBOTEUEHUU OT 6
1o 13 snuzonos B roa. Kourponsnyto rpynmy (KI)
coctaBwin 255 370poBbIX MYyX4MH. C IIOMOILBIO
merona [P u mocrmenyromero pecTpuKUHOHHOTO
aHajM3a MPOBOAWIN TE€HOTUIIMPOBAHHUE MOJIUMOP-
(hu3mMa reHoB MeTHIICHTETparuapodoaT peayKra3bl
(MTHFR C677T), anonmunonporenna E (ApoE e2/
e3/e4), mapaokconassl (PON1 GInl192Arg), karana-
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361 (CAT C-262T) u nina3MeHHOM TITyTaTHOH MEePOK-
cunasbl (GPX3 T-65C). Cratuctuyeckue pazandus
B pacrpeeIeHuy TeHOTUIIOB MEX/1y IpyHIoi 00Jb-
HbIx 1 KI' orieHrBau ¢ moMoIIp0 TOYHOTO METOA
Oumepa. J{ns pacuera ko3P PHUIHEHTA KOTHOIICHUS
mancoB» (OR) ¢ 95 % noBeputeabHBIM HHTEPBAIOM
(CI) m p-3HaueHHS] TPUMEHSJICS CTATUCTUYECKUI
naket GraphPad Prism 4.0.

Pe3yabrarbl. BBUTO BBISIBICHO HEOOBIUHOE pac-
npeneneHue reHoTunoB ApoE B rpymme GoiabHBIX
remopunmeit. OTcyTcTBUE amens e3 HabIaAanoch
y 7 (9,9 %) maumenTtos, 4to Oosnee yeM B 3 pa3za mpe-
BBIIIAJIO COOTBETCTBYIOIINN [1OKA3aTeNlb B KOHTPO-
ne — 3,1% (OR=3,4; 95% CI: 1,2-9,7; p=0,025).
B wactHOCTH, YacTOTa BCTpE4aeMOCTH TI€HOTHUIIA
ApoE e2/e2 6buta B 10 pa3 BeIie B rpymnme 00Jb-
HbIX (4,2 % npotus 0,4 % B KI, OR=11,2; 95% CI:
1,1-109,5; p=0,034). Bapuautsl ApoE e2/e4 u e4/
e4 TakxKe BCTpeYalIMCh 4allle CpPeAMd NalMeHTOB,
4yeM B Ipymnie 300poBbIX jul (2,8 % nporus 0,8 %
u2,8 % npotus 2,0 % coorBeTcTBeHHO). KpoMme TorO,
B rpy1ie O0NbHBIX ObLTa 0OHAPYKEHA TTOJIOKHUTEIb-
Has accouuanusi Mmexxay Bapuantom PON1 192Gln/
GIn u rereposurorHsiM reHorunom GPX3-65TC
(OR=5,8;95% CI: 1,3-25,7; p=0,021). Coueranue
ykazaHHbIX reHotunoB PON1 u GPX3 Gonee uem
B 5 pa3 vaie oOHapyKUBAJIOCh B TPYMIE OOIBHBIX,
gyem B KI' (8,5% mporuB 1,6% COOTBETCTBEHHO,
OR=5,5;95% CI: 1,3-22,8; p=0,016).

BoiBoabl. [lonmyueHHble [aHHBIE CBUACTEIb-
CTBYIOT O TOM, 4YTO BapuaHThl reHoB ApoE, PONI
n GPX3, accounnpoBaHHbIE C Pa3BUTHEM OKCH/JIa-
TUBHBIX HApYIICHWH, WTPAIOT BaXKHYIO POJb KaK
MPEIMKTOPHI B AUATHOCTUKE KOMOPOUIHBIX COCTO-
SIHUI y OONBHBIX C TSXKEJION reMouiinei.
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DedepanbHozo meduko-6uosozuveckozo azeHmemaea, 2. Cankm-Ilemep6ype

TUNEPTOMOLIMCTEMHEMMS B TEHE3E OKCUJIATUBHBIX HAPYILIEHUI
Y BOJIbBHBIX C TAXKEJ/IBIM TEYEHUEM 'rEMO®HWJ/IUU

BBenenue. KomopOuHbie COCTOSIHUS B HACTOSI-
1iee BpeMsl 4acTO OCJIOKHSIOT OCHOBHOE 3a00JieBa-
HUE Koarynornaruei, 3HaHhe UX reHe3a M MposiBie-
HUI TO3BOJISIET U3YUUTH CIIOCOOBI CBOEBPEMEHHOM
JUArHOCTUKUA M JICUEHUs. XPOHUUECKHUE MaKpo-
U MHUKPOT€MOpparuv B CYCTaBHbIE€ U MBIIICUHbIE
TKaHH, TIOKU3HEHHAs 3aMECTUTEIbHAs MpouIak-
THKa JeUIUTHBIME (paKkTOpaMu MOXKET MPOBOIIH-
pOBaTh META0OINYECKUE HAPYIICHUS U yCYTyOIsiTh
TSOKECTh TEUEHUs TeMO(HINU, MPUBOIUTH K BO3-
HUKHOBEHHUIO U TPOrPECCUPOBAHUIO COIYTCTBYIO-
IIMX ¥ KOHKYPEHTHBIX 3a00J1€BaHUM.

Hean. MccnenoBanue CONpsSKEHHOCTH OKCUIA-
TUBHO-AaHTUOKUCIIUTEIbHBIX PEAaKUUi U YPOBHS rO-
MOIIMCTENHA KaK MHAYKTOpa OKCHIALIUU Y OOIBHBIX
C TSDKEJBIM TeYeHHeM reMopunuu

Marepuansl U MeToabl. 69 GONBHBIX C TSDKE-
JbIM TeueHneM remopmmuu A u B, renomuas JTHK
71 manmentoB. MHTeHcuBHOCTH mporieccoB [1OJI
HCCJIEJIOBAIU [0 YPOBHIO MAaJOHOBOTO JIWAJIb/ETH-
na (MIIA), aatuokucautenpHyto cuctemy (AOC)
M0 aKTUBHOCTU (DEPMEHTOB: CYMEPOKCHUAUCMYTa-
3p1 (COJ), karanaszsl (KAT), HeTHONOBBIX rpyIil
(HTT'). UccnenoBanu: copepaHue TOMOLIMCTEHHA
B I1a3Me; 9acToThl reHoTuioB MTI' ®P, A192G na-
pokcanasbl, CT262 karamazer, GPX3 TC65 rmyra-
THOH MIEPOKCUIA3bl; MPOBOIAMIIN ONPECICHUE aHTU-
tes k Bupycy renaruta C (BI'C).

Pesyabrarbl. OnpeneneHa yacToTa TUIIEProMO-
muctenHemun (I'T1l) xak mHAYKTOpa OKCHIATHB-
Horo ctpecca (OC), koTopas coctaBuia y OOIbHBIX
34,70% mnpotu 8% B momynsauuu CeBepo-3anaaa
Poccun. V 6onbabix remodunueii ¢ I'T1l yctanoB-
JieHa akTuBaus renepanuu aunonepexuceit (I10JI)
M0 YBEIUYECHHOMY COJEPKAHUIO MPOMEKYTOUHO-
ro npoxykra MJIA —17,93+93 nporus 11,0+0,9
(p<0,05) B HOpMe U HecOamaHCHPOBAHHOCTH UX

JIETOKCHKALINY TI0 CHIDKeHHIO ko3 duinenTa cyre-
pokcuIrcMyTasbl / katanasbl ¢ 21 Hopmsl 10 10,7.
BbIsSBICHO CHMKEHHME AKTUBHOCTH INIyTaTHOHIIE-
pokcuaasbl o yposHio coaepxkanust HTT (0,2+0,03
npotus 0.34+0,02 Hopmbl, p<0.05), sBsromeiics
BakHeHmuM komroHeHToM AOC psiia TKaHei, 4To
YKa3bIBaeT Ha NOTPEeOIeHNE BOCCTAHOBIEHHOI'O Iy~
tatrona HTT npu ytunusamnuu cBoOOAHBIX paauKa-
noB y 6onbHBIX remodunueit ¢ I'TL]. Yactora BI'C
B JIaHHOH rpymnmne coctaBuwia 75 % npotus 57,7 %
y aui 6e3 rumeproMmouucteMHeMuu. JlaHHble re-
HETHUYECKUX HCCIIEA0OBAaHUN MPOJEMOHCTPUPOBAIH
BBICOKYIO TEHETUYECKYIO0 Harpy3Ky, 00yCIOBICHHYIO
nogumopguzmom CT677 MTI'®P, kotopast cBs3aHa
¢ noBeimenHoi skcripeccuer [T, [Tomamopduszm
reHoB AOC: A192G napoxkcana3zel, CE262 xarana-
3bl AMarHocTupoBaH y 62,5% u 29,1 % nauueHtos
¢ I'TL, accounnpyercst ¢ IKCOPECCUE yKa3aHHbBIX
(dbepMEeHTOB, TTOHUKEHHOM KAaTaTUTUYECKON aKTHB-
HOCTbBIO M C PUCKOM TUC(HYHKIIUN AaHTUOKUCITUTENb-
HOM 3aIlUTHI.

BeiBoabl. 1. BblsiBneHHas rumnepromouucre-
uHemust y 39% OoNbHBIX ¢ TspbKenou (hopMoil re-
Mounnu  conpoBoxnaetcst aktupauueil  [10JI
U IUcOalaHCOM AHTHUOKCUIATUBHOM CHCTEMBI.
2. IlpenuKkTopamMu pUCKa OKCHJATHUBHBIX Hapylle-
HUuid ¥ [T1] y GONBHBIX C TSDKEIBIM TEUCHUEM Te-
MO(UIMM MOTYT CIYKHUTh HOCUTEIbCTBO MOJIMMOP-
¢u3moB renoB MTI'®P C677T, napokcanassl PON
A192G u myrarnonnepookcuaassl GPX3T65C.
3. Bricokas yactora BcTpeuaeMocTu MapkepoB BI'C
y OonpHbIX remoduiueit kak ¢ I'TL (75%), Tax
u B oOuleil rpynmne oOcnenoBanHbix (63,7%), co-
YETAKTCS CO CHU)KEHHEM KaTaJIUTUYECKOW aKTUB-
HOCTH OCHOBHBIX (DEPMEHTOB aHTHOKUCIUTEIbHOM
3aILUTHI.
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MeduKo-6U0/102u4ecK020 azeHmcemeay, 2. Cankm-IlemepG6ype,

BHE/IPEHUE PE3Y/IBTATOB HAP B IPAKTUKY ITPO®PH/IAKTUKH U JIEYEHHA
TPOMBO30B 1 KPOBOTEYEHHHU B rOPOACKUX AKYIIEPCKO-THMHEKOJIOTUYECKHUX
CTAIMOHAPAX TOPOJA JIEHUHTPAZA — CAHK-IIETEPBYPTA

C 1981 1, BoT yxe 6onee 35 net, Ha 6aze Poauis-
Horo noma Ne 6 umenn tnipodeccopa B. @. Cueru-
peBa, ycremHo padoraer [opoackoil remaronoru-
yeckui akymepckuii nentp (I'TAILL), co3mannbrit
110 MHUIIMATUBE U MIPU HEMOCPECTBEHHBIM YUaCTUU
BBIJAIOIIUXCS JeATEICH O0T€YSCTBEHHON MEIUIINHBI
npod. 3ou JmurpueBusl Penoposoil (Jlenunrpas-
ckuit HUW nepenuBanus kposu) u ipod. Maprapu-
TeI AJiekcaHapoBHbl PenmHoi (kad. akymiepcTBa
u ruHekonoruu Jlenunrpaackoro I'ocynapcTBeHHO-
ro MHCTUTyTa ycoBeplleHcTBoBaHMs Bpaueil (I'U-
JAYB). IlpakTuueckuM HUCIOJIHUTENIEM U OpraHu-
3aTOpPOM YCIICITHON pabOThI IIEHTpPa BCE ITH TOMABI
ObLa ero 3aBenyromas K. M. H. ['annHa AnekceeBHa
KpacoBckas (Bpau 1abopaHT U TeMaTosor BhICIIECH
KaTeropuu). B 0CHOBY neATeIbHOCTH EHTpa ObLIN
MoJIOKEHbI TpeaecTBytomue B 40—60-e roabl Ha-
YUHO-IIPAaKTUYECKHUE HcciienoBaHus JIeHnHrpaacKo-
ro HUU nepenuBanus kposu (JIUIIK, ueine ®I'BY
«Poccuiickuit HUNUI'T», HaydHblid pPyKOBOIWUTEIb
akanmeMuk AHToHMH Hwukomaesmu ®wunaroB, Iu-
pekTop K. M. H. Anekcauap Jlemunosuu bemsikos).
OpranuzoBanHas B 1958 1. akagemuueckas rpynmna
(M. A. KoToBLIMKOBa) IIpU XUPYPrUUECKON KIMHU-
ke, a ¢ 1963 r. maGopaTopusi cBepThIBaHUS KPOBU
(3. . denoposa), ABHIIMCH HAyIHOU 0a30ii, periaro-
el Mmetonuyeckue mpodieMel, obecredeHrne ua-
THOCTUYECKUMH peareHTaMu U IeéMOCTaTUYeCKUMU
TeMOKOMITOHEHTaMH, HEOOXOAMMBIMHU JJISi MEJH-
LIMHCKOM TOMOIIM KEHIIIMHAM C HACJIeJICTBEHHBIMU
Y MPUOOPETEHHBIMU HAPYIICHUSIMH CUCTEMBI T€MO-
cTaza, ¢ TpoMbo3amMu U KpoBoTeueHusiMU. Kpome
TOrOo, 11 3ToM 1enu B 1967 1. ¢ momompro JIMIIK
B COCTaBe TOPOJCKON CTAHIMU CKOPOW MOMOIIU
OblTa CcO37aHa, pPEeaHMMAlMOHHAS CIEIUATH3UPO-
BaHHasl remaroyiornyeckas Opuraza, Bbl€3KaBLIas
B CTallMOHAPBI ¥ pOJIMIIbHBIE JOMA JJIs1 JICUEHUS IIPO-
(by3HBIX, yTpOXKAIOMIMX JKU3HU KPOBOTEUEHUH, pa-
OoTaBIIas MO HEMOCPEIACTBEHHBIM PYKOBOJICTBOM
3. 1. ®enopoBoil U C y4aCTHEM BCEX COTPYIHUKOB
naboparopuu. B 1979 r. BnepBbie B Hallel cTpaHe
ObL1 OTKpHIT PecnyOnukaHCKUMM LIEHTp IO Jeye-
Huto remodunuu (PLJID), Takxke cymiecTByOMUN
JI0 HACTOSIILIETO BPEMEHHU B KOMIUIEKCE C TOPOACKUM.
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Opranmszanusa [TALL B 1981 1. ssBUi1ack BHEAPEHU-
€M BBIBOJIOB JIOKTOPCKOMl nuccepranuu 3. [. @eno-
poBoii (1969 r., «/luarHoCcTHKa W JICUEHHUE OCTPHIX
KpOBOTEUEHUH, OOYCIIOBICHHBIX  HapyIICHUEM
CBEPTHIBAIOLIEH CHUCTEMBl KPOBH»), BKIJIIOYAIOLIEH
JaHHbIE MPAKTUYECKON M Hay4yHOU pabOThl peaHu-
MalMOHHOM Opurajbl (KaHIUIaTCKUE JUCcCepTaluu
1O. H. Ilonsuko#t, b. A. bapeimesa, A. 3. XaHuHa,
JI. b. JIeBuenko u Bpaua rurekonora M. A. Ozeperr).
I A. KpacoBckas siBUIach XOpOIIMM OPTraHU3aTo-
pom mpaktudeckoit pabotsl [ TALL, koTopast mpoBo-
JIJ1ach B TECHOM COTPY/IHUYECTBE, a B TIEPBbIE I'O/IbI
B pamkax HUP nmaGoparopun cBepThIBaHMS KPOBU
u obecriedyeHHeM CTaHJAPTHBIMH peareHTaMu JUIs
nabopaTopHbIX HccienaoBaHuil. B pesynbsrare Obuin
orpeieNieHbl KoneOaHusl MoKa3areei Koaryiorpam-
MBI IO TPUMECTPaM HOPMaJIbHO MpoTeKaromien Oe-
PEMEHHOCTH, OCOOEHHOCTH HapyLIEHUH remMocTa-
3a IpU TOKCHKO33aX OEpEeMEHHOCTH, MPU aHEMUSX
U B POJAX, OCJIOXKHEHHBIX, ONIEPATUBHBIMHA BMEIIIa-
TenbcTBaMU. BriepBblie B Haiieit ctpane B 80-¢ rojipl
BHEJIPEHbl METOJbl OLICHKU COCTOSIHUSI KOMIIEHCa-
TOPHBIX BO3MOXXHOCTEH OpraHM3Ma U ayTOperyJs-
IIUH CUCTEMBI TeMOCTa3a: YPOBHS (PU3NOJIOTHUECKUX
SH/IOT€HHBIX AHTUKOATYJISIHTOB U MaTOJIOTMYECKUX
UUPKYIUPYIOIUX ~ MHTMOUTOPOB  BOIYAHOYHOI'O
tumna. Takum 00pa3oM, yxe B Te rofibl Obli1a 000CHO-
BaHA M BHEAPEHA B MOBCEAHEBHYIO MPAKTUKY JlHa-
THOCTHKAa M IaTOT€HETUYECKass KOPPEKLUS TPOM-
6odumuu (a1. m. H. FO. JI. Kaagze). B 90-¢ rogmsl,
COOTBETCTBEHHO MMPOBBIM CTaHJapTaM ObUIO Ha-
4aTo MPUMEHEHNE HU3KOMOJIEKYISIPHBIX FelapruHOB
B MOCJIEPOJOBOM M MOCIIEONEPALMOHHOM IE€PUOJIE,
JIe3arperaHTHONM U MPOTUBOAHEMUYECKOM Teparuu,
4T0 ObUIO OOOCHOBAHO B 3AlUIIEHHBIX COTPYIHU-
kaMu 4-x kanaunarckux aucceprauusx (I @. Cym-
ckas, H. K. HuxonaeBa, H. A. Mazenosa, T. M. Kop-
30), MyOJUKAIUIX, METOAMYECKUX PEKOMEHIAINIX
U JIOKJIaJlaX Ha BCECOIO3HBIX U 3apyOeKHbIX KOHbe-
peHiusax. B aTux paborax Hapsiy ¢ KJIOTTUHTOBBI-
MU T€CTaMH HMCIOJIb30BAJICS HOBEUIINM B TO BPEMS
ummyHodepmenTHbiid ananu3 (ELISA) st onpene-
nenust pparmeHtoB nporpom6buna (F1+2) u ypo-
BEHb TpPOMOMH-aHTUTPOMOMHOBOTO  KOMILJIEKCA
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(TAT), npu3HaHHBIX MapKEPOB aKTHBAIIMU TPOMOU-
HOT€HE3a U COOTBETCTBEHHO JAMCCEMHUHUPOBAHHOTO
BHyTpucocyaucroro cseproiBanus ([IBC). Ilpume-
HSUTUCh HOBBIE METO/bI JAMArHOCTHKH TPOMOOIU-
TOTIATMM W KoaryiomnaTuii, 6oje3nu Bunebpanna
Y MaTOJOTUYECKUX ITUPKYIUPYIOLIUX HHTUOUTOPOB:
BOJTYAHOYHOTO aHTHKoarynsHta (BA) u uHrnburo-
pa BHEUIHETO IMyTH TPOMOWHOTEHE3a, OTBETCTBEH-
HBIX 3a IOBTOPHBIE CaMONPOM3BOJIbHBIE A0OPTHI.
C konna 90-x romoB B I'TAILl cTtanmu mpuMeHsThCA
TeHETUYECKHUE MCCIICOBAHUS ISl BBISBICHUS pa3-
JUYHBIX BapHaHTOB HACJIEACTBEHHOW TpomMbOohu-
muu (mpod. M. H. brunos, npod. C. U. Kanyctun).
B ITAILL B pamkax 00s3aT€IbHOTO MEIULIMTHCKOIO
crpaxoBanusi (OMC) exeromHo OKa3bIBaeTCs I0-
MoIIb OT 8 10 12 TeIC. manmuenToK. I1o TmookeHuro,
yTBepKJIeHHOMY B 1981 T., B cOCTaB IIeHTpa BXOISAT
naboparopusi U KaOMHET amOyJIaTOPHOTO MpHUeMa.
Hlrarer: 3aB. ota. (Bpau-nmabopaHT) — 1, Bpaueii
nabopanToB — 1,5, ruHekon0roB — 1, remMarosor-
oB —1,5. ¢enpamepoB-1abopaHTOB — 6, CAHUTAPOK
2 craBku. B kauectBe mpumepa odbema pabOTHI
npencrasisiem otyeT 3a 2014 ron: B kabuHeTe Bpayda-
remMarojora ObLIO BHIMOIHEHO 9843 KOHCYIbTALUH,
C y4eTOM JAMHAMHUYECKOro HaOIoIeHHs 1 00cIeno-
BaHHUs, a TaKXKE MOBTOPHBIX OOpaIleHUH >KEHILUH,
HAIPaBJICHHBIX W3 POAWIBHBIX JIOMOB M KEHCKUX
KOHCyJbTalui ropoga u JleHuHrpaackoii obnactu.
BriepBbie BbISBICHBI OTKIOHEHUS B aHAIM3aX KPOBU
y 5563 uenosek. [lon HabmoneHKe reMaTonora B3s-
TO Ha y4eT 4286 uenoBek. [I0BTOpHbBIE BU3UTHI MO-
TpeboBanuch 2193 GepemMeHHBIM U 246 POIMILHU-
nam. B Tedenune roga nox Habmonenuem 0w110 2439
JKEHIIUH C OTKJIOHEHUSMU B TeMaTOJIOTHYECKHUX
aHanu3ax ((hakKTHUECKH BCEM OBLIIO PEKOMEHI0BAaHO
neuyenue). B crpykrype 3a0oneBaeMOCTH HauOOIb-
1IMe TPYNIMbl COCTABIAIOT AHEMUU PA3IUYHON CTe-
nenu Tsokectu (3367 — 310 43 % oT Bcex Habmro-
nenuit), y 35 % nanueHtok recto3 (2311 xeHimuH),
a TaKk)Ke BapuKo3Has Oose3Hb y 2159 manmeHTok

(34%). Kpome Toro, Tpom0603 BeH rosieHu y 63-x
(4,1%), TOJIA y 9-tu (1,1 %), OHMK B anamuese
y 26-tu nauueHTok (1,8 %). [Ipu3naku nateHTHOTO
JABC cunznpoma omnpeaensianuch B BUIE: TPOMOO-
uutornieHuu y 1352 sxenmmH (16 %), U3 HUX MeHee
100*10%/1; y 78-Mu HaliueHTOK, TPOMOOIIMTONIATHH
y 173 sxxenmuH (8,3 %). Kpome Toro, ayrToummyHHast
TpoMOoLUTONEHNYECKas mypiypa y 49 (13 KOTOphIX
y 8—MH B COUETAHUU CO CIUIEHOMErajueil), 00ie3Hb
Bunne6panna y 23 nanuentok (1,7 %), remopparu-
YeCKUM BacKyIuT y 19, nelikemounaHas peakuus y 14
KEHILWH, TuMdorpanyieMaros3 y 8 nanuentok. [Ipu
71a00paTOPHOM T€HETHUYECKOM HCCIEeIOBAHUU O-TH
T'€HOB, aCCOLMUPOBAHHBIX C HACJIEJICTBEHHON TPOM-
O0odumueit, oOHapyKEHbI MYyTallUU TUIa3MEHHBIX
dakropoB .V Leiden y 134 xenmun (5,5 %) u ¢.
[I-.npotpombuHa, y 89 xenmus (4,7 %), noaumop-
¢bu3M TpOMOOIIUTAPHBIX TTUKOMPOTEHHOB, TeHa Pu-
OpuHOTreHa, MHIMOUTOpa aKTUBAaTOpa IJIa3MHHOTe-
Ha, (epMeHTOB (POIIATHOTO LMKIIA, OTBETCTBEHHBIX
3a runepromouuctenHemMuto. JleranbHoe o6cieno-
BaHHE OCPEMEHHBIX J1aeT BOZMOXKHOCTH MPOQUIaK-
TUPOBaTh OCJIOKHEHHUS ITyTEM CBOEBPEMEHHOM Ha-
MPaBICHHONW KOPPEKIUHU BBISIBICHHBIX HapYLICHHMA
U TakuM 00pa3oM YIy4dIlIHTb POJOBCIIOMOKEHHE.
DTta paboTa OCYLIECTBISIETCS MOCTOSHHO Bpaya-
MU IIEHTpa B POAJOME M KEHCKUX KOHCYJIBTALUSIX
ropona. Ilpogomxaercss TecHblid KOHTAakT ['TAILL
¢ Jaboparopuell CBEpTHIBAaHUS KPOBH HHCTUTYTA,
pykoBoauMon mpodeccopom A. M. H. Jlrommunoi
[lerpoBuoii Ilamasn. C BHeIpeHMEM HOBBIX TEX-
HOJIOTM B aKyIIEpPCTBE M T'MHEKOJIOTHH U CPEJCTB,
CIIOCOOHBIX BIJIMATH HA CHCTEMY I€MOCTa3a, 0CO-
OCHHO aKTyaJIbHBIM SIBJISIETCS. COBMECTHOE Y4acTHe
KJIMHUIIUCTOB M JTAOOPATOPHOU CITY>KOBI, TTOMOTar0-
1ieif KOHTPOJIMPOBATh KOPPEKIMIO T'eMOCTa3a, WH-
JTUBHIyaJM3UPOBATh TEPANMI0O M MPeA0oTBpalIlaTh
YTPOXKAIOLIHNE JKU3HU JKEHIUHBI U peOeHKa OCII0XK-
HEHMS.

Kuceaeea A. H.,, BymuHa E. B., 3aiiyeea I A.

DedepanvHoe 2ocydapcmeeHHoe 6l0dxcemHoe yupesxcdeHue Hayku «Kuposckuil HayyHo-ucciedogameabckull uHcmumym
2emamo.i02uu U nepeausaHus Kposu PedepanbHo2o meduko-6uos02utecko2o azenmemear, Kupos

NNOJIMMOP®H3M 'EHOB CUCTEMbI TEMOCTA3A 1 BEJIKOB ®0JIATHOT'O OGMEHA

IPYU PENMPOAYKTUBHBIX PACCTPOMCTBAX Y KEHIIIUH

Beeaenue. IIpu u3ydeHMM NOpUPOIBI BO3HHK-
HOBEHHUSI PENpPOIYKTUBHBIX PAcCTPOUCTB ocoboe
MCCTO 3aHMMACT BOIIPOC O BJIMUAHHWMK I'CHOB, IPCI-
pacrnojararpmux K TpoMOOpUIuu M HapylIeHUsIM

¢onarHoro oomMeHa. Mexanusmsbl HapyueHus dep-
THWJIBHOCTHU KpaifHe pa3HOo00pa3Hbl, CPEIH HUX OCO-
00€ MeCTO 3aHMMAaeT OOJBIINHCTBO T'€HETUYECKUX
dbopm  TpomOODHIMK, THUNEPTOMOLIUCTCUHEMHUS
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U HenpaBWIbHOE (YHKIMOHUPOBAHHE IPOLIECCOB
Metunuposanus JTHK.

Heab. /[athb OLIEHKY 4YacTOTBI BCTPEYAEMOCTH
MOJIMMOP(HBIX TEHOB CHCTEMBI T€MOCTa3a U OEIIKOB
¢domarnoro mukna (F2, F5, F7, F13, FGB, ITGA2,
ITGB3, PAI-1, MTHFR:677, MTHFR:1298,
MTR:2756, MTRR:66) y >KeHIIMH C pEeNpoOIyK-
TUBHON IUCQYHKIMEH U KEHIIMH Oe3 HapyIIeHH
(hepTUIBHOCTH.

Marepuaabl u Meroabl. lccnemoBanue ocy-
mwectBisim MetogoMm [P B pexume peanbHO-
ro BpEMEHHU Ha JETEKTHPYIOIIEM aMIuupuKaTope
JAT-96 ¢ kOMIUIEKTaMU peareHTOB JUIs ONpeeICHHS
renernueckux noaumopduzmon (OO0 «/IHK Tex-
Honorusi», Poccus). Craructuyeckas oOpaboTka
JIAHHBIX OBLITa BBITIOTHEHA C TIOMOIIBIO KPUTEPHS ¥2.

[IpoBeneHa oleHKa YaCTOThl BCTPEUAEMOCTH IO~
auMopdu3Ma TeHOB, aCCOLMUPOBAHHBIX C TPOMOO-
¢bunmeit M OpPOTPOMOOTHYECKHMHU COCTOSIHUSMH,
y 538 KeHIIMH U TeHOB (ojarHoro ooMeHa y 236
KEHIINH C PENPOAYKTHBHOM MucyHKImen: 1 rpym-
Ma — KCHIIMHBI ¢ TIEPBUYHBIM OecruiomuemM, Oe3
aHATOMUYECKUX, UH(EKIMOHHBIX U TOPMOHAJIBHBIX
tbakropos (115/35); 2 rpynmna — EHUIUHBI CO CPOU-
HBIMH pOJIaMU U PENPOAYKTUBHBIMH TOTEPSIMH
(183/102); 3 rpymnma — »KEHIUHBI C OCIIOKHEHHBIMH
OepeMEHHOCTSIME (pOXJIeHUE neTei 10 37 Hemens,
OTCJIOMKa TIJIAIIeHThI, YMEpEHHas MPEeIKIAMIICHS)
(72/35); 4 rpyna — KESHIIUHBI ¢ 2 HEPA3BUBAOIIIN-
mucs 6epemenHocTsMH (99/44); 5 rpynmna — xeH-
muHBl ¢ 3 1 Gosiee 3aMepIIUMHU OepEeMEHHOCTIMU
(69/20). B rpynmy cpaBHEHHsI BKJIIOUMIH >KCHIIUH
C HECKOJIIbKUMH CPOYHBIMU pOJiaMH 0e3 OTATOIIEH-
HOTO AaKyIIEpPCKOTO aHaMHE3a W HaCJeJACTBEHHOM
TEHCHIMH K 00pa3oBanuio TpomOoB (114/72).

PesyabTarbl. YCTaHOBIEHO, UTO B IPYyMIAX JKEH-
LIUH C NEPBUYHBIM OECIJIOAMEM U OCIOKHEHHBIMU
OEepeMEHHOCTMU BCTPEYAEMOCTb I'€TE€PO3UTOTHOM
¢dopmel rena ITGB3 cocraBuna 34,8% u 36,1 %,
COOTBETCTBEHHO, a B TpyHmne CpaBHEHUS —
19,3% (p<0,05). I'enotun A/G mnomumopdusma
MTR:2756 peructpupoBajics AOCTOBEPHO Yalle
y JKEHIIWH C MEPBUYHBIM OECIUIONUEM, CPOYHBIMH
polamu ¥ penpoAyKTUBHBIMU HEy/lauaMu, ¢ 2 Hepas-
BHUBaromuMucs o6epeMeHnoctssmMu B 42,9 %, 51,0%
u 45,5 % cinyuaes, COOTBETCTBEHHO. B rpymnmne cpas-
HeHusi ero yacrota cocrasuna 21,4% (p<0,05).
YacrtoTa BBISBICHUS TOMO3UTOTHOW (hOPMBI MOJIHU-
Moppuzma MTHFR: 1298 umeer craructuyeckyro
3HaYMMOCTb Y JKEHIIMH C OCI0KHEHHBIMU OepeMeH-
Hoctsimu — 20,0 % (B rpymme cpaBHeHUS — 5,7 %)
(p<0,05).

BeiBoambl. [IpoBeneHa oneHka 4acTOThl BCTpe-
4aeMOCTH ajulelledl T'€HOB, MPEeApacloararolinux
K TpoMOOWINU U HapyIIeHUs M (oraTHOro odme-
Ha, y 774 *KEHIUH ¢ penpolyKTUBHBIMU HapyILIEHHU-
sMu U 114 sxeHiuH 6e3 pepTUIbHBIX pacCTPONUCTB.
JlocTOoBEpHOE YBEJIMYEHUE YACTOThI BBISIBJICHUS T'e-
Tepos3urotHoii popmsl rena ITGB3 3adukcuposano
y KEHIIUH C IEPBUYHBIM OECIUIONNEM U OCIIOKHEH-
HeIMU OepemeHHocTsiMH. Yactota renoruna C/C
nosmumoppusma MTHFR: 1298 umeer crarucru-
YEeCKYI0 3HAUUMOCTb JUIsl )KEHIIHUH C OCJIOKHEHHbI-
Mu OepeMeHHOCTIMH. ['eTepo3urorHas ¢opma rena
MTR :2756 xapakTepHa 1151 )KEHIIUH C IEPBUYHBIM
OecruionueM, CPOYHBIMHM POJAMU U PETPOAYKTHB-
HBIMHU HeyJa4aMu, 2 Hepa3BUBAIOLIMMHUCS OepeMeH-
HOCTAMHU. BimsiHue mnomumopdu3mMa OCTaIBHBIX
IeHOB Ha HACTYIUJIEHUE, TeYEHUE U UCX0] OepeMeH-
HOCTHU HE NOJATBEPKICHO.

um. P M. lop6auesoti, 2. Cankm-Ilemep6ype

Kaumoea 0. )., /lobpoHpasos A. B., Pydakoea T. A.,
Baé6enko E. B., Kyaazuu A. /], AfpaHacves b. B.

@I'BOY BO «llepebiii Cankm-Ilemep6ypackull 2ocydapcmeeHHblll meduyuHckull ynusepcumem um. H. I1. [laeaosa»
MuHnucmepcmea 30pasooxpaHenusi P®; HHH demckoll oHKo102UU, 2eMAMO./102UU U MPAHCNAAHMO102UU

YACTOTA, XAPAKTEPUCTUKA U UCXOAbl TPOMBO30B
MPU MAPOKCHU3MAJIbHOM HOYHOM TEMOIJIOBUHYPUU

Beenenue. [TapoxcusmanbHass HOYHasE reMOIIIO-
ounypust (ITHI') — penkoe kinoHanpHOE 3a0oieBa-
HUE KPOBH, XapaKTEPU3YIOLIEECs BHYTPUCOCYIU-
CTBIM T€MOJIM30M, TPOMOO3aMU M KOCTHOMO3TOBOM
HEI0OCTaTOYHOCTHI0. TpoMOOIMOOINYECKIE OCIIOXK-
HEHHUs SBIIOTCS BELyIEW NPUYUHONM CMEPTHOCTHU
npu [IHI. MacmraOHbpIX ucciieqoBaHUN JaHHON
npo6ieMsl B Poccun He MPOBOAMIIOCH.

40

Heab. OueHuTs 4acToTy, KIMHUYECKYIO Xapak-
TEPUCTUKY U IPOrHO3 TPOMOOIMOOINYECKUX CO-
owiTuii (TC) B penpe3eHTaTUBHON KOTOPTE OOJIBHBIX
c [THI.

Marepuaabl 4 MeToabl. B peTpocnekTuBHOM
Y TIPOCIIEKTHBHOM aHAIN3e U3y4eHbl MaHU(eCTHBIE
TC y namuenTtoB kinaccuueckod [THI™ u akTuBHOM
remonutndeckor IIHI, cBs3amHOM C amnactuye-
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ckoit anemueit (AA/ITHI). Ilpu pacuere kKymyns-
TUBHOH 4acToThl TC B KauecTBE KOHKYPHUPYIOIIUX
PUCKOB YYUTBIBAIHCH CMEPThb OT APYTHUX NPUYUH
u ayutorenHass TKM. Ilauuentsr 6e3 TC nensypu-
POBAJIUCh HA MOMEHT IOCJIeIHEro KOHTaKTa WU Ha-
yaja TapreTHOM aHTUKOMILIEMEHTapHON Tepanuu
IKYITU3yMaOOM.

Pesyabrarbl. B uncciienoBanue BKIIIOYEHO BCe-
ro 301 GompHBIX ¢ Kiaccuueckor (n=150) u AA/
[THI" (n=151), B Tom uncne 175 — B npoCHeKTUB-
HOU (haze mccnenoBanmst B mepuoa 2011-2017 rr.
B o6meit cinoxuocTn 149 manudectasix TC (Me-
muana 1, 1-12) pazsunuce y 76 u3 301 (25 %). Ky-
MyssiTuBHas yacrora nepsoro TC cocraBuna 31 %
(95% AU, 25-39) u 45% (95% U, 36-56) B Te-
yenue 10 u 20 ner ot aedrora 3aboseBaHUs COOT-
BeTcTBeHHO. [ToBTOpHBIE TC pa3zBunuck y 37 u3 76
601bpHBIX (49 %) ¢ kymynaTtuBHOM vactoroil 31 %
(95% U, 22—44) u 50% (95% AU, 38-64) B Te-
yeHue 1 roga u 5 €T COOTBETCTBEHHO C MEIUAHOMN
BpeMenu ot neporo TC 0.6 roma (0.02-10). Py-
TUHHAS BTOPUYHAS AHTHKOATYIISTHTHasi TMpoQuiax-
TUKa JIOCTOBEPHO HE CHI’Kaja KyMYJISATUBHYIO ya-
croty noBropHbIX TC. Benosnsie TC umenucs y 49
(65%), aprepuanbubie —y 16 (21%), BeHO3HBIE
u aptepuansubie y 11 (14 %) 6onpubix. Cpean Beex

149 TC ynenpHBI BeC BEHO3HBIX M apTepUaIbHBIX
TpoM06030B coctaBui 74% u 26% COOTBETCTBEH-
Ho. [IpeBanupyromumMy JoKaIU3alusIMU BEHO3HBIX
TC 6b1mn rityookue (24 %), nHTpaabIOMUHANIbHBIE
(19%), nosepxHoctHble (14%) u uepebpaibHbIe
(5 %) Bensl, a Taxxe TOJIA (11 %). Ummemuueckuii
uHCyasT (19%) n unpapkr muokapaa (5%) ObuH
ocHoBHbIMU aprepuanbHbiMu TC. TC 6butn accouu-
MPOBAHBI C MOBBIILIEHHBIM PUCKOM Pa3BUTHUS OCTPO-
IO TOBPEXJEHUS I0YEK, XPOHMYECKOH OO0e3HU
MOYeK M JIErouHOM rumnepren3uu. OO0Ias BbIKUBA-
eMocTh 27 60apHBIX ¢ TC, HE MoMy4YaBIIUX TapreT-
HYI0 Tepanuto, coctasuia 59 % u 40 % B TeueHue 5
u 10 JIeT COOTBETCTBEHHO MOCIIE TIEPBOr0 TPomOo-
TUYECKOI0 AM130/1a. B MpoTHBONOI0XKHOCTH 3TOMY,
oOuiasi BBDKUBAEMOCTb 49 OOJbHBIX, MOJIy4aBIINX
TapreTHyl0 Tepanuto, cocraBuwia 82% B TeueHue
4 neT OT HayaJia Teparuu.

BoiBoabl. PesynmbTarhl  MccnenoBaHUS  TOA-
TBEP)KJAIOT BBICOKYIO YacCTOTy DPa3BUTUS U CBA3b
TC ¢ opraHHbIMHM OCJIO)KHEHUSIMU IIPH €CTECTBEH-
HoM Teuennu [THI. HeaddexTuBHOCTS BTOPUUHOIA
AQHTUKOATYJITHTHON TMPO(UIAKTUKU W HeOJIaromnpu-
atHbId TIporHo3 TC TpeOyroT paHHEro Ha3HAYEHUS
TapreTHOW aHTUKOMIUIEMEHTAPHOW Teparuu.

BBenenue. IlepBoe omucanue 3a0oseBaHws,
caenanHoe II. Opnuxom (P. Ehrlich), otHocut-
ca k 1888 . Dtuonorus 3abonesanus B 70-80%
CllydaeB HEW3BeCTHa (Wauornaruyeckue (Hopmbl),
a B OCTaJbHBIX BO3HUKHOBeHHE AA CBS3bIBa-
0T C Pa3MYHBIMU XUMHYECKUMH, (HU3HMUECKUMHU
dakropamu, HHPEKIUIMH (MTOCTremaTuTHoie AA,
(GopMbI, acCOLMUPOBAHHBIE C LIUTOMETaJIOBUPYC-
HOMU, mapBOBUpYcHOW MH(pekuueit u ap.). Haubo-
Jee YacThIMH SBISIOTCS TPUOOpPETEHHbIE (OPMBI
AA, HO 10 15-20% cnydyaeB 3a00jeBaHUS MOTYT
COCTaBJIATh KOHCTUTYLIMOHAIbHbIE / BPOXKICHHBIE
BapuaHThl (aHemusi DaHKOHU, aHEMUS, ACCOLUUPO-
BaHHAs C TUCKEPATO30M), COIIPOBOXKAAIOLIUECS pa3-
JUYHBIMHU IIUTOTEHETUYCCKUMU aHOMATHSIMH. BbI-
JiensgeTcsd Takke BapuaHT AA, accOLMMPOBAHHBIN
C TApPOKCU3MAJIbHON HOYHOM TeMOITIOOMHYpPHEH:
AA/ITHI. CornmacHO COBpEMEHHBIM IIpE/ICTaBIIC-
HUSIM, OCHOBAaHHBIM Ha MHOTOYHMCIIEHHBIX KYJBTY-

Ko6uasauckas B. A., beccmeawyes C. C., Mopo3oesa T. B, lllunosa E. P.

@I'BY «Poccutickuii HUH zemamonozuu u mpaucgysuonozuu PMEA Poccuu»

U3MEHEHHUE HEKOTOPBIX l'lOKAUSATEJIEﬁ CHCTEMbI TEMOCTA3A
Y HAHLMEHTOB C AIIVIACTUYECKOU AHEMMWEU B CTAAIUU PEMNCCHUU

paibHBIX, IEKTPOHHO-MUKPOCKONUYECKUX, UMMY-
HOJIOTMYECKUX METOJaX HCCIIEOBaHUS, OCHOBHBIM
MaTOreHETUYECKUM MEXaHU3MOM Pa3BUTHS alllia3uu
KpOBETBOpeHMsI IpU AA sBJISIETCS UMMYHOONOCpE-
JIOBAaHHOE€ MOBPEKIAECHNE KPOBETBOPHOM CTBOJIOBOM
kJeTku. OHOBPEMEHHO HE UCKIIOUatoTCs QyHKIH-
OHAJILHBIN J1e(heKT CTBOJOBBIX KPOBETBOPHBIX KJIe-
TOK M TIATOJIOTUsI KPOBETBOPHOT'O MUKPOOKPYKEHHUS.
B pesynbrare 3Toro B opranu3mMe pa3BUBaEeTCs MaH-
[UTOTICHUS, OTHUM W3 OCHOBHBIX MPOSIBIECHUN KO-
TOPOM SIBIISIETCS T€MOpPpPAaru4ecKuii CMHApPOM. BbI-
PaXXEHHBIM TeMOpparudecKuii CHHIPOM y OOJIbHBIX
AA CBSI3BIBAIOT ¢ TPOMOOIIMTONIEHUEH, CHIKEHUEM
AKTUBHOCTH (paKTOPOB CBEPThIBaHUs, (PUOPUHOTEHA,
OTCYTCTBHEM pPETPaKLMKU KPOBSIHOTO cryctka. [laH-
HbIE TIOKa3aTeN MPUXOIWIN K HOPMAJIbHBIM 3Haue-
HUSIM TIOCJIE€ aJICKBAaTHOW Tepanuu. Bmecte ¢ Tem,
y HalMEHTOB, HAXOIALIUXCS B MEPUOJIE YACTUYHOU
WIM TIOJIHOM peMHuCcCuU, HAOMIOJaINCh HEKOTOphIe
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0COOEHHOCTU TPH HUCCIEIOBAHUU CHUCTEMBI I'€MO-
CTa3a, KOTOPbIE HE TaK IIMPOKO ONMCAHbl B HAYYHOU
JAUTEepaType, Kak reMopparudeckue MpOsIBICHUS.
B cBs3u ¢ 3THM TIpenCTaBISIOT OOJBIIION WHTEpEC
JaHHbBIE 110 U3YYCHHIO KOMIIEHCATOPHBIX (DYyHKIUI
OpraHu3Ma, KOTOpblEe MOTYT Pa3BUBAThCS B MPOLEC-
Ce JICYCHUS U BBISBISIOTCS HA (POHE YACTUYHOW WITH
MOJTHON PEMUCCHH.

Heab. OueHuTs MoKazaTesiv CUCTEMbI FeMOocTa3a
y MalKeHToB ¢ AA mpH TSHKEIoN U HeTskenou dop-
Max 3a0oJyieBaHus B TIEpUOJIC TIOJTHONW M YaCTUYHOMN
PEMHUCCHH.

MarepuaJjasl 1 MeToabl. Marepuanom s uc-
CJIe/IOBaHUA SBJISIACH BEHO3HAsi KPOBb 28 MallMeH-
ToB (17 My*4uH U 9 KEHIIUH, CPEIHUN BO3pPaACT
38+0,5) ¢ yCTaHOBIICHHBIM JMArHO30M «arlIacTH-
YecKas aHEeMUs», HAXOMAUIUXCA B CTAIWU IOJHOU
U yacTU4YHOU pemuccuu. [lnasmeHHOE 3BEHO CH-
CTEMBI TEMOCTa3a OLIEHUBAJIOCH CIEAYIOLIUMU KO-
aryJsIIUOHHBIMA TECTAaMU: aKTUBHUPOBAHHOE Map-
uuaiabHoe TpomOormactuHoBoe Bpemsi (AIITB),
nporpom6uHoBoe Bpemst no Keuky (I1B), TpomOu-
HoBoe Bpems (TB), konmentparus ¢ubpuHoreHa
(®r), akruBHOCTH (pakTopa VIII, akTMUBHOCTH aHTH-
tpomOuHa (AT), aktuBHOCTh mpoTtenHa C. Kon-
TPOJBbHYIO TpymIy cocTaBwin 40 KIMHUYECKU 3/10-
POBBIX MYKUMH U KEHIINMH aHAJIOTMYHOTO BO3pacTa
U 8 KEeHIIMH, cpeaHuid Bo3pact 38+0,5 ner.

Pesyabrarbl. Ha ¢oHe HOpManbHBIX TOKa3aTe-
neit AIITB, IIB, TB, ®@ry 20 (72 %) u3 28 nauueH-

TOB OTMEYAJIOCh 3HAYMMOE ITOBBIILIEHUE AKTUBHOCTH
dakropa VIII, (189,8%+96,5% npotuB HOpMAIb-
Horo 3HaueHus 119,0%+30,5%, p<0,001). IIpu
stoM y 10 (50 %) u3 20 marueHToB C OBBIIICHHBIM
ypoBHeM ¢akropa VIII BeISIBIEHO CHUXEHHE YPOB-
HSl aHTUTPOMOMHA, KOTOpOe cocTaBmiio 68 % (kone-
6anus ot 74 % no 62 %). Ilpu nanpHeiimem uccie-
JIOBaHMU Ipymnmna Obula pa3zieiieHa Ha 2 MOArpyMIIbI,
B 3aBUCHMOCTH OT TSDKECTH 3a00JIeBaHUS: TsOKEast
u Hersbkenas AA (18 u 10 yenoBek cOOTBETCTBEH-
HO). Kak BBISICHMIIOCH, TOKa3aTelqu aKTUBHOCTH
(dakropa VIII mpu paznmuunoit TshkecTn AA He nMe-
au  cymecTtBeHHbIX paszauunid  (188,0%+93,5%
u 192,2%+95,5% coorBerctBenHo, p>0,05). Jo-
CTOBEpHBIEC PA3NIUYUSA B 3TUX TpyIIax oOHapyKu-
JIUCH MPU CPaBHEHUU aKTUBHOCTH npotenHa C (npu
Tskenoi (hoopme oHa coctasuiia 68 % npotus 109 %
npu HeTspkenoi, p<0,001). CpaBHeHue OONMBHBIX
C YaCTUYHOM U IOJHOM PEMUCCHEN Yy MALMEHTOB,
CTpaAaoumx Tsokenoit popmoii anemun (10 u 7 co-
OTBETCTBEHHO), [TOKA3aJI0, YTO aKTUBHOCTH (haKTOpa
VIII y 10 uenoBek ¢ mojHON peMuccueil 6bu1a 3Ha-
YUTEJBHO BBILIE, YEM y 5 MalMEHTOB ¢ YACTUYHOU
pemuccueit (188 % mpotus 142 %).

BbiBoabl. Y 60nbHBIX AA BBISBICHO MOBBIIIE-
Hue akTHUBHOCTH (axTopa VIII, cHmxeHne ypoBHS
aHTUTpOoMOMHA U mipoTenHa C, 4TO SABISETCS Map-
KepaMH I'MIIepKoaryisiiiuOHHOTo cocTosiHus. Vccne-
JIOBaHUs B JAaHHOM HAIPABIICHNUHN MTPOJOJIKAIOTCS.

Beenenue. MeTton nOTOKOBOM arperaroMeTpuu
tpombouuToB (PFA), monenupys ycioBusi, Makcu-
MaJbHO MPUOIMKEHHbIE K (U3MOIIOTUYECKUM, I10-
3BOJISIET BBIABUTH TPOMOOIMTApHYIO TUINEPPYHK-
U0 — (hakTop pUCKa pa3BUTHS TPOMOOTHUYECKUX
1 TpoMO03MOO0IMYECKUX OCIOKHEHUH. OHaKO yKa-
3aHHbIE B «HCTpYKIUI» pedepeHTHbIC HHTEPBAJIBI
MIOJIy4YEHBI JUIsl €BPONEUCKON MOMYJIALUH, KOTOpas
OTJIMYAETCS [0 BO3PACTHOMY, PACOBOMY U I'€HAEp-
HOMY COCTaBy OT poccuiickoil nmomysanuu. [1osro-
My, 1IeJIbI0 Hallei paboThl CTaIo ONpeieeHue Hop-
ManbpHBIX auamna3zoHoB TectoB COL/ADP, COL/EPI
u P2Y Bo B3pocinoii nonynsuuu r. MOCKBBI.

Marepuanbsl U Meroabl. Marepuaaom wuc-
CJeI0BaHUS CIIyXKuja LieJibHash BEHO3HAasl KpPOBb,
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ONPEJIEJIEHUE TPAHUIL HOPMAJIbHBIX 3HAYEHHUH J1J11 METO/ZIA IOTOKOBOM
ATPETATOMETPHUHU TPOMBOIIMTOB

MIOJIyY€HHAasl OT YCJIOBHO 3[0POBBIX JIOHOPOB
n crabunm3upoBaHHas muTpatoM Harpus 3,8 %
(S-Monovette PFA, Capmrear, ['epmanus). Bei-
O6opka coctaBmwia 90 4YeloOBEK, MOCTOSHHO MPO-
JKUBAIOIMIUX B I. MoCkBe (M3 HHUX: MYX4HH — 66,
xeHuwH — 24). Kaxnas npoba Oblia mpoaHaiu-
3upoBana Ha npudope INNOVANCE® PFA-200
(Cumenc, I'epmanusi) ¢ HMCHOJIB30BAaHUEM Kap-
tpukeit: 1) ¢ kommarenom u AJ1® (COL/ADP);
2) ¢ wxomtarenom u azapeHamuHoMm (COL/EPI);
3) KapTpHK JU1s BBISIBIICHUSI MHTHOUTOPOB P2Y 12
peuentopa (P2Y). 3Hauenus mokasareneil ObLIN
OXapaKTepU30BaHbl MEAUAHON U €€ JOBEPUTENb-
HBIM MHTEPBAJIOM C Ha/IEKHOCTBIO 95 %. OneHka
pa3auyuid, CBSI3aHHBIX C T€HJAEPHOM NPUHAICK-
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HOCTBIO JIOHOPOB, IPOBOAWIIACH C HUCIIOIb30BAHU-
eM tecta ManHa- YUTHU.

Pesyabratbl. [ tecta COL/ADP ycranosnen
cieayromye peepeHTHbIN AUana3oH BPEMEHH 3a-
kpbiTus (CT) — 96,2—114,5 cek. OgHako, A0CTO-
BEPHBIX PA3JIMYMi, CBSI3aHHBIX C T€HAEPHON Npu-
HA/JICKHOCTBIO JTOHOPOB, He BhIsiBIEHO (p>0,05).
s recra COL/EPI obuwmit pedepenTHblil auamna-
30H BpeMenu 3akpbiTus (CT) cocraBun 158,2—-188,7
CeK., IS JOHOPOB-MYyx4MH — 161,3-199,6 cek,
sl toHOpoB-xkeHmmH — 131,2-193,4 cek (reH-
nepHble pazinnuus jocrosepHsl, p=0,05). CornacHo
UHCTPYKLIMH, 3Ha4eHus1 Tecta P2Y HOMmKHBI OBITH
meHee 106 cex. ComiacHO MOMY4YEHHBIM JAHHBIM,
st tecta P2Y pedepeHTHble 3HAUE€HUST BpEMEHU
3akpbiTust (CT) okazanuck B auanaszone 73,2—88,0
CEeK, HE3aBHCHUMO OT T€H/EPHOH NPHUHAJICKHOCTH
JIOHOPOB.

BbiBOIBI. OKCIUTyaTarIys aHamu3aTropa
INNOVANCE® PFA-200 npeamnosnaraet, 4To Kax-

nast 1abopaTtopust 10JHKHA CAMOCTOSITEIBHO YCTaHO-
BUTBH Ul ce0s JUana3oH OKUJAeMbIX 3HAUEHUH Te-
ctoB COL/ADP, COL/EPI u P2Y. ArperaunoHHbIit
OTBET Ha aJIPCHAJINH PA3JIMYAETCs y MYKUMH U KEH-
IIMH: JUIs OCIEIHUX XapaKTepHbI 0ojee KOpOoTKoe
BpeMs 3aKpbITHs U Oosee MUPOKUIl AMana3oH pe-
¢depentHbix 3HaueHuit CT. BoisiBnenHble pa3nuuus
B JlMana3oHaxX HOPMaJbHBIX 3HAYEHUN NI MY>KUMH
Y JKEHIIIMH MOTYT OBITh CBSI3aHbI C TIOJIOKHUTEIbHBIM
BIMSIHUEM METa0OJMTOB MPOrecTepoHa Ha IMOBBI-
LICHHE BHYTPUKIETOYHON KOHUEHTPALUU KaJbLHs
B Tpombonurax. Ctumynsaaus TpomOounto AJID
[IPUBOJUT, C OJHOW CTOPOHBI, K IOBBIILICHUIO BHY-
TPUKJIETOYHON KOHLICHTPALMKU KAJIbLIK, a C APYron
CTOPOHBI, K aKTUBAIlUA TPOMOOLUTOB, YTO OOBsC-
HSIET OTCYTCTBME BIIMSIHME T€HIACPHON MPUHAMIEHK-
HOCTHM JIOHOPOB Ha JMana3oOHbl HOPMaJIbHBIX 3Ha-
yenuit st rectoB COL/ADP u P2Y. Ilony4yennsie
pe3ynbTaThl MOTYT CIIY’KUTh OPUEHTHPOBOYHBIMU
JUIsl KPYIIHBIX TOPOJOB LIEHTpaJIbHOU yacTu Poccun.

DI'BY PocHUUI'T ®MBA Poccuu, CaHkm-Ilemep6ype

Brenenue. Dunorenuanpaas nuchynkmus (3]0)
SBIIICTCSI HECTICU(PUISCKUM PaHHUM IPU3HAKOM
cocyaucToro Hebnaromonyuus. BwisgBieHue 3Toro
COCTOSIHMSI CONPSDKEHO C NMPUMEHEHHWEM WHBA3UB-
HBIX W/WIKM JOPOTOCTOSAIIMX METOAOB 00CIenoBa-
Hus. B Hacrosiee Bpemsi pazpaboTaHa METOAMKA
HEWHBA3UBHOM oIlleHKH D]l mpu MOMOIIM arrapara
EndoPAT, xoTopbIii 10 M3MEHEHHIO TIepU(eprIecKo-
IO apTepHAIIBHOIO TOHYCA MO3BOJIAET ONPENEIUTh
nHaeke peaktuBHoU runepemun (RHI). Camxenue
RHI ke 1,67 nomkHO yka3bpiBaTh Ha Hamuuue D1,
OyHKIMOHATbHAS AKTUBHOCTh SHAOTEIUS OKa3bl-
BaeT HENOCPEICTBEHHOE BIUSHUE HAa CHCTEMY Ie-
MocTasa, U D] 10JbKHA MPUBOAUTH K BhIPAKEHHBIM
MU3MEHEHUSAM KOAryJsILIHOHHOTO MOTEHIHAIA KPOBHU.

Heab. OueHka COCTOSHUSA CHCTEMBI FeMOCTa3a
y MAlMEHTOB C MOATBEPKJICHHBIMU HapyLICHUSIMU
(YHKIIUHN SHAOTEIHS.

Marepuanasl u mMetoabl. [lepByto rpymnmy o006-
CJIEOBAHHBIX MAIlMEHTOB COCTaBIsUN 18 Gepemen-
HBIX eHIHH (1o 9 yenosek Bo I u Il TpumecTpax
OepeMEeHHOCTH) C TMOATBEPKACHHBIMH JHArHo3a-
MU apTepUaIbHOM TUNEPTEH3UH, TeCTALMOHHOTO
caxapHoro auabera, caxapHoro nuabera Il Tuma
U O’)KUpeHUs. MI3B€CTHO, UTO 3TU MATOJIOIMH aCCOLU-

Kopcakoea H. E., CmupHoaga 0. A., Cuauna H. H., Mameuenko O. I0.,
Hukonaesa A. E., lonoeuna O. I., IlanasH JI. I1.

OLIEHKA COCTOSAHUA CUCTEMbI TEMOCTA3A ITIPYU 3HOTEJIUAJIbHOM JUCOYHKIIUU

upoBaHbl ¢ pazsutueM OJI. Bropas, koHTposbHad,
rpynna BKJIodaia 54 KeHIIWHbBI C HOpMaJIbHO IPO-
Tekaromieil oepeMeHHOCThIO (36 denmoBek Bo Il u 18
yenosek B III Tpumectpax). [Ipu momornu anmapara
EndoPAT 2000 y Bcex maiMeHTOK MEepBOI TPYIIIIBI
onpexnensinu RHI, Bennunny koroporo <1,67 pac-
neHuBanu kak npuszHak JJI. CocrossHUE CHUCTEMBI
remMocTasa OLEHUBAJIN C MOMOIIBI0 HHTETPaIbHOIO
tecta redepanuu TpomOuHa (TT'T), BeImonmHseMoro
napauieNibHO ¢ 100aBieHueM u 6e3 100aBIeHus pe-
KOMOMHAHTHOTO YENIOBEYECKOT0 TPOMOOMOIYIHHA
(TM). OuileHrBamu clieAyroIMe oKa3aTeau TpomMoo-
rpaMMBbI: SHAOTeHHBIN oTeHnuan tpomouna (ETP),
HM*MuH, HauOOJBITYI0 KOHIIEHTPAIMI0 TPOMOUHA
(Peak thrombin), HM, cKOpOCTh TeHEepaIiu TPOMOH-
Ha (VI), EM/mun. Onpenensau 4yBCTBUTEIBHOCTh
kK TM no mpouenty nagenust ETP unu Peak thrombin
nociie nob6asnenuss TM. CraTucTuueckuii aHalu3
MOJIYYCHHBIX JTAHHBIX MPOBOAMIN C UCTIOIb30BAHU-
eM nporpamm Microsoft Excel 2007 u STATISTICA
6.0. Pe3ynbpTaThl MpeaCTaBIsUIM B BHJIE: MEAUaHA
(90% noBeputenbHbI uHTEepBad). OmnpenencHue
JIOCTOBEPHOCTH Pa3NUYUil MEXKIY CpaBHHUBAEMBIMU
rpyIaMy IpOBOAWIN C TOMOLIBI0 KpuTepuss MaH-
Ha-YuUTHU. Pasznuuus Mexay rpynmnamu CYuTaiu
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JIOCTOBEPHBIMU TIpU ypoBHE 3HauuMoctu p<0,05.
Pesyabrarbl. 3nauenus RHI, mnomyuenHbie
y TAIMCHTOK MEPBOW T'PYIIIbI, CBUACTEIHLCTBOBAIN
o Haymuuu y "Hux JJ: 1,4 (1,1-1,8). ITokazarenn
TI'T oOHapyXWJIM BBIPAKCHHBIC PA3THYMS MEXKITY
oOcieoBaHHBIMU TpymnmnamMu. Tak, y >KeHIIuH 1-i
rpynmsl Bo Il TpumecTpe GepeMeHHOCTH 3HAYCHUS
ETP, Peak thrombin u VI noctoBepHO mpeBbImamm
TaKOBbIE B KOHTPOJIbHOU rpymme: 2799,5 (1786,5—
3329,3) aM*mun npotuB 2354,6 (1936,8-2744,1)
aM*mun; 500,9 (361,4-599,2) uM nportuB 368,0
(302,8-441,1) aM; 200,8 (144,7-254,1) aM/mun
npotuB 134,3 (92,7-162,8) HM/MHUH COOTBETCTBEH-
Ho. Y xeHuuH ¢ OJ1 B Il TpumecTpe OepemeHHOCTH
ToJbKO TIokazarenu Peak thrombin u VI mocrosep-
HO MPEBBIMIATA COOTBETCTBYIOIINE 3HAYCHUS B KOH-
TposbHOM Tpynme: 428,4 (323,4-480,6) HM npoTus
350,4 (287,0-467,6) uM u 174,0 (124,1-230,6)
HM/mun npotuB 130,7 (99,9-216,2) aM/mun co-
oTBeTCTBEHHO. [loMy4YeHHBIE aHHBIC TO3BOJISIFOT
TOBOPUTh 00 YBEIMYCHUW KOATYISIMOHHOTO II0-
TeHIMaia y OepeMeHHbIX >keHIIMH ¢ D[ mo cpas-
HEHUIO C EHIMHAMHU C HOPMAJIbHO MPOTEKAIOIIEH
OepeMeHHOCTBIO. MIHTepecHass 0COOCHHOCTh Oblia
OTMEYEHa TMpPH OIpPEeIeICHUH YyBCTBUTEILHOCTH
Kk TM. Bo Il Ttpumectpe Hamewanachb TEHIECHLHS

K YBEJIMYEHHUIO TOr0 MOKa3aTelss y *KEeHIUH ¢ O]
10 CPAaBHEHUIO ¢ KOHTPOJIbHOM rpynnoii: 27,0 (18,6—
38,4) % mportus 22,9 (12,6-37,2) % nns % naaeHus
ETP (p=0,13) u 18,0 (7,8-27,6) % npotus 9,7 (1,1-
24.2)% nna% mnanenus Peak thrombin (p=0,09).
B III rpumecTpe y nanueHTok ¢ JJ1 oTMeyanoch yxe
JIOCTOBEPHOE YBEIUUYEHNE UyBCTBUTEIBHOCTH K TM
10 CPAaBHEHUIO C KOHTPOJBHOW IpyIHIoi Kak 1mo %
nagenns ETP, tak u mo % magenns Peak thrombin:
29,0 (20,2-35,2)% mnpotuB 19,2 (10,2-28,3)%
u 16,0 (11,4-24,6) % nportus 4,6 (-0,9-16,1)% co-
oTBeTCTBeHHO. OOHapyKEHHOE YBEIMYEHUE YYB-
CTBUTEIBHOCTH K TM y GepeMeHHBIX JKeHIIUH ¢ DJ]
MOJKET CBUJETEIBCTBOBATh 00 aKTUBALMN aHTHKOA-
T'YJISSHTHOM cucteMsl nporenHa C.

BbiBoabl. Y OepeMEHHBIX KCHIIMH HaTudue
OJ1 moarBepxkaaercs cHuwkennem RHI, onpenens-
emoro ¢ nomompio mpudopa EndoPAT. Camxenue
RHI conpoBoxnaercs BbIpa)KEHHBIM YBEIMUEHUEM
KOAryJIsIIMOHHOTIO MOTeHIHana Kposu. Kpome Toro,
y OepemenHbIx xeHIMH ¢ ] Bo Il Tpumectpe Ha-
Meuaercs TeHaeHuus, a B Il tpumectpe gocrosep-
HO YBEJIMYMBAETCS YYyBCTBUTEIBHOCTH K TM, 4TO
YKa3bIBAET HA PA3BUTHE KOMIIEHCATOPHBIX PEAKIIUN,
HaIlpaBJI€HHbIX HAa OTPaHUYEHHE POCTA KOATYJISALIU-
OHHOTO MOTEHIIMAJIA.

Kocmaueea C. M., Xne6oka3zoe P. I1.%, lokykuHa T. B>, Hcnamenko C. H.%, Hlampyk H. B.?,
Cao6uHa E. /1%, I'ouapoea H. B.%, Ceeepun H. H.', [Iomannee M. I1.1

PecnybaukaHckull HaQyyHo-npakmuyeckull yeHmp mpaHcgy3uoi02uu U MeOUYUHCKUX 6uomexHoa02ull,
2 Pecny6AuKaHcKull HAyYHO-npakmuyeckull yeHmp ncuxuveckozo 30oposwsi, MuHck, Pecnybauka Beaapyco

KJIETOYHAA TEPAITUHU CUTITOMATUYECKOM 3MUJIENICUUA
C UCIIOJIb30OBAHMEM AYTOJIOTUYHbIX ME3EHXWUMAJIBHBIX CTBOJIOBbIX K/IETOK

BBenenue. Dnunencus sBIsSE€TCS OJHUM U3 Hau-
0oJiee pacmpoCTpaHEHHBIX 3a00JeBaHUN HEPBHOM
CUCTEeMBI U cocTaBiisieT 4—6 ciydaeB na 1000 de-
7oBeK. XOTA KOJIUYECTBO JOCTYMHBIX MPOTHBO-
SMUJIENTUYECKUX MpernaparoB 3a nocineanue 20 et
3HAYUTEIBHO YBEIUYMIOCH, OKOJIO TPETU MallUeH-
TOB OCTAIOTCSl YCTOMYUBBIMU K JICUEHUIO. DTO Tpe-
OyeT pa3pabOTKH HOBBIX METOMOB JICUCHHMSI, OTHUM
U3 HUX SBJISIETCS KJIETOUHAs Tepanusi C UCIOIb30Ba-
HUEM ME3EeHXMMaIbHBIX CTBOJIOBBIX KIeToK (MCK).
DKCHEepUMEHThl HAa MOJENSIX AMUJICTICUH Y KHBOT-
HBIX TOKa3aJid, YTO BBEJICHHE CTBOJIOBBIX KIIETOK
KOCTHOTO MO3ra 3HAUUTEIbHO CHIDKAET YacTOTY
AMUJIENTHYCCKUX MPHUNAAKOB M BOCCTaHABIMBAIOT
¢byHknuio runnokammna. OAHAKO HMMEIOTCS JUIIb
€IMHUYHBIC UCCTIEIOBAHMS MO KIIMHUYECKOM OIIeHKe
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BBE/ICHUSI CTBOJIOBBIX KJIETOK MAIIMEHTAM C SITHJICTI-
CHUEH.

Hean. Ouenuts 3hPEeKTUBHOCTD TpaHCILIaHTA-
MU ayTOJOTUYHBIX ME3CHXMMAJIbHBIX CTBOJIOBBIX
KJIETOK y TAlMEHTOB C CUMIITOMAaTUYECKOM 3UIIETI-
CHUEH.

Marepuanabsl M Metoabl. B ucciegoBanue
BKJItOUEHbl 40 TAIMEeHTOB C YCTOWYUBOCTHIO
HE MEHee 4YeM K 3 OCHOBHBIM IPOTUBOIMIMICHTH-
YEeCKUM IMpernaparaM, B ToM yucie 20 manueHToB
COCTaBIISUIM OCHOBHYIO rpymmy u 20 mnamueH-
TOB — IpyIIy cpaBHeHUs. Bo3pacTt nanueHToB
OCHOBHOM Tpymmbl cocTaBisul oT 20 mo 54 ner
(10 myxuwun, 10 >xeHmwuH). [IauTenabHOCTH 3a-
ooneBannss MeHee 10 jer Oblia y 4 mManueHTOB,
11-15 ner —y 7 nmauueHToB, cBhime 15 netr —

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
6-7 vitons 2017'r.

y 9 naumeHToB. HacToTra SNHIENTUYECKUX MPHU-
CTYIIOB COCTaBJisiia OT 1—2 B MecHI] 10 €KE/IHEB-
HBIX. [ €HepaIn30BaHHbBIE CYIOPOKHBIE MPUCTYIIBI
OTMEYaIucCh y 17 maMeHTOB OCHOBHOW TPYMIIbI,
CJIOKHBIE MapluaibHble — Yy 8, MpOoCThle Mapiu-
anpHbIe — Yy 7, monuMopdHbIe NpUCTynbl — y 12.
['pynmny cpaBHeHHs] COCTABWJIM MAIMEHTHI, COIO-
CTaBUMBIE MO BO3PaCTy, MOJY, JJIUTEIHLHOCTH 3a-
OoJieBaHMs, YAaCTOT€ W XapakTepy MPUCTYIOB.
B ocHOBHOW rpynne namueHThl HApsy ¢ IPUBO-
SMUJICITUYECKUMHU JIEKAPCTBEHHBIMU CPEJICTBAMU
MOJIy4Yaldu KypcC KJIETOYHOM Tepamuu ayTOJIOTHY-
HbIx MCK koCcTHOro Mo3ra, BKIIOYAIOIIUNA OHO-
KpaTHO€ BHYTPUBEHHOTO BBEJCHUS HHTAKTHBIX
KIeTok (B cpemneM — 67,7+4,8x10° u dyepes
6—7 mHEel — SHI0IIOMOaTFHOE BBEICHUE HEHUPO-
WHIyIUpOoBaHHBIX KieTok (7,5+0,4x10%). MCK
KOCTHOTO MO3ra TalyMeHTa 3a0upaid B CTaluo-
HApHBIX YCIIOBUSIX M3 MOJB3JIOLIHONW KOCTH, BBI-
IEeUIM 1N Vitro METOIOM aAre3MH Ha IUIACTHKE,
KyJbTUBUPOBAJIM B THUTaTebHOU cpeae o-MEM
¢ mrytamakcoM (2MM), antubuorrukamu u 5 % cbl-
BopoTku AB (IV) uenoBeka Ha npoTsHKeHUH 2—3
naccaxxeil B reuenue 2—3 Henenb. He menee 95 %
kaetok op CD90+ u CD105+, He Oomee 5%
kietok Obuin CD34- u CD45 . Heltpounaykiuio
MCK npoBoaunu B HEHPOMHAYKLIMOHHON cpeze
oj ACHCTBUEM SIHIepMaTbHOTO B (rbpodiIacT-
HOTO POCTOBBIX (DaKTOPOB, OLIEHHBAIU IO 3KC-
MIpeCCUH FeHOB HEMPOH-CcIeu(pUIeCcKOi eHOMaskhl,
HECTHHA U aCCOIMUPOBAHHOTO C MUKPOTpYyOOUKa-
mu Oenika 2 (MAP2). Kitetku BBOAMIN ALIUEHTAM
B pactBope 0,9% nHatpus xyopuna aisi uHQYy3uit
¢ nobasieHueM 5% ayTOJOTMYHOIN CBIBOPOTKH.
OnenuBanu Oe3omnacHocTth BBenaeHus MCK ma-
uueHtam. B cpoku uepe3 3—6—12 mecsiueB mo-
cJie Kypca TpaHCIUTaHTanuu aytonorugyubix MCK

MPOBOJIUIN OLEHKY 3(h(HEKTUBHOCTH KIETOYHOM
Teparuu no ONMPOCHUKAM U JaHHBIM dJIEKTPOIHIIE-
danmorpadumn.

PesyabTarbl. [lanMeHThl XOpOIIO MepeHecTn
npoueaypy TpaHcIuiantauuu aytosoruynsix MCK.
Tonbko y 2 u3 20 mamueHTOB HaOMOIATU MOCTHUH-
(by3MOHHYIO Peakiuio B BUJE TOJOBHOW O0IH mocie
snpomomobansaoro Begenuss MCK. braronpusitHblii
KmHIYecKnuil 3¢ ekt Habmonancs y 17 manueHToB
OCHOBHOW Ipynmbl yxke depe3 1-2 mecsana mocine
BBeficHUs1 aytonoruyHbix MCK HauGonbimmii im-
HUYECKUH 3(EKT MOTydeH y MaleHTOB OCHOBHOM
TpyNIbl MO TOKA3aTelll0 TeHepaIu30BaHHBIX CYJIO-
POXHBIX MPUCTYIIOB: CHUKEHHUE YAaCTOThI IPUCTYIIOB
6onee ueMm Ha 50 % otmeueHo y 12 manuenTos (60 %);
y 2 u3 17 nanyeHToB NpUCTYNbl OTCYTCTBOBAJIU B Te-
yeHue 6 Mecsnes, y 1 u3 17 naueHToB — B TEUECHUE
12 mecsue. M3 8 manueHToB €O CIOKHBIMH MapLU-
aNbHBIMH (TICUXOMOTOPHBIMM) TPUCTYIAMH TIOJTHOE
npeKpalieHue MPUCTYIIOB OTMEUAIOCh Y 2 TAIIUEHTOB,
3HAYUTEIHHOC YMEHBIICHUE WM TPAHCHOPMAITHIS UX
B Oonee serkue ¢popmbl y 4. Pe3sucTeHTHOCTD K Kile-
TOYHOM Tepanuy OTMEYEHA Y 3 MalMEHTOB OCHOBHOMN
rpynnbsl (15%). [lonoxkutenbHas AMHAMHKA KOTHH-
TUBHOTO cTaryca (ylydllleHHE MaMSATH, BHUMAaHMs)
BbIsiBJIEHA y 70 % 00cien0BaHHBIX, CHUKEHHE YPOBHS
TPEBOXKHOCTH U BBIPAXKEHHOCTH Jlenipeccuu — y 65 %
nanueHToB. B rpynne cpaBHeHus Tonbko y 1 3 20 ma-
LUEHTHI IPUCTYIIBI OTCYTCTBOBAJIN B T€UEHUE 6 Mecs-
1IeB MOCIIe TPOBEIEHHON papmakoTepanuu, y 4 u3 20
NalMEeHTOB OTMEYAlIOCh YMEHBUIEHUE YacTOThI MpPHU-
CTYIOB, Y OCTAJIbHBIX — YIYYILIEHUE HE OTMEYaJIOCh.

BroiBoabl. [loyueHHble JaHHBIE TOATBEPKIAOT
0€30MacHOCTh U MEPCHEKTUBHOCTh MCHOIb30BAHUS
aytosornuyHbix MCK kocTHOro mo3ra npu JiedeHuu
(bapMaKkOpe3UCTEeHTHON CHMITOMATUYECKONH dIH-
JIETICUU.

@I'BEY PocHUUI'T ®MFBA Poccuu, Cankm-Ilemep6ype,
OI'BY CIIML] MUH3/]PABA Poccuu, Cankm-Ilemep6ype

Kocmpoma H. H., AaekcaHsH JI. P, HukumuHa T. I1., lluaoea E. P,
3anpeesa H. M., Pvi6akoea JI. I1., KanycmuH C. H., eccmeawsyes C. C.,, YeuemkuH A. B.,
Honoea T. H., I'puyaes C. B.

CUMMIITOMbBI M CTATYCUAHTI/IOKCI/IZ[AHTHOI\/’I CUCTEMBbI Y BOJIbHbBIX
MHOKECTBEHHOU MUEJIOMOU B PAHHEM INOCTTPAHCIIVIAHTAIMOHHOM IIEPHUOJE

Beenenne. KauectBo xu3Hu (KOXK) OGonbHBIX
1ocJie  BBICOKOAO3HOM XUMHUOTEpANUU SBISIETCS
UHTErpajbHbIM IIOKa3aTelleM, KOTOPbIM OTpakaer
HEraTMBHOE BO3JEHCTBHE NMPOBEIEHHOIO JICUEHUs,
TSOKECTH W JUIMTEIBHOCTH LUTONEHUU. Tokcuue-

cKUi 3(p(HEeKT LIUTOCTATUKOB ONOCPEI0BAH IIPEUMY-
IIECTBEHHO MPOAYKTaMH OKHCIMTEIBHOIO CTpecca,
a MMEHHO CBOOOJIHBIMU paJUKaJaMU KHUCIIOpPOJA.
Tem caMbIM BBICKa3bIBa€TCs MPEAIOIOKEHUE O 1ie-
71eco00pa3HOCTH BKJIIOUEHMs IpErnaparoB C aHTHU-
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OKCUJAHTHOW aKTUBHOCTBIO B COCTaB Teparuu
MOJJICP>KKU, HA3HAYaeMOM B MOCTTPAHCILIAHTALIU-
OHHOM TIEpUO/IE.

Ieab. BpiaBUTE B3aMMOCBSI3b MHTEHCHBHOCTH
CcBOOO/THOPAJIMKATBHOTO OKHCIIEHUS C BbIPaKEH-
HOCTBIO CUMIITOMOB M KaY€CTBOM KU3HU OOJBHBIX
MHOXXeCTBEHHOU Muenomoit (MM) B paHHeM noct-
TPaHCIUIAaHTAIMOHHOM IEPHUOJIE.

Marepuanasl M Meroabl. IIpoaHanu3upoBaHbI
pesyabrarhl obcnenoBanus 8 O0onbHBIX MM B BO3-
pacte 44—65 ner BO BpeMs MPOBEACHUS MEPBOM
TpPaHCIUIAaHTAUU ayTOJIOTMYHBIX T€MOIMOATHYECKHUX
cTBoNIOBbIX KIEeTOK (AyToTI'CK). JnurtenbHOCTH
nepuosa ot guarnoctuku MM 1o BeinosiHeHus Ay-
ToTT'CK 6b11a 0T 7 10 68 MecsitieB. Ha MOMeHT nHU-
nuamuu AytoTI'CK monHbIi OTBET KOHCTaTHPOBaH
y 4 OOJIbHBIX; YACTUYHBIA — TaKke y 4 OOJbHBIX.
Pexumbl konaunuonupoBanus Mel200 u Mel140
ObLIH TIpOBENEHBI 6 U 2 OONBHBIM, COOTBETCTBEH-
HO. [[7s1 OLIEHKM CHMITOMOB OBLT HCIHOJIB30BaH
onpocHUK MDASI, koTopslii 60JbHBIE 3alIOIHSIIH
1m0 AytoTT'CK, B I+1 u JI+7. B ot sxe num 3a-
rOTaBIMBAIU 00pa3Ibl Nepudepruyeckon KPoBH IS
ONpEIEICHUs] YPOBHS MAaJOHOBOTO JAHalbJeruia
(MIA) xonopuMeTpUYeCcKUM METOIOM.

Pe3yabrarbl. OOHApyXeHO HapacTaHHE BBIpa-
KEHHOCTH CUMIITOMOB B PaHHEM MOCTTPAHCILUIAH-
TallMOHHOM Tiepuoze. [lo cpaBHEHHIO ¢ UCXOTHBIMU

naHHeiMd B J|+1 ObuT0 3aUKCHPOBAHO 3HAYU-
MO€ YXYAIIEHHE TaKUX CHUMIITOMOB, Kak TOIIHOTA
(ES=1,38), noreps anmerura (ES=0,55), comn-
muBocth (ES=0,91), cyxocts Bo pry (ES=0,69)
u peota (ES=0,89). X BbIpa)k€HHOCThH MPOJIOJIKA-
na yBenuuuBatecs B J[+7. Hapactanue crmaboctu
(ES=0,47) u paccrpoiictBo cHa (ES=0,47) Obutn
BbIsiBICHBI B J[+7. YpoBenbr MJIA ObuLT MOBBIIICH-
HbiM 710 AyToTI'CK y Bcex OombHbIX: 16,7442
Mkmonb/i. Ha nens +7y 3 (37,5 %) 60nbHBIX OOHA-
py>XeHO 3HauuMoe CHIkeHue ypoBHa MJIA B cpen-
HeM Ha 4,6 Mmxmonb/n1 (ES=0,82). OnHoBpeMeHHO
y OTHX ke OOJIbHBIX 3HAYMMO CHU3WJIACh U BBIpa-
xeHHocTh cumnToMoB (ES=0,2-0,9). V npyrux
5 6onbHBIX HE ObLIO U3MEeHEeHUH ypoBHSI MJIA u Ti-
xKecTtu cumnToMoB. Creayer OTMETUTh, YTO BCE
OOJBHBIC C TIOJOXKUTEIHHOW JITUHAMHKOW YPOBHS
M/IA B MHIYKIIMOHHOM IE€pPUOJIE MOTyYalu JIEHa-
JTUJOMHU]I.

BoiBoabl. B nocTTpaHCIIaHTallMOHHOM TIEPUO-
JI€ BBIPAXKEHHOCTb CUMIITOMOB COMNPSDKEHA C aKTUB-
HOCTBIO CBOOOJHOPAIUKAIBLHOTO OKuciieHus. OOHa-
pYXEHHasl acCOLMalUsl CHUKEHHS BBIPaXXEHHOCTU
CUMIITOMOB C yMeHblIeHueM ypoBHSI M/JIA siBisier-
Csl OCHOBAaHHMEM JJIsl KIIMHUYECKOW arpolaruu 3¢-
(heKTUBHOCTH TIPENaparoB C AHTHOKCUAAHTHOM aK-
TUBHOCTBHIO B MOCTTPAHCIIAHTAIIMOHHOM IEPUO]IE.

2. Cecmpopeyk

KyewuHnoe A. 0., BorowuH C. B., apugyaaun A. /1.°, 3enuna M. H.’, Yy6ykuHa K. B.,
Kpacnukos E. E.?, AHocoe H. A.3, Beasakoesa E. A.*

1 @edepasvHoe cocydapcmeeHHoe GrodxicemHoe yupexcdeHue «Pocculickuli HayuyHo-uccaedosamenbCKull uHcmumym
eemamosiozuu u mpaHcgpysuonozuu PedepasbHozo MeduKo-6U0102u1ecK020 azeHmcemaa», 2. Cankm-Ilemep6ypz
2 Cankm-Ilemep6ypackoe cocydapcmeeHHoe 6lodxicemHoe yupesxcdeHue 30pasooxpaHeHusi «[opodckas 6oabHuya Ne 40»,

3 Cankm-Ilemep6ypackoe cocydapcmeeHHoe yupexcoeHue 30pagooxpaHeHusi «[opodckoli KauHuveckuli OHKOs102u4ecKutl

ducnaHcep», 2. Cankm-Ilemep6ypz

*  @edepasvbHoe 2ocydapcmeerHoe 61003cemHoe 06pazosamesibHoe yupedcdeHue 8bicuie2o 06pazosarusi «Cesepo-3anadHulll
2ocydapcmeenHblll MeduyuHckull yHugsepcumem umeHu H. H. MeuHukoea» MuHucmepcmea 3dpasooxpaHeHust Poccutickoli

edepayuu, 2. Cankm-Ilemepbype

POJIb ITOAJEP>KUBAIOILEN TEPAIIMMU B JIEYEHUU NALIIMEHTOB
C XPOHUYECKHM JIMM®OJIEHKO30M

BBenenne. B cBsi3u ¢ BHEIpEHHEM B Mporpam-
MBI JIGYeHHsS] HOBBIX JIEKAPCTBEHHBIX IMpENnaparoB
(B TOM 4MCIE HOBBIX MOHOKJIOHATBHBIX AHTUTEIN
U TapreTHHIX MpemnaparoB), y OOJBIIMHCTBA MAalld-
€HTOB ¢ XpoHHUYeckuM JmMdoeirikozom (XJLT)
yIaeTcsl TOCTUYb PEMUCCHIO 3a00J1eBaHUsl (TIOJIHYIO
(ITP) nnu 9acTUYHYI0) MOCIE TPOBEAECHUS KOMOU-
HUpOBaHHOM Tepanuu. [losToMy B HacTosIee Bpe-
Msl aKTyaJdbHOMW 3a/a4eil SBIsIeTCsl KaK MOXHO 00-
Jiee JUIMTENIbHOE COXPaHEHHE, a MPH BO3MOXKXHOCTH
U yryOJieHHe TepareBTUIeCcKOro OTBeTa. JTa 3a/a-
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9a MOYKET PemIaTbCs ¢ MMOMOIIBIO HHTECHCU(PUKAITUN
JedeHus (B TOM YHMCIIE TPOBEJIEHUE TPaHCIUIAHTA-
U TEMOITOATHYECKUX cTBONOBHIX KieTok (TI'CK))
win nonnepxkusatouieit repamuu (I1T).

Heab. OueHuts poiab U MECTO MOIACPKUBAIO-
e Tepanuu B JICYCHUH TMAIMCHTOB C XPOHHYE-
CKUM JTUM(OICHKO30M.

MarepuaJbl M MeTOAbI. B ccienoBanue BKIIIO-
yeHbl 198 mnanueHToB. COOTHOLICHHE MYXYHH
u xeHuH — 1,3: 1. Kpurepuu nuarHocTuku, mo-
Ka3aHWsl K Haday JIe4eHHs], OoleHKa 3(h(EeKTUBHO-

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
6-7 vitons 2017'r.

CTH TIPOBEACHHON Teparuu U MUHUMAIbHOW OCTa-
TOYHOU 0OJIE3HU COOTBETCTBOBAIU PEKOMEHIAIUSIM
IWCLL’2008. aaykiroHHast XUMUOTEpanus mpo-
BoIMJIach 1o cueayroommM nporpammam: RB, FC,
RFC, R-CHOP, I-RB, I-R. Ouenka MUHUMaIbLHOMN
octato4Hoii 6osne3un (MOB) nmpoBonuIace MeToIoM
S-LIBETHOM IPOTOYHOU LIUTOMETPUHU KIIETOK KOCTHO-
ro mosra. [Togaep:xuBarorias Tepamnus MpoBOAUIACH
B 144 (72,7%) cnyuasix: purykcumad 500 mr/m?,
BHYTPUBEHHO Kaxjable 8 Henenb (n=116); ubpyru-
HUO 420 Mr, BHYTpPb, €XKeAHEBHO (n=28).
PesyabTarbl. VYBenuueHue TDIIyOMHBI OTBETa
(c 9acTUYHOM 10 TIOJTHOW pPEeMHUCCUU) HAOIIONAI0Ch
TOJBKO Yy mnanueHtoB, nosaydasmux [IT — 10,4 %
(15/144) (p=0,013). Ilpu nposenennn IIT ubpy-
TUHUOOM YacTOTa YBEIUYCHUS TITYOHMHBI PEMUCCUU
coctaBuia 28,6 % (8/28), na I1T purykcumadbom —
6,0% (7/144) (p=0,0005). ITanueHTsl, MOTy4aB-
mme [IT, wmmenu Oonee IUTENBHYIO MeIUaHy
O6ecnporpeccuBHoil BbDKHBaemocTu (BIIB), yem
MAIMCHTHI, KOTOPBhIC HAXOMWINCh TOj HaOmrome-
ureM Oe3 IIT: 48 mec. u 37 Mec., COOTBETCTBEHHO
(p=0,03). Menuana IIUTEIHPHOCTH OTBETA y Tia-
uueHToB, nonydyaBmux IIT, cocraBuia 44,0 mec.
u 25,5 mec. y nauuenroB 6e3 IIT (p=0,0006). Ya-
CTOTa Pa3BUTHs peruanBa 3a00JIeBaHUs y MAIlUCH-

ToB, momydaBmux [IT cocraBuna 39,6 % (57/144)
cimydaeB, a y nanueHToB 6e3 IIT — 66,7 % (36/54)
(p=0,0007). PeumnuBbl 3ab0sjeBaHUs 4Yalle BO3-
HUKaJIM y nanueHTtoB, nonydaBmmx [IT puryken-
MaboM, B CPAaBHCHHH C TOJyYaBITUMH UOPYTHHUO:
45,7% (53/116) u 14,3% (4/28), cOOTBETCTBEHHO
(p=0,002). Menuana ATUTENHHOCTH HAOMIOACHHUS
B Ipynme c putrykcumabom cocraBuwia 22 Mec.,
a B rpynrme ¢ uobpyrunuoom — 11 mec. Uepes 612
mecsitieB mpoenenust [IT MObB He onpenensiiach
y 23,5% (12/51) panee MOB-103UTHBHBIX Malu-
entoB. Cpenu nanueHtoB ¢ MOBb-neraruBuoit I1P
penuauB 3a00IeBaHNs PA3BUBAJICS PEXE, YEM Y Ia-
nueHToB ¢ MOB-nio3utuBHoi TP — 20,0 % (4/20)
npotuB 62,5 % (10/16), coorBercTBenHO (p=0,009).

3HauYMMBbIE Pa3IUYMs B YACTOTE€ BO3SHUKHOBEHUS
MH(GEKIMOHHBIX OCIOKHEHUIH MEXy MalleHTaMHu,
nonyyaBimumu [IT u 6e3 Hee BBIABICHBI HE ObUIH
(p>0,05).

BoiBoabl. IIposenenue IIT nanmenram ¢ XJIJI
MO3BOJISICT HE TOJBKO JOOUTHCS YCUIICHHSI TITyOUHBI
JTIOCTUTHYTON PEMUCCUU, HO U YBEITUYUTH JTUTEIIb-
HocTh pemuccuu U BIIB. Ilposenenue I1T moxer
OBITH cpeacTBOM KoHTpost 33 MObB u ciocobom ee
IpauKaInu.

2 HHosayuoHHasi kauHuka Akademusi 300pogssi, Yuma

Ky3nuk b. H.%?, /lasbidos C. 0.2, CmenaHos A. B.»?, I'yceea E. C.*%, Cmoasakos I0. H.%,
opapb H. B, llvi6ukoe H. H., Tepewkos C. IL.}, Pecpenoea E. B.', Buk6aeea M. B.’

! YumuHckas zocydapcmeenHast MeduyuHckas akademus, Yuma

POJIb «BEJIKOB MOJIOAOCTH U CTAPOCTHU» B PABBUTHH T'MIIEPKOATY/IALIMHA
N OCOBEHHOCTEHN KPOBOTOKA ITPU TMIIEPTOHUYECKOMU BOJIE3HHA

Beenenue. 3a nociegHue rojbl MOSBUICS Psif
UCCJIEJIOBAHUN, CBHJIETENBCTBYIOIIMX O TOM, YTO
TaK Ha3bIBaeMble «OCIKH MOJIOAOCTH» (MPHUCHH,
GDF11) u «6enku crapoctu» (CCLI11, GDFIS5,
JAM-A) oka3bIBalOT BIUSHUE HA COCTOSIHUE CUCTE-
MBI TeMocTa3a. /laHHoe ucciieoBaHue HaIPaBIEHO
Ha BBISICHEHHE POJM «OEJIKOB MOJOAOCTU U CTapo-
cTU» B (POPMUPOBAHNUU TPOMOOTEHHOIO ITOTEHIIMAIA
1 0cOOCHHOCTEH KPOBOTOKA.

Marepuasbl u MmeToabl. Hamu HaOnroaenus npo-
Be/ICHbI Ha 37 KEHIINHAX, CTPAIAIONINX apTepHalb-
HOM rumneprensuen Il craguu, UMEIIMX BBICOKUIA
JIOTIOJTHUTENBHBIA PUCK Pa3BUTHUS CEPIEUYHO-COCY-
JUCTBIX OCJIOKHEHUH U BbIPA3UBIIUX J0OPOBOIBHOE
coryiacve Ha y4yacTue B ucciieioBanuu. [ pynmy koH-
Tposist cocTaBuIM 30 OTHOCUTENBHO 3710POBBIX KEH-
IIMH, COIOCTaBUMBIX 10 BO3PACTYy U Macce Tela.

Hamn wusywanoce coxpepxanue O€IKOB MOJO-
noctu (upucuna, GDF11) u «crapoctu» (CCLI11,
GDF15, JAM-A), naunuaHelii criekTp, BpeMs CBEp-
TBIBAaHUSI KPOBM, UUCIIO TPOMOOLIUTOB, aKTUBUPO-
BaHHOE YAaCTMYHOE TPOMOOIJIACTHUHOBOE BpEMs —
AUTB, nmpoTpoMOMHOBOE BpeMsi C BBIUYUCIEHUEM
MHO, TpomMOuHOBOE BpeMsi, KOHLIEHTpAIUs I1a3-
meHHbIX ¢aktopoB I, IX, X, X ¢ubpunorena,
akTuBHOCTh aHTuTpoMOuHa III (A-III) u mpore-
nna C (PC), comepxanue (GpuOpuHPaCTBOPUMBIX
MOHOMEpHBIX KoMmiuiekcoB (POMK), D-mumepor
u Xlla-3aBucuMbIil GUOPHHOIN3 OOLICTIPUHATHIMU
MeToAaMH. JIOMONHUTENBHO HCCIenoBaiCs Ipo-
CTPaHCTBEHHBIN POCT (PUOPHUHOBOTO CTYCTKa, OCY-
HIECTBIIIEMBIN ¢ moMotibio mpubdopa «Perucrparop
Tpombogunamuku T-2». C momompto cnenuduye-
CKUX aHTUTEJI M CUETHBIX €IMHUI] N3y4yanoch oolee
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YHCII0 MUKPOBE3UKYJI, HECYIIIUX aHTUTC€HBI TPOMOO-
uutoB (CD42a), mononutoB (CD14) u suaorenus
(CD146), B TOM umuclie 3KCOPECCUPYIOLIUX TKaHe-
Bori dakrop (CD142), Ha mMPOTOYHOM ITUTOMETpE
Cytomics FC500. Kpome Toro, meTomoM aHaim3a
JIa3epHBIX CIIEKTPOB pACCEsHUsI CBETa ammapara
Onbdu-Tex-2 (M3pauns) onpenensyiuchk reMoau-
Hamuueckue wuHuaekcol (HI): HIl — cBszannbie
¢ o4eHb HM3KUM Juana3zoHoMm udactot (HI1) u cBu-
JeTEeNbCTBYOMKE 00 »HHAOTEeNNAIbHOM B3aUMO-
JNeUcTBUU ¢ spuTporutamu, HI3 — cBszanHbie
C BBICOKOYACTOTHON 00JacThi0, XapaKTepU3YyIOIIeH
ObICTpBI TIOTOK, 1 HI2 3aHMMaeT B 3ToM psiy mpo-
MexXyTouHoe nojoxenue. s kaxgoro HI (HI1 —
HI3) ucnonb3oBaHbl 1ONOIHUTEIbHBIE MEPHI MEI-
JIEHHBIX KOJIeOaHWI KPOBOTOKA — OCIIIIISITOPHBIE
remoguHamuyeckue uaaekcel — OHI: 0.005-0.05
'y — nBuXeHHe KpOBH, aCCOLMUPOBAHHOE C SH-
noremuem (NEUR), 0.05-0.15 TI'm — nBmxeHue
KpPOBH, OIIPENEISIEMOE MBIILIEYHBIM CIIOEM COCYI0B
(MAYER), 0.15-0.6 't — nBuxeHHe KpOBH, 3a-
naBaeMoe abixarenbHbM 1ukiIoM (RESP) u 0.6-3
I'm — nynscoBbie Tomuku (PULSE). Craructuue-
ckasi 00paboTKa TaHHBIX MMPOBOAUIIACH C UCIIONIB30-
BanueM nporpammel STATISTICA 10.

Pesyabrarbl. Hamm HaOnroneHust mokasaiiu, 4To
y JKEHILUH, CTPa/IaloluX TUIIEPTOHUYECKON 00e3-
HBIO, pe3ko (B 2,5 pasa) CHHMXKAETCs coAep)KaHue
GDF-11, nameuaetcs crmabasi TCHIASHIIUS K YMEHb-
LICHUIO YPOBHS MPUCHMHA U YBEJIWYUBAETCA KOH-
ueHrpamnus «OenkoB crtapoct» JAM-A. GDF15
u CCL11. Ilpn runeproHnyYecKoil 00Je3HH BpeMs
CBEPTHIBAHUS KPOBH, 4UCIO TpomOoruToB, AUTB,
MIPOTPOMOMHOBOE U TPOMOHMHOBOE BpeMsl, YPOBEHb
A-III, PC u xonnentparusi GpuOpuHOTreHa HE OTIIN-
4aroTcs OT HOpMBI. BMecTte ¢ TeM, y Takux 00JIbHBIX
ObuT0 yBenMueHo conepxanue ¢akropa 11, POMK
u D-gumMepa, yBETHMUEHO YHCIO TPOMOOIUTAPHBIX
MHKPOBE3UKYJ, a Takxke yuiauHeHo Bpems Xlla-
3aBUCUMOr0 (UOPUHOIHU3A.

VY OOJBHBIX THUIEPTOHUYECKOW OOJIe3HBIO 3HA-
YUTEJIBHO YBEJIMYEHA HavyaJlbHAsl W CTallMOHapHas
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CKOpOCTh 00pa3oBaHus (PUOPUHOBOTO CTYCTKA U €T0
pasmepsl, [IpeacraBiennbie (akThl CBUACTEIbCTBY-
€T O SIBHOM YCHUJIEHUH Tpoiiecca TpoMOooOpa3zoBa-
HUSl y CTPAJAloIIUX TUIIEPTOHUYECKON OO0JIE3HBIO.
Pe3kue m3MeHeHUs BBISBICHBI B JIMMUAHOM CIIEK-
Tpe — YBEJIMYUBAETCS KOHIIEHTpAlMsi OOIIEero XO-
necrepuna, tpuruuepunos u JIIIOHIL, a rtaxxke
areporeHHblii mHAeKc. Ilokazano, yTo y OOIBHBIX
THIIEpPTOHNEH HaOMI01aeTcsi yMEHbIIEHHE TeMOJIU-
HaMUYECKUX MHJEKCOB, YTO JEMOHCTPHUPYIOT OoJiee
HU3KYIO aKTHBHOCTh MHUKPOLHUPKYISITOPHBIX I'eéMO-
TUHAMHYECKNX (CKOPOCTHBIX) mporeccoB. Kpome
TOTO, OUYEBUJIEH aKLEHT ATUX pa3INuuil Ha HHIEKCE
HI1, xapakrepu3yomieM NpUCTEHOUHbIE POLIECCHI.
OnucanHOe mepepacnpeeeHne MUKPOLMPKYJIS-
TOPHOT'O KPOBOTOKA MOATBEPKIAETCS BBIYUCICHUEM
y KaXKI0T0 MalMeHTa M0Ka3aTesis CABUra M1y UH-
nexcamu (H1-H3), koTopslii B rpyrine O0JIbHBIX TaK-
K€ CBHUJIETEJILCTBYET O 3HAYMMO MEHBUIMX IOKa3a-
tessix. Kpome Toro, nmpu runeproHuYecKoit 601e3Hu
B 00J1aCcTH TPOMEKYTOUHBIX ociimuisainuii (HI2) Bbi-
SIBJIIIOTCS 3HAUMMbIE OTKJIOHEHMS, OIpeJeisieMble
MEUICHHBIMH  0apOpelienTOPHBIMH  KOJICOAHUSIMU
(put™ Maiiepa). Hamu oOHapy>keHBI MHOTOYHCIICH-
HbIE MOJIOXUTEIbHBIE U OTPULIATEIbHBIE B3aUMOC-
BSI3U OT CJIA0BIX 10 CHIJIBHBIX MEX]y COZIep)KaHUEeM
upucuna, GDF11, GDF15, CCL-11, JAM-A u uc-
CJIeTyeMbIMH I10Ka3aTeJsIMU FeMoCTasa, JTUIUIHOTO
oOMeHa ¥ reMOAMHAMUYECKUMH UHICKCaMHU.

BbiBoabl. Bece npencraBneHHble 1aHHbBIE CBUJIE-
TENbCTBYIOT O YPE3BbIYaiHO BAXKHON POJIH «OEIKOB
MOJIOZIOCTH M CTapoCTH» B (OPMHPOBAHUHU TPOM-
OOreHHOro MOTEHIMala U HapylIEHUsX T'eéMOJINHa-
MUKH y JKEHIIHH, CTPaJarolNX THIIEPTOHUYECKON
6ose3npl0. Her HUKAakoro COMHEHHsI, YTO MpUMe-
HEHUE JIEKaPCTBEHHBIX MPEnapaTroB WU MPOLEyp,
HANpaBlIEHHBIX HA TMOBBIIIEHUE B KPOBH YPOBHS
«benkoB MONIONOCTH» U CHUKEHHE KOHLIEHTpalUH
«OeNKoOB CTapoOCTH», SIBUTCSI IaTOTEHETHYECKUM
(aKTOpPOM Tepanyy TUMIEPTOHUIECKOM OOJIE3HNU 1 e¢
OCJIO)KHEHUH.

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,
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Cankr-MeTtepbypr
6-7 vitons 2017'r.

@I'BY PocHUHUI'T ®MFBA Poccuu, Cankm-IlemepGypz

JlecHuyeHko H. ®., Kocmpoma H. U., I'puyaes C. B., YeuemkuH A. B., KanycmuH C. H.

K/IMHUYECKOE 3HAYEHUE YPOBHS MATPUKCHOM METAJIJIOITPOTEUHA3BI-9 (MMII-9)
B IIJIASME ACITMPATOB KOCTHOI'O MO3TI'A BOJIbHBIX

OCTPbIM MHUEJIOUIHBIM JIENKO30M

Beenenme. [IporaozupoBanue >pQGeKTUBHOCTH
LUTOCTaTUYECKON TEpalluu U ONPEACIIEHUE pHCKa
pa3BUTHS pELUINBA — OCHOBHBIE YCJIOBHUS YIyd-
HIEHUs KaueCTBa MEIMLIMHCKON TTOMOIIIY, OKa3bIBae-
MO OOJBHBIM TSKEJIBIMU OHKOT€MaTOJIOIMUECKUMHU
3a00/IeBaHUSMHU, BKJIIOYAs OCTPBIM MUEIOUIHBIN
aeiiko3 (OMJI). OO6uenpu3zHaHHBIME (pakTOpamMu
pUCKa 10 Hayaja MHAYKLHOHHOW Tepanuu pac-
CMaTpUBAIOTCA BO3pacT, KOJUYECTBO JIEWKOLMTOB,
XapakTep MOJIEKYJSIPHO-TEHETUUYECKUX abeppaluil.
B nocrpemuccuoHHOM NepHoe BHIOOP MPOTHOCTH-
YECKHUX MapKepOB OTPaHUYEH.

Heas. OmnpenenuTs KIMHUYECKOE 3HAYECHHE
ypoBHs MIIII-9 B mi1a3me acnupaToB KOCTHOT'O MO3-
ra 6oapHBIX OMJI Kak nIpeauKTOp Xapakrepa Teue-
HUS 3a00J1€BaHMsl B IOCTUHAYKIIMOHHOM MIEPUOJIE.

Marepuanbsl m meroabl. [IpoBeneH perpo-
CNIEKTUBHBIA aHaiu3 ypoBHd MMII-9 B mnazme
acniuparoB 18 GonbHbIx OMIJL. Beimu chopmupo-
BaHbl 2 rpymnmnsl. B nepByro rpymnmy BKIIIOYEHBI 9
O6osbHBIX ¢ ToyiHOM pemuccuend (OMJI-TIIP). Bro-
pas rpynmna BKJIoudajia 9 OOJbHBIX, Y KOTOPBIX
He 6su10 [TP (OMJI-BHE I1P). BCe GonbpHbIE Moy~
Yyajy JICYEHHUE COIIAaCHO MPOTOKONY, YTBEPXKICH-
HOMY B KJINHMKE I'€MaTOJIOTUH, KOTOPBIN BKJIHOYaIl
CTaHJIapTHBI MHAYKLUHUOHHBIA Kypc 7+3, KypcChl
KOHCOJIWJIalIUM C BBEJEHUEM LiUTapabuHa B pa3o-
BOi 103¢ >1 r/M> W KypChl IOIICPKUBAOIICH
tepanuu. [Ipu oTCyTCTBUU OTBETa WJIM PAa3BUTHHU
peluIrMBa IPOBOJUINCH KYPCHI C BBICOKOJO3HBIM
nuTapabMHOM. AcCIUparbl KOCTHOT'O MO3ra /sl UcC-
CJI€ZI0BAHMS 3aroTaBIMBAJIA B IIEPUOJ IUATHOCTH-
ku OMJI u nepen HauaIOM MOCIEAYIOMINX KYpPCOB
[IUTOCTAaTUYECKOM Tepanuu. Meauany oOIIe BbI-
kuBaemoctu (OB) paccunrtsiBaiu 1mo kpuBbiM Ka-
wiaH-Maiiepa. Conepxanne MMII-9 onpenensinu
C MOMOIIBI0 HMMMYHO(DEPMEHTHOH TECT-CHUCTEM
“HumanMMP-9 immunoassay” (R&DSystem,
USA).

PesyabTarbl. YCTaHOBJIEHO, UYTO YPOBEHb
MMII-9 y 6onpupix OMIJI-IIP 6bu1 B nuamaso-
He ot 0,954 mo 15,01 Hr/mMn, cpemHss BeIWYUHA
7,324+1,181 ar/min. Meagunana OB 0O0JbHBIX dTOH
rpynmbl 46 (24-72) wmecsma. CpenHuii ypoBeHb
MMII-9 B mia3me acruparoB KOCTHOTO MO3ra 00JIb-
HbIXx OMJI-BHe [P 6bL1 3HAYUMMO HMXKE, YeM B Tep-
Boi rpymme u coctaBiusin 1,343+0,354 (0,092—
6,402) ur/mm; p=0,000. Meanana OB 0o0ybHBIX
OMUJI-BHe I1P Obuta HUXe, ueM B rpymnne OMJI-I1P:
12 (7-23) mecsiueB npotuB 46 MecsIeB B TPymIe
OMIJI-ITP. Accoumarnuu ypoBHss MMII-9 ¢ konu-
4eCTBOM OJIACTHBIX KJIETOK B KOCTHOM MO3re oOHa-
pyxeHo He Obl10. B ToO ke Bpemst ypoBenb MMII-9
okazasicst Hike 1,0 Hr/Mi1 y 60onbIMHCTBa OOJIBHBIX
OMUJI-Bue IIP (68,1 %). OgHOBpeMEHHO OBLIO BBI-
SBJICHO, 4TO ypoBeHb MMII-9 uHuxe 1,0 Hr/mi Obut
accouuupoBaH ¢ yxyauienuem OB B rpymnme 60ib-
HBIX, JOCTUTIIUX peMUcCHH (3 OONBHBIX): MEPHOA
BBDKMBAEMOCTH BapbupoBail oT 7 10 17 mecsues.
B 10 e Bpems y onHoro u3 6oiapHbIX OMJI-I1P, He-
cMOTpsi Ha BbIcOKUN ypoBeHb MMII-9 (6,409 nr/
MIT), pa3BuiIcs peluauB. TeM He MeHee, Moclie of-
HOTO PEUHIYKIIMOHHOTO Kypca y OOJIbHOTO Oblia
JTUArHOCTUPOBAHA TIOJNHAS PEMHCCHUS JUIUTEIbHO-
cTbio 17 MecsiueB 0e3 BBINOIHEHUS TPaHCIUIAHTA-
UM KOCTHOTO Mo3ra (B JaJibHEHIIeM OOJIbHOM BBI-
naJj u3-1moJ HaOIIOICHU).

BoiBoabl. Yposenb MMII-9 B miazme acniupatoB
KOCTHOTO MO3Ta MOJKET OBITh MCIIOJIb30BaH KaK OJIMH
u3 npeaukropos TeueHuss OMJI B mocTMHIYKIIMOH-
HOM nepuoze. He Mckito4eHO, 4TO IPOTHOCTHYE-
ckuil nmoreHuuan yposHs MMII-9 oGycnosnen co-
IPsSLKEHHOCTBI0 ypoBHA MMII-9 ¢ mMuHMMaibHON
OCTaTOYHOM OOJIE3HBIO W/WIH YyBCTBUTEIHHOCTHIO
JEMKO3HBIX KJIETOK K HUTOCTAaTHYECKUM Tpernapa-
tam. [lnanupyercst nanbHeilee HaKOIUIGHUE KIIU-
HHUKO-71a00paTOPHBIX JaHHBIX JJISI YTOYHEHUS POJIH
MMII-9 B MexaHu3Max pa3BUTHS JIEUKO3HOTO KIIOHA.
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AHAJIN3 MUKPOBHUOJIOTUYECKOTI'O ITPO®UJIA OHKOTEMATOJIOT'MYECKHUX BOJIBHBIX

BBenenue. Ilpodunakruka w Je4YeHHEe WH-
(dbexiuii, CBI3aHHBIX C OKAa3aHWEM MEIUITMHCKOMN
nomomu (MCMII), oOTHOCATCS K BaKHEHITUM
HaANpPaBIEHUSAM COMPOBOIUTEILHOTO JICUCHUS OH-
KOTe€MaTOJIOTUYECKUX OONBbHBIX Ha (JOHE XUMHUOTE-
parmuu. MHQEKIMOHHBIE OCIOKHEHHS — BeIyIas
MIpUYMHA JIETAIBHOCTU MAlMEHTOB C reMobiacTo-
3aMHM, TO3TOMY MUKPOOUOJIOTUYECKUA MOHUTOPUHT
y OHKOT€MAaTOJIOTUYECKUX OONBHBIX — HEOThEeMJIe-
MBI paznen 23QPEeKTUBHOTO SMUIEMUOIOTHIECKOTO
Haj30pa. 3yueHue v olleHKa aKTyaJbHOTO MUKPO-
O1OIOrNYeCcKOro MPO(UIS MO3BOJISET PAlIMOHAIEHO
HCIIOJIb30BaTh KaK IMIIMPUUECKYIO, TAK U ATHOTPOII-
HYI0 IPOTUBOMUKPOOHYIO TEpaIHuIo.

b, OieHUTh MUKPOOUOIOTHYECKUH TPOPHUITH
MaIMEeHTOB reMaToIornYeckor Kk 3a 2016 1.

MarepuaJsl M MeTOAbI. B uccienoBanue BKIIO-
yenbl 2710 OGaxrepuonornueckux mnocesos (BII),
MOJTyYEHHBIX OT 455 OHKOreMaToJIOrHYecKuX 00JIb-
HBIX B Bo3pacte oT 1 g0 81 roma, HaOMHOMaBIIMXCS
B remMarojornyeckoil kinumHuke B 2016 . M3 Hux
MyxxarH — 217 (47,6 %), xenmuH — 238 (52,4 %).
B3situe 006pasioB mpoBOIMIOCE U3 PA3TUYHBIX JTOKY-
COB: BepXHHX Abixarenbhbix mytei (BIAIT) — 1910
(70,4 %), nmxHux npixarenbHbix myten (HAIT) —
185 (6,8%), xpoBu — 64 (2,3%), LIEHTpPaIbHOIO
BeHozHoro karerepa (LIBK) — 15 (0,5%), moun —
383 (14,1%), xoxu — 76 (2,8%), poToBoii mo-
noctu — 27 (0,9%), otmensemoro u3 a3z — 10
(3,6 %), xxenynouno—kuieynoro tpakra (OKKT) —
37 (1,3%). Craructuyeckuil aHajiu3 HPOBOIUIICS
C MHCIIOJIb30BaHHWEM HemapaMeTpUYecKoro MeToaa
kputepus x> [lupcoHa ¢ mocTpoeHueM TabIuI] Co-
MPSHDKEHHOCTH M CPaBHEHUS OXKHJIaeMbIX U HaOIro-
JTAeMBIX YaCTOT.

Pesyabrarbl. ['pamnonoxurenbHas  MHUKPO-
¢nopa (I'p+) obnapyxena B 1722 (63,5%) BII,
rpamotpuniatenbHas Mukpodmopa (I'p—) —B 318
(11,7 %), rpubxoBas Mukpodnopa — B 196 (7,2 %),
HopMalibHast MUKpodiopa B 68 (2,5 %), oTcyTcTBHE
pocta Mukpodiopsl BeisiBieHo B 406 (14,9 %). Cpe-
T BCEX IOJIOKUTENBHBIX CIIy4aeB BbICEBA IaTOTEH-
HOM U YCJIOBHO-IIAaTOT€HHOW OakTepuaIbHON (IIopbl
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(n=2040) nHaOmromaeMble YacTOTHl OOHApYKEHUS
I'p+ u I'p— mukpooprauunsmoB (MO) cocraBunu
1772 (84,4%) u 318 (15,6%) ciiydaeB cooTBeT-
cTBeHHO. [Ipu OXHMOaHUM PaBHOLIEHHOCTH YacTOT
BbIceBOB [ p+ u I'p— Oakrepuit (50% Ha 50 %) no-
JY4YeHO CTaTHCTUYECKH 3HAauuMoe IMpeoliajaHue
I'p+ MO: X2=99,7 (p<0,0001). I'pyniy I'p+ co-
craBwm S. epidermidis — 542 (31,4 %) cnyuas, E.
facium — 408 (23,6%), S.aureus — 197 (11,4 %),
S. saprophyticus — 197 (11,4%), E. faecalis —
139 (8%) u S.haemolyticus — 8 (0,4 %). OTnuuus
MPEJCTaBICHHBIX YacTOT BcTpeyaemoct [p+ MO
IIPU CPaBHEHUH JIPYT C IPYTOM CTATUCTHYECKU 3Ha-
gumbl (*=15,1, p<0,01). I'pynna I'p— MO npexn-
ctaBieHa P. aeruginosa — 134 (42%) cnyuas, E.
coli— 96 (30,1 %), K. pneumoniae — 26 (8,1 %),
K. oxytoca— 6 (1,8%), C. freundi— 16 (5%),
A. baumanni—5 (1,5%), S. maltophilia — 15
(4,7%) wu Proteus —9 (2,8%). Omnuuus upen-
CTaBJICHHBIX 4acToT BcTpeyaemoctu [p— MO mpu
CPaBHEHUHU JAPYT C APYTOM CTAaTUCTUYECKU 3HAUYUMBI
(x*=18,5, p<0,01). I'p+ mukpodiiopa mpeodana-
na ipu BIT o6pasuos u3 BAIT (x*=69,9, p<0,0001),
u3 HJIIT (¢*=31,04, p<0,0001), u3 xposu (y*=17,7,
p<0,0001), u3 LIBK (¥*=36, p<0,0001) u u3 poto-
Bo# mosoctH (X2 =42,5, p<0,0001) mo cpaBHEHHIO
C JOpyrMMH JIOKycamH (Ko)ka, Moua, OTAEIseMOe
u3 a3, JKKT). ¥ myxuun ['p+ muxpodopa cra-
TUCTUYECKH 3HAYMMO Yallle YeM Y KEHILUH Orpeie-
nsimace B BIIL: 509 (94,4 %) nonoxurtenbabix bIT
npotuB 893 (90,3 %) coorBercTBeHHO (X2=7,61,
p=0,0058). B BIl Moun y >KeHIIMH Yalle BbISB-
nsnack I'p— mukpodmopa: 95 (52,4%) BII mpo-
tuB 31 (72%) y myxunn (X2=19,19, p=0,0198).
B ocranpHBIX TOKycax CTAaTUCTUYECKUX 3HAYMMBIX
OTJIMYMIA TIO TUITY MUKPO(]IOPHI HE BHISBICHO.

BeiBoabI. B CTpyKType MaTOreHHOM U yCIOBHO-
MATOTEHHON MHKPOQIIOPHI, BBIICIEHHONH y OHKOTe-
MaToJIOTUYECKUX O0nMbHBIX, ['p+ MuKpodaopa BbI-
sBneHa B 63,5 %, ¢ npeobnananueM S. epidermidis
(31,4%), npeumymectsenno u3 BIIL. Cpeau I'p—
MO nomunuposana P. aeruginosa (42 %).
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BO3MOXHOCTHU TPOMBO3JIACTOTPA®UU B ONTPEAEJIEHUH TPAHC¢Y%HOHHOI>'I
TAKTUKH ITPX OBECNEYEHNHY HHBASWBHbIX MAHHITY/IAALIUA
Y HAOMEHTOB C TA’KEJIOU TPOMBOLIUTOIIEHUEHN

BBenenue. [lanmmenTs! ¢ 3a001€BaHUSIMU CHUCTE-
MBI KPOBU UMEIOT BBICOKUW PUCK FEMOPPAruiecKux
OCJIOKHEHUM MpU NPOBEICHUM HHBA3UBHBIX Ma-
HUIYJSIUUNA — B YaCTHOCTH, KaTeTepu3alluu LEeH-
TpaJIbHOW BEHBbI. PHCK 3TOT CBfi3aH, B TOM YHCIIE,
C COMyTCTBYyMOIIEH TpombouutoneHuei. [Ipumene-
HUe KoHleHTpaTta TpombonuToB (KT) siBisiercs He-
OThEMJIEMOM YacCThIO JICUEHUsI JAHHOM KaTeropuu
O0onbHBIX. B psge ciayuaeB HEBO3MOXKHO oOecre-
YUTh CBOEBPEMEHHYIO 3aMECTUTEJIbHYIO TEPAIUIO
KOHIIEHTPAaTOM TPOMOOIIUTOB. Y YacTH MAIIEHTOB
pa3BuBaetcs pedpakrepHocTs K TpaHchysusm KT.
Bonpoc o 6e3omacHoM Juisi TPOBENEHUS] UHBA3HB-
HBIX MaHUIYJISALUUNA YpOBHE TPOMOOIIMTOB B HACTOSI-
niee Bpems MpojosnkaeT oocyxaarhes. [Ipu Berdope
TpaHC(}y3MOHHON TAaKTUKU MOXET IIOMOYb TPOMOO-
anactorpadust (TOI') — MeTon OLEHKH CHCTEMBI
remMocrasa IyTeM H3y4YeHHUsS BS3KO-321aCTUYECKUX
CBOMCTB TpomOa.

Heab. OneHuTh 4acTOTy pa3BUTUS U TAKECTb
reMOpparuuyeckux  OCJOXKHEHUM  KareTrepusa-
LAHA LEHTPAJIBbHOW BEHBl y MALMEHTOB C TSKEIOU
TpoMOOLMTONEHHENH Mpu Hcnonb3oBaHun TOI-
KOHTPOJUPYEMOH TpaHC(Py3NOHHON TaKTUKH.

Marepuaganl u Mmetoabl. TOI-uccienoanue
nepesn MpOBEICHUEM KaTeTepU3alMK LIEHTPaJIbHON
BEHBI BBHIMIOJTHEHO Y 32 GOJBHBIX reMOoOIacTO3aMHu
¢ tpombOoruronenuerr 30x10°/n m Hmke. Cpenu
HUX 06110 13 MyxuuH (41 %) u 19 xenmun (59 %).
Menuana Bo3pacTta MalMEHTOB COCTaBWIIa 45 JIeT.
BonpHBIX OCTPHIM MUET00IaCTHBIM JICHKO30M OBLITIO
16 (50%), octpeiM TUM(pOOIACTHBIM JTEHKO30M —
9 (28%), MmuO)kecTBeHHOU Muenomon — 4 (13 %),
TuQQy3HON  KPYMHOKIETOYHOH uMdomoit — 3
(9%). TOI' Bemonusinack Ha amnmapare TEG 5000®
Analyzer (Haemoscope, USA) 6e3 ucronbp3oBaHus
CTUMYJISATOPOB. Bce manueHTsl pasnenieHsl Ha 2
CPYIIIIbI B 3aBUCUMOCTHU OT HAJTMYHUSI WIIA OTCYTCTBUS
NPU3HAKOB THUIOKOATYISLMU Ha TpoMOo3JIacTo-
rpamme. boJbHBIM € TUIIOKOATYJISIUEN IIPOBOIMIIACH
3amecturensHas Tepanus KT B TepaneBrnueckon
nosze. KT He nepenuBany npu y10BI€TBOPUTEIBHBIX
nokaszarensix TpombOoanactorpammbl. B kauectse
JIOCTYNAa HCIIOJIB30BAIM KATETEPU3ALMI0 TPaBOU

MNOJKJIIOYNYHON BeHbl y 25 nanueHToB (78 %), npa-
BOIl BHyTpeHHeH sipeMHOl —y 7 (22%). Ctenenb
BBIPAKEHHOCTH TeMOPpParnyeCcKux OCJIOKHEHUH Ka-
TeTepU3AINH IEHTPATHLHON BEHBI OIICHUBAIU Y BCEX
OONBHBIX TO IIKane HamuoHanmbHOrO WHCTHTYTA
paka (CLLA): kmacc 0 — KpoBOTeUEHHUS HET; KJIacc
1 — He3HaYUTeNbHOE NMPOCaYuBaHUE KPOBU U3 Me-
CTa YCTaHOBKU KareTepa, He TpeOyrollee JIeUeHHUs,
KJIacC 2 — yMEpPEHHOE KpOBOTEYEHHUE (Hampumep,
reMaroMa) B MeCT€ YCTaHOBKH KaTeTepa, KyMupy-
Io1Ieecs HapyXHbBIM MPHXKaTUEM; KJlace 3 — TshKe-
Joe KpoBOTeueHHe, Tpelyroliee TpaHC(PYy3UOHHOM
Tepanuu; Kiacc 4 — KpOBOTEUEHHUE, YIpoKarolee
KU3HU.

PesyabTarsl. [IpoBeneHHble Hccaen0BaHUS T10-
Ka3zald, 4TO TPOMOOIMTOIEHHUSI COIMPOBOXKATACh
cHmkenueM mokazareneit TOI y 19 (61 %) obcne-
JIOBaHHBIX. MI3MEHEHMsI, B OCHOBHOM, MPOSIBIISIIUCH
CHIDKEHHEM MakCcUMallbHOM ammuuTynsl  (MA)
1o ypoBHsI MeHee 32 MM (N42—63 MM) 1 Koarysis-
nuonHoro uHaekca (CI) menee —3 (N ot -3 mo 3).
Takum manMeHTaM Tepeq KaTeTepu3anueil mpoBe-
nena tpancdysus KT, mocne kotopoii mokazaresnu
TOI" HopmanuzoBaiuch. Y oCTalbHBIX 12 OONBHBIX
(39%) u3MeHeHUs BSA3KO-JIACTHUECKUX CBOMCTB
CrycTKa OBLIM HE3HAYUTEIbHBI, 3aMECTHUTENIbHOM
tepanuu KT He mpoBonunock. Karerepuzanus neH-
TpPaJIbHON BEHBI HE COMPOBOXKJIATACh BBIPAKEHHOMN
KPOBOTOYMBOCTBIO B 00eHX rpymnmnax. Tak, B mepBoii
rpynne (nocie nepenuBanus KT) onenka no mkane
KpoBOTeueHu cocraBmia: kinacc 0—10 manueHTos,
kiacc 1-9. Bo Bropoii rpymiie (6e3 uCroib30BaHMs
KT): knacc 0-5 gyenoBek, kinacc 1-6, kmacc 2—1 mna-
ueHT. Yactora pa3BUTHS U CTENEHb BBIPAKEHHO-
CTM TEeMOpPparuuyecKkux OCJIOKHEHUH cTaTucThue-
CKM HE pa3nuyainch B obeux rpymnmax (y2=0,49;
p=0,48). OtrmeueHo, 4yTO TpU CHIKeHUH MA
110 32-35 MM, U ITOKa3aTessax KoaryasiiuOHHOTO HH-
nekca (CI), mpeBpimaronux — 3, 9acToTa pa3BUTHUS
reMopparui4eckiux OCIOKHEHUN He YBEINUHBaJIacCh.

Hcnonp3zoBanHas TOI-koHTponupyemas TpaHc-
(dy3noHHAsE TaKTUKA y OOJBHBIX C TSKEIOH TPOM-
OouuTOoNEeHNeN MO3BOJIMIA BO3/IEP)KAThCS OT Iepe-
muBanust KT y 12 genosek (39%), U3 KOTOPBIX
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y 6 ypoBeHb TpoMOOIMTOB He npebimman 20 x 107/

BoiBoabl. HactoTa pazBuTHs reMOpparuyeckux
OCJIO)KHEHUHN KaTeTepu3aluu I[EHTPAIbHOW BEHBI
y MAIMEeHTOB ¢ TpoMOoruTonenueit meHee 30x10°%/mn

HE YBEJIMYMBAETCS MPHU OTCYTCTBUU NMPU3HAKOB THU-
nokoaryssiuuu 1o aanubiM TOIN [Tpumenenne TOT'
IpU TPOMOOIMTONICHNH TO3BOJISIET CHU3UTH TIO-
TpeOHOCTH B podrutakTraeckux Tpanchys3usax KT.

BBenenne. Annactuueckas anemusi (AA) ocra-
€TCsS OAHUM HU3 TSKENbIX 3a00JIEBAaHUI CHUCTEMBI
KpOBH, [1aTOI'€HE3 KOTOPOIr0 U3Y4YeH HEAO0CTATOUHO.
OCHOBHBIMU TIPOSIBJICHUSIMA OOJIE3HU  SIBIISTFOTCSI
CUMITOMBI, 00yCIIOBJIIEHHbIE YTHETEHHEM HOPMallb-
HOTO KpPOBETBOPEHMS, B PE3YJbTaTe MOBPEKICHUS
CTBOJIOBOM KIIETKH C TMOCIEAYIOIIMM pPa3BUTHEM
MaHIUTONEHUU. BenymuM KIMHUYECKUM CHUMIITO-
MOM SIBJISIETCSI KPOBOTOUMBOCTb, OCOOEHHO BbIpa-
KEHHasl Ipu Tskeoi popme 3aboneBanus. OgHaxo,
Y HEKOTOPBIX NAlMEHTOB UMEET MECTO CKIOHHOCTH
K TpoM003aM U TPOMO0IMOOIHMAM, KOTOPhIE HAaUMe-
HEe M3YUYEHbI U HE CTOJb IIMPOKO OMHUCAHBI B HAYY-
Hoi muTeparype. [IpakTuyecku He U3y4eHO TPOMOO-
LUTApHOE 3BEHO CHUCTEMbI reMocTa3a IpHU JAHHOM
3a00JIeBaHUU.

Heab. OueHUTh MHAYIMPOBAHHYIO arperanuro
TPOMOOLIUTOB C Pa3IUYHBIMU arperupyrouuMu
areHTamu y MalueHToB, CTpajaronmx AA.

MarepuaJjsl 1 MeTOAbI. MarepuanaoM 1 uc-
CIIEJIOBaHUs CIy’KWja BeHO3Hass KpoBb 10 manu-
€HTOB (5 EHIUMH U 5 MYX4YUH, CPeIHUN BO3pacT
38+0,5 neT), ¢ yCTAaHOBJICHHBIM JUArHO30M aruia-
cTuyeckas aHemus. MHAynMpoBaHHas arperamus
TPOMOOLIMUTOB MCCIIEIOBATACH HA ONITUYECKOM arpe-
romerpe Solar u AT-02 B Goratoii TpomMOGouUTaMH
uuTpaTHoi 1azMe (cootHomieHue 4:1). B kaue-
CTBE MHIYKTOPOB HMCIIOJIb30BAJIUCH: pacTBOp AJ[D
B KOHIICHTpanuu 1 MKM, BBI3BIBAIOIIHI 00paTUMYIO
arperamuto; AJI® B koHueHTpanuu 5 MkM 15 xa-
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@I'BY «Pocculickuii HHH eemamonozuu u mpaxcgysuoaozuu PMBA Poccuux.

UCCJAEAOBAHUE ®YHKIIMOHAJIbHOM AKTUBHOCTHU TPOMBOLIUTOB
Y BOJIbHbBIX AIIVTACTUYECKOU AHEMMEM.

PaKTEPUCTUKH PEAKIUU BBICBOOOXKIECHUS; PACTBOP
KOJUTareHa B KOHIEHTpPalluu 2MKI/MIT; PacTBOp pH-
CTOMUIIMHA B KOHIIeHTpanuu 1 mr/min. OrieHka arpe-
raliyy MpoBOAMJIACh 110 MAKCUMAJIbHOM aMILIUTYIE
(MA) nepBUYHON M BTOPUYHOW BOJIH arperamuu
(Onmecckas T.A., 1974; IllutuxoBa A.C., 1984).
Kontponbayto rpynmy coctaBuin 40 KIMHUYECKH
3TOPOBBIX JKEHIIUH U MY>KUHH.

Pesyabrarbl. VccnenoBanus NnpoBeneHsl, B OC-
HOBHOM, OJIHOKPATHO M Ha ()OHE CHMKEHHOTO YHC-
na TpoMOoIuTOB B 1asMe. Konebanus cocrapisum
ot 90 1o 170 x 10°/n, nums y 4 u3 10 obcnenoBan-
HBIX YHUCIIO TPOMOOIIUTOB TOCTUTaj0 HOPMaJbHBIX
3HayeHudt (180-235x 10%m). [lokazarenu QyHKIH-
OHANILHOW akTUBHOCTH TpomOoruToB (MA) ObutH
CHIDKEHBI Y 5 MAallMEeHTOB MPU UCCIIEJOBAHUHU C KOJI-
naredoM, y 3 mpu 3amucu ¢ AP B moze 5 mxM
u puctomuriiHoM. OntHaKo, y 4 O0NBHBIX, 00CIen0-
BaHHBIX B IMHaMUKe (3 pasa), arperamus ¢ KoJjare-
HOM, A/I®D 1 pUCTOMUIIMHOM ObLIa OBBIIICHA.

BuiBoabl. BbIsBIIEHB! pa3HOHAINPABICHHBIE W3-
MEHEHHUSI TpPU HCCIETOBAaHUM TPOMOOLMTAPHOIO
3B€Ha IeMOCTa3a, HalpaBiCHHbIE KaK B CTOPOHY
TUIO-, TaK U B CTOPOHY TUIeparperaniuy TpoMOoou-
TOB. HeMHOrouncieHHOCTh HCCIeI0BaHHOW TpyIl-
I1bl HE TIO3BOJISIET B HACTOALLEE BPEMS CIEJIaTh Olpe-
JIeTICHHbIE BBIBOJBI 00 OCOOCHHOCTSIX HapyLICHHS
arperaiioHHON (YHKIUU TpoMOomuToB mpu AA.
PaGora B aTOM HanpaBineHuu OyJeT NPoAoIKEHa.
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IMNPOTHOCTUYECKOE 3HAYEHUE MYTAI_!’I/II‘;I
Y BOJIbHBIX OCTPBIMHX MUEJIOUAHBIMH JIEUKO3AMU

BBenenune. CoBpeMeHHbIE METOJbI MOJIEKYIISP-
HOM JTUArHOCTUKU TO3BOJSIOT BBISIBUTH OOJNBIIOE
KOJIMYECTBO MyTallMi B Pa3IMYHBIX FeHaX, UTParo-
[IMX BAXHYIO POJIb B MATOr€HE3€ OCTPOro MHENO-
uaHoro jeitko3a (OMJI). CoBMeCTHO ¢ IUTOTEHETH-
YECKUMU abeppalysMu, MyTaIlMH TEHOB SBIISTFOTCS
MOIIIHBIMH MPOTHOCTHYECKUMH MapKepamu y 00Jib-
HbIX OMJI 11 MOTYT OBITH HCTIONTB30BaHBI IPU BHIOO-
pe TaKTHKU JICYCHHs NMalUeHTOB. [[aHHbIe MyTaluu
TaKkXKe IeJIeCO00pa3HO HCIONb30BaTh B KAYECTBE
MUIIIEHEHN JJIsI TAPTETHBIX MPETapaToB.

eaw. L{enpio 7aHHOTO UCCICAOBAHUS SBIISIIIOCH
OLICHUTH POJIb MOJIEKYJISIPHO-TeHETUYECKUX adeppa-
Ui B JUArHOCTUKE M MPOTHO3UPOBAHUU TECUCHHUS
OCTPBIX MUEJIOUJIHBIX JIEUKO30B.

Marepuajasl U MetToabl. B wuccienosanue
BkitoueHo 100 marentos: 96 ¢ de novo OMJI u 4
co BropuunbiMu OMJI u3 npenmectyromux MJIC
i uM¢ombl. Bo3pact 60ibHBIX cocTaBmi OT 18
no 84 ner (Meamana 55 ner), cpeau HuX 47 MyX-
yuH U 53 keHIUHbl. CKPUHUHT MyTalui B T€Hax
DNMT3A, IDHI u IDH2 npoBoaunu MeTOAOM
nonuMepasHo-uennon peakuuu (I1LP) B pexu-
M€ PEeaJbHOTO BPEMEHHU C NAJbHEUIINM aHAJIHU30M
KpUBBIX Mu1aBieHusa. Myrtauuu B renax FLT3, CKIT
u NPM1 ananusuposanu ¢ nomonisto [11P, B rene
NRAS ¢ nomoursto cexkBeHupoBaHus. Llutorene-
TUYECKHUE TMpenaparbl OKpaIluBadd CTaHIAPTHHIM
GTG nmuddepeHaIBHBIM METOIOM.

PesyabTarbl. Myrtauun B renax FLT3, CKIT,
NRAS, DNMT3A, IDHI1, IDH2 u NPMI1 Obuin
obOHapyxenbl y 57/100 (57,0%) Gonbabix OMUJL
Bcero Obu10 BoIsIBIEHO 94 MmyTanmu: 24 (24,0 %) —
FLT3-ITD, 8 (8,0%) — FLT3-TKD, 2 (2,0%) —
B CKIT (D816V), 11 (11,0%)—B NRAS, 13
(13,0%) —B8 DNMT3A, 5 (5,0%)—38 IDHI
(taxxe y 8/100 marmeHTOB OBLT OOHAPYXKEH TOJH-
Mopdusm rs11554137 B rene IDHI), 4 (4,0%) —
B IDH2 u 27 (27,0%) — B NPM1. V 28 GonbHBIX
0OHapyKeHbl OJUHOYHbIE MyTallUK1 U y 29 nanueH-
TOB MYTallMd HOCWJIM COYETAHHBIX Xapakrep, Mpu
9TOM Ham0oJiee YacTO BCTpeYyaiach KOMOWHAIUS
FLT3-ITD+/NPM1+ (y 9 O6onpubix). HaumbGomnee
ygacto (p=0,001) MyTaruu neTeKTUPOBAINCH Yy Ta-

IMEeHTOB ¢ HOpMabHBIM KapuotunoM (HK) (40/53),
TOI/la KaK B TPYIIE C HEOMAaronpusaTHbIM KapuOTH-
noM Tonbko 2/11 GonpHBIX MMenu MyTanuu. [Ipu
aHalIM3e BO3PACTHBIX OCOOCHHOCTEH, IOKa3aHo,
YTO CYIIECTBEHHO Yallle MyTallii OOHAPYKUBAIHCH
y naueHToB B Bo3pacte 60—-69 net. Mbl 00Hapyx)u-
mu, yto MmyTanuu FLT3-1TD tunuans! a1 607IbHBIX
¢ M2 Bapuanrom (PAB) (p=0,044), FLT3-TKD —
¢ M1 (p=0,001), DNMT3A u NPM1 — nns M5
(p=0,004 u p=0,105, cOOTBETCTBEHHO), TOTUMOP-
¢usm 1511554137 B IDHI — must M4 (p=0,001)
u CKIT, NRAS — qms CBF-OMIJI. Myramuu
FLT3-ITD, FLT3-TKD u B rene DNMT3A accouu-
UPOBAJNCHh C MOBBILICHHBIM YPOBHEM JICHKOLMTOB
B niepudepruvecKoil KpoBU B Je0r0Te 3a00JIeBaHUS
(p=0,001, p=0,012, p=0,001, COOTBETCTBEHHO).
MBbI TakXe OLEHWIH MPOrHOCTUYECKHUM MOTEHIIUAT
HaliieHHbIX MyTauuii. CpaBHUTEIbHBIN aHAIU3 00-
uieit (OB) u 6e3peunnuBHoOif BelkuBaemMoctu (bPB)
y OOJIBHBIX C U 0€3 MyTaIluii oKasall CyIeCTBEHHOE
HeOnmaronpusitHoe BiusHue MyTanuid FLT3-ITD
(p=0,001, p=0,021), FLT3-TKD mnpu cpaBHeHHH
¢ naiuentamu ¢ renotunom FLT3-ITD- (p=0,040,
p=0,044), B rene DNMT3A (p=0,034, p=0,039),
nomumopdusma rs11554137 s rene IDH1 (p=0,045,
p=0,004). Mytanuu B rene CKIT Obutn cBs3aHBI
C BBICOKMM PHCKOM peuuauBa. B rpymnme 60abHBIX
¢ OnarompusATHBIM MPOTHO30M MBI JIETEKTUPOBAIH
teHjeHuuoo Kk noHmwkenuto OB u BPB (p=0,203,
p=0,143) y nanmenToB ¢ MyTanusmu B reHe NRAS.
boneHele ¢ MyTanmsamu B reHe NPMI mnokaszanu
ayumryio OB u BPB (p=0,001, p=0,017, cooTBet-
CTBEHHO) MO CPaBHEHUIO C MalMeHTaMH 0e3 MyTa-
LMK, TOTAa Kak OonbHBIE ¢ reHoturmoM NPMI +/
FLT3-ITD+ Obuii OTHECEHBI K TpyIIe MPOMEXKY-
TOYHOTO MPOTrHO3a.

BoiBoabl. Mytammuun B renax FLT3, NRAS,
DNMT3A, IDH1/2 u NPM1 — 10BOJIBHO YacTbIE
cobOpiTust 'y O6ompHBIX OMJI. BonbmuHCTBO OOHA-
PYKEHHBIX MYTallMii UMEIOT 3HAYUTENIbHO Oolee
BBICOKYIO YaCTOTY BCTPEUAEMOCTH B TpyIie 0OJb-
HbiX ¢ HK. B TO ke BpeMs mo4tu BCe HaliJICHHbIE
MyTallid HMMEIOT CUJIbHOE BIIMSHUE Ha MPOTHO3!
HebOnaronpusitHoe (B reHax FLT3, DNMT3A wu mno-
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mumopdusm rs11554137 B IDHI) u Gnarompusr-
Hoe (B rene NPM1). MyTtauuu B OTJIEJIbHBIX T€HAX
(CKIT, NRAS) oxa3pIBalOT HEraTUBHOE BIIMSIHUE
Ha BPB 1 OB y 60onbHBIX ¢ 61aronpusaTHBIM KapHo-
tunoM. Hanuuue aByx unm Gonee MyTanuuii y oaHo-
ro 0OJBFHOTO MOXKET OKa3bIBaTh BIUSHUE HA IPOTHO3

(NPM1+/FLT3-ITD+ mno cpaBuenuto ¢ NPM1 +/
FLT3-ITD-). PazpaGoTka HOBOrO mojxoja K Kiac-
cupukarmn OMJL, ¢ yd4eToM HUTOT€HETHUYECKUX
abeppalliii U COUYETAaHHOW BCTPEYAEMOCTH Pa3IUy-
HBIX MyTalUi, MO3BOJIMUT BBIOPaTh ONTHUMAJIbHYIO
COBPEMEHHYIO TEpaIHIo.

Hasaﬁloea E. /I, MuHaega H. B., Xopo6puwix M. H., 3opuHa H. A.,
apdakos B. H., /lemvaHosa B. T., lapamoHnos H. B.

®edepasvHoe 2ocydapcmaeHHoe 6l0dxcemHuoe yupesxcdeHue Hayku «Kuposckuil HayuHo-uccaedogamensbckull uHcmumym
2emamo.io2uu u nepeausaHusi Kposu PedepasibHo20 MeduKo-6U002U1ecK020 azeHmcemear, Kupoe

POJIb ITIO/IMMOP®HU3MA TOJI/I-TIOAOBHBIX PEHEIITOPOB B IPOHO3E 3AB0/IEBAHUA
Y BOJIbHbBIX MHOKECTBEHHOW MHUEJIOMOMU ITOCJIE AYTOJIOTHYHOU
TPAHCIIVIAHTAIMU TEMOITIOTUYECKHUX CTBOJIOBBIX K/JIETOK

Beenenne. B Hacrosiiee Bpemst TOJUI-IIOA0OHbIE
penentopsl (Toll-like receptors — TLRs) siBnsitoTcst
IIPEIMETOM aKTUBHOI'O W3YYEHHUS IPU PA3IUYHBIX
OITyXOJIEBBIX 3a00JI€BaHUIX, B TOM YHUCIIE, TeMo0a-
CTO3aX. JTO CBSI3aHO HE TOJIBKO C yYacTHEM 3THUX
pEeLenTopoB B OOLIMX MEXaHW3MaX MMMYHOJIOTHU-
YECKOH 3aIlUThl, HO U C PSIOM JIPYyTUX (PaKTOpPOB.
K HUM OTHOCHTCH TO, YTO MHOTHE OILyXOJIEBBIE
KJIETKH CIIOCOOHBI 3KCIIPECCHPOBATh PAa3JINUHbIC
dbyaknuonansHo akTuBHBIE TLRS, m B3aumonei-
CTBUE 3THUX PELENTOPOB CO CBOMMHU JIMTaHAAMH
OOBIYHO CONPOBOKAAETCS MPOLYKIMEH IUTOKUHOB,
YyUYacTBYIOIIMX B MartoreHese remobnacrto3os. On-
HUM U3 3a00JIeBaHU, B MaTOreHe3e, KOTOPOro Bedy-
1asi poJjib IPUHAJUIEKUT HAPYLIEHUI0 UMMYHHOTO
(LIMTOKMHOBOIO) CTaTyca, SIBISETCS MHOYKECTBEH-
Has muenoMa (MM). OnHako B Hay4HOM JUTEpaTy-
pe MPAKTUYECKHU OTCYTCTBYIOT HCCIIEIOBAHMS 10 BO-
BJIEYCHUIO T€HETUYECKHX (PaKTOPOB, B YACTHOCTH
nonumopdusma renoB TLRs B pa3Butue 3a0oneBa-
Hus. OnpeneneHne MyTallMOHHOTO CTaTyca JaHHBIX
T€HOB y ITallMEeHTOB ¢ MM, Kak Ha Ha4aJIbHOM JTalle,
TaK U MPHU MIPOrpPECCUPOBAHUM 3a00JIEBAHUS MOKET
MO3BOJIUTh YCOBEPIICHCTBOBaTh CHCTEMY CTpaTH-
(bUKaIK PUCKOB.

Heab. Ouenka BiusHUS noiuMopdu3Ma FeHOB
TOJJI-TIOIOOHBIX PEIETITOPOB HA XapaKTep TCUCHHS
U IIPOrHO3 MHO)KECTBEHHON MHUEJIOMBI y MAllUEHTOB
[I0CJIE€ ayTOJIOTUYHON TPaHCIIAHTAUH T€MOII03TH-
YECKUX CTBOJIOBBIX KJIETOK.

Marepuaabl u Meroabl. Cpenu MalMeHTOB
¢ MM, kotopsiM Oblga BBIIOJHEHA AayTOJIOIMY-
Has TPAHCIUIAHTALUs TIEMOINOATHYECKUX CTBOJIO-
BbIX Ki1eTok (aytoTT'CK) B KHUUTulIK c aBrycra
2006 . mo nexabpp 2016 ., uccnenoBaHus NpoBe-
neHsl y 21 6onbHOTrO ¢ MeauaHou Bo3pacra 51 rof
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(48-56 mec.). Cpenn HUX HAOIIOIATOCH BOCEMb
myxkurH (38,1%) u 13 xenmun (61,9%), nomy-
YUBILIUX B CPEIHEM ILIECTh UHIYKIHUOHHBIX IIUKIOB
xumuorepanuu (5—7) no mposenenus aytoTI'CK,
KoTopasi Obljla BBIIIOJHEHA 4epe3 JEBATh MECSIICB
oT Havasa jedenus (7-13 mec.). Cpenu nmanueHToB
ObUIM BBIJIEJIEHBI IBE IPYIIbI: B NEPBYIO Bouun 15
YEJIOBEK, Y KOTOPBIX AocTUTrHyTas nociue aytoTT'CK
pemuccus 3a0oneBanus (O4eHb XOpolas YaCTHUHAs
U TIOJIHAs1), COXPAHSIIACh /10 KOHIIA NIeproa Habo-
neHus. Bropyro rpynny cocTaBWIM IIECTh MalUEH-
TOB — OJIMH ¢ paHHUM (11 Mec.) U mATh ¢ MO3THUM
peunanBom MM B nepuopn 15-42 mec. nocne ay-
ToTT'CK. I'eHOTHIIHpOBaHUE BapuaOEIIbHBIX JIOKY-
coB 1t reHoB TLR (TLR2, 3, 4, 6, 9) npoBoauian
METOZOM IIOJINMEPAa3HOW LIENHOM peakuuu ¢ aj-
nenes-cienupuuneiMu  nipaiimepamu  (HII®  «Jlu-
Tex», I. MOCKBa), BXOJSAIIMMH B COCTaB KOMILJIEKTA
pearenToB «SNP-skcmipecc», Ha amruudukarope
«Tepmux» (OO0 «/IHK Texnomorus», T. Mocksa)
U c 3nekTpodopeTuyeckoil eTeKIueil MpoayK-
TOB peaklMM B arapo3Hom reiue. Pacnpenenenue
TEHOTUIIOB 0 Ka)XJOMy HOJIMMOP(HOMY JIOKyCy
MIPOBEPSUIM HA COOTBETCTBHUE PAaBHOBECHIO Xap.u-
BaiinGepra ¢ nomorupto TouHOro Tecra dumiepa.
Jlnst cpaBHEHHMS YaCTOT aJujiesel MEeXAy pa3IuyHbI-
MU TPYNIIaMH HCTIONB30Banu Kpurepuit x2 Iupco-
Ha ¢ nomnpaskou Mdiitca Ha HempepbIBHOCTH. Jl0-
MOJIHUTEJIbHO OLIEHMBAJIM IOKa3aTellb OTHOLICHUS
mancoB — odds ratio (OR) ¢ BeruucCIeHHEM TPaHUI]
95 %-ro noseputenapHoro uuTepnaia (95 %CI). Pasz-
JINYUS CYUTAIM JOCTOBEPHBIMU TIpu P<0,05.
Pesyabrarbl. Menuana nepuoja HaONIOACHUS
3a manueHtamu cocraBuia 18 mecsuen (6—119 me-
csueB). JByxueTHssi obmias BebkuBaeMocTh (OB)
Obuta gocturnyrta B 80 % ciydaes, S-netHsas OB —
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B 43 % Habmonenuii. [IpoBeieHHBIE UCCIEIOBAHUS
BBISIBWIM Pa3jinyusl B MPUCYTCTBUU aJUleNied U ra-
mwiotunoB resa TLR6 y mauuentoB ¢ MM. M3me-
HeHu B Apyrux reHax TLR ne Haiineno. Ilomck
accolManui MEXAy TaluUIOTUIMYECKMMH XapakTe-
puctukamu reHa TLR6 1 TedeHreM NoCTTpaHCILIaH-
TAI[MOHHOTO MEePHOJIa BBIIBUII, YTO Oe3peruIuBHas
BbDKHBaeMOCTh (BPB) y 6onbHbIX MM n0cTOBEpHO
CBA3aHA C HU3KOW YaCTOTOM MYTAHTHBIX I'OMO3H-
ror TT (6,7% mnpotus 50,0%; ¥2=5,22; p=0,02;
OR=14.00; 95%CI: 1,06-185,50). HaGmromaembie

B JAHHOM HCCJIEIOBAHUU XAPAKTEPHBIE COUYETAHUS
aJuieNien «JIMKOro» U MyTaHTHOTO TUIIOB B MO3UIIUU
Ser249Pro rena TLR6, BeposiTHO, MPUBOASAT K U3Me-
HEHUIO CTPYKTYPHI B (PYHKIIMI perentopa, 4To ac-
COITMUPYETCS C MPOAOKUTEILHOCThIO BPB y 6071B-
HeIX MM nocne aytoTI'CK.

BriBoabl. [lanbHeiiime ucciieqoBaHus 1Mo ornpe-
neneHuto ponu nonumopduszma renoB TLRs mpu
MHOXKECTBEHHOW MHEJIOME MOTYT IO3BOJIUTH BbI-
SIBUTh HOBBIE€ MTPOTHOCTHUYECKHUE (PAKTOPHI, OMpesie-
JSIOUINE pa3BUTHE U TeYeHHE 3a00JIeBaHuUs.

BBenenne. B nactosimiee Bpemsi B Kazaxcrane
HaAOJIOIaeTCsl 3HAYUTENIbHOE YBEJIMYEHUE KOJIuye-
CTBa JIIOZICH, CTPAJAIOLIUX XPOHUYECKUM MHENO-
uaHbpIM neiikozoM (XMJI). Bmecte ¢ Tem pacteT
CIEKTp IpenapaToB JJs JIeUeHUs JaHHOTo 3aboe-
BaHUS, OJJHUM M3 HHUX SIBJISICTCS aHAJIOT UMaTUHUOA
Me3uJiaTa OT€4eCTBEHHOTO IPOU3BO/ICTBA, KOTOPHIi
B IOCJEIHUE TONbI CTall MPUMEHITHhCS Bce Oosee
HIMPOKO HApsy C OPUTMHAJBHBIM IPENapaToM.
Becpma BaxkHbIM MOKa3zareneM 3(G(GHEeKTUBHOCTH Te-
pamnuu Mpy TaHHOW MATOJIOTHM SIBISIETCS Kaue€CTBO
JKM3HH ITaIlUeHTOB, Tak Kak XMJI — 3a0oneBanue,
KOTOpoe TpeOyeT A0IrocpoyHoro jeyeHus. B nan-
HOH pabore ObuTa TIpOM3BEICHA OIEHKAa KavyecTBa
JKU3HU nanueHToB ¢ XMJI, B Jie4eHUH KOTOPBIX
MPUMEHSITUCh UMAaTUHUO U €ro aHaJIor.

Heab. OueHUTh KaueCTBO >KU3HU MAIIMEHTOB
¢ XMJI B (haze KIMHUKO-TeMaTOIOTUIECKON peMuc-
CUH, B T€palmuy KOTOPBHIX HCMOIb30BAINUCH UMATHU-
HUOa Me3WIaT U ero aHaJIor.

Marepuassbl m Metoabl. /laHHOE HccaenoBaHue
6bu1o mpoBeneHo Ha 6aze I'KII na IIXB «lopon-
ckas nonukiauHuka Ne 4» r. Acrana B nepuoj ¢ 2015
no 2017 ron. B onpoce npunsinu yyactue 34 manu-
enra ¢ XMJIL, 19 nanuentoB u3 oOuiel rpynmsl mo-
Jy4daid OpUTHHAIIBHBIA mpemnapar (rpymma Ne 1), 15
HalMeHTOB — UMATUHUO OTEUECTBEHHOTO MpPOM3-
BozcTBa (rpynmna Ne 2). CpeaHuii Bo3pacT naueHToB
B rpynne Ne 1 cocraBun 38,4+13,4 ner (nuanazon
Bo3pacta 23—73 roga), B rpymie Ne 2-49.2 +13,4 et
(mmanazon Bospacta 30-77 ner). IIpu mpoBenenuun
UCCIIEIOBAHUS MCIIOIb30BAJICSI MOJU(PHUIIMPOBAHHBIH
onpocHUK SF-36, KOTOpBIN OTpakaeT CTENEeHb yIO0B-
JIETBOPEHHOCTH MALIUEHTOB TEMU CTOPOHAMMU JKU3HE-
NEeSITeIbHOCTH, Ha KOTOPBIE BIMSIET 30pOoBbe. Ornpoc-

Hypcaumoea A. A., BaiidypuH C. A., Bapavuk T. P.

AO «MeduyuHckull yHusepcumem AcmaHa», AcmaHa, KazaxcmaH

OLIEHKA KAYECTBA »KHU3HH MMAIIMEHTOB C XPOHUYECKUM MUEJIOUIHBIM JIEKNKO30M

HUK COCTOUT U3 36 BOIPOCOB, KOTOpPbIE (HOPMUPYIOT
8 mIKas, B KaKJI0H mKaie cogep:kurcs ot 2 1o 10 Bo-
npocoB. [locne nepeBona HeoOpaOOTaHHBIX JAHHBIX
B OaJuIbl, pe3yNbTaThl B KQXKIOW IIKAJIEe BBIPAKAIOTCS
ot 0 mo 100. Yem BrIme 6amr o mkane SF-36, Tem
Jy4llle IoKa3aTellb KauecTBa >XKU3HU. Bcero ObLIO
pOaHaIU3UPOBAHO 68 aHKET, MallMeHThI ObLIH OIpPO-
HICHBI JI0 Hayaja JIeYeHus M yepe3 3 mecsua OT Ha-
yana Tepanuu. OeHKy CTaTUCTUYECKON 3HAYMMOCTH
OpoBOAMWIM TpU nomoiu t-kpurepust CThroneHTa
u U-kpurtepust ManHa-YutHu. CTaTUCTUYECKUN aHa-
nu3 ObUT Ipou3BeneH npu momoum SPSS22.0.

Pesyabrarsl. /[0 Hauana je4eHHs y NAUMEHTOB
¢ XMJI BBISBIECHO 3HAYUTEIBHOE YMEHBIICHHUE I10-
KazaTellell KauecTBa JKU3HU B CPAaBHEHHUHU € 00IIerno-
NyJISIUOHHBIME HOpMamu. Hanbonee Hu3kue 3Haue-
HUS TIOKa3aTesel HaOIroqaInuch Mo MIKaxaM oOIIero
coctosinus 310poBbst (OC3) — 32,34+10,3, »Ku3HeH-
Holi aktuBHOCTU (PKA) — 38,8+ 11,3, ponesoro ¢u-
3udeckoro (PO®D) — 24,4+7,8 u poreBoro aMoIu-
oHanbHOTO (pyHKIIMOHUpOBaHMs (POD) — 20,2+9,1
B o0eux rpymnmax, Tak Kak IOKa3aTelu KayecTBa
KU3HU JI0 JICYCHHs] HE UMEJIM CTaTUCTUYECKH 3Ha-
yuMbIx pazmuuuii (p>0,001). ITanuentsr, KoTOpbIe
nojrydyanu B kadectBe Tepanmnu XMJI opuruHame-
HBIN mpenapar, yepe3 3 Mecsla OT Hayajga Teparnuu
MMENH yITy4llIeHHe TloKa3aTesiel 1o § mkagam, Toraa
KaK MalMeHThl, MPUHUMABIINE B KaU€CTBE Tepanuu
OTEUECTBEHHBIM aHAJIOT, UMEIM YIyYIlIeHUs 1Mo 6
mikangaM. TakkKe UMENIUCh CTaTUCTHUYECKU 3HAYUMBbIE
pasznuyus B Oayiax MeXIy MOoKa3aTelsiMy KauyecTBa
)KU3HM B | W 2 rpynmax mo 4 mkamam: o0Iee co-
CTOSTHHE 37I0POBbS, POJIEBOE IMOIMOHATbHOE (PYHK-
UOHUpPOBaHUE, ¢u3ndeckoe (QyHKIIMOHUPOBAHUE
U J)KM3HEHHast akTUBHOCTH (p<0,001).
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BoiBoabl. Pe3ynbrarbl TaHHOTO HCCIIEIOBAHUSA
MOKa3a/Id, YTO Ka4eCTBO KU3HU IanueHToB ¢ XMJI
3aBUCHUT OT MpPEenapaToB, KOTOPHIE MOIYYaAOT MALH-
€HTbl. BBISBIECHO, YTO MAlMEHTHI, MPUHUMABIINE
B XOJIE¢ TE€panuu OpUTHMHAJBHBINA Ipenapar, UMEIT
0oJiee BBICOKHE ITOKa3aTeld KadyecTBa JKHU3HHU (CO-

miacHo SF-36) B cpaBHEHMHU € MAlMEHTaMH, KOTO-
pble IPUHUMAJH Ipernapar OTeYeCTBEHHOIO IPOU3-
BojicTBa. [Ipu 3TOM paznuuus Mexay nokasareasiMu
Ka4yecTBa )KM3HU B 00eHX rpymnmnax /10 jJeueHus Obliin
CTaTUCTUYECKU HE3HAYUMBIMH.

Ocunoea A. A., CemeHosa E. B., ba6eHko E. B., boposkoga A. C., bvikosa T. A.,
Exywos K. A., Koxcokapes I1. B., OgeukuHna B. H., AaaHckuii A. JL.,
Mopos3soea E. B., 3y6apoeckas JI. C., Ajpanacwves b. B.

HHH demckolil oHKo/102UU, 2eMamo102uu U mpaHcnaaHmosozuu um. P M. lop6aueeoti, PI'6OYBO Ilepsuiii CaHkm-
Ilemep6ypackuil l'ocydapcmeennwlii MeduyuHckuii YHusepcumem um. akao. H. I1. [lasnosa, Munzdpasa Pocculickoli Pedepayuu

BJIMAHUE UCTOYHUKA 'EMOITIO3THUYECKHUX CTBOJIOBBIX KJIETOK, KIETOYHOCTH
TPHACIIJIAHTATA U BO3PACTA IOHOPA HA OBIIYIO BBDKUBAEMOCTD JETEH
U MOAPOCTKOB C MUEJIOIUCIIJIACTUYECKHM CUH/IPOM IMOCJIE AJIV/IOTEHHOH
TPAHCIIVIAHTAIMU TEMOIIOTUYECKHUX CTBOJIOBBIX KJIETOK

BBeaenue. MuenoaucniacTUYECKU CHHAPOM
(MJIC) — rereporenHas rpyIa KJIOHaJIbHbIX 3a00-
JIEBaHUH, BO3HHUKAIOIIUX BCIEJICTBHE BPOXKAEHHBIX
WIA OPUOOPETEHHBIX MEHETUYECKUX M/MIIU SIure-
HETHYECKUX MOBPEXACHUI Ha YpOBHE I€MOIO3THU-
yeckoii crBosioBoi kietku (I'CK), xapakrepusyercs
HEd(P(PEKTUBHBIM KPOBETBOPEHUEM, TNPU3HAKAMH
JUCIUIa3UM KJIETOK KOCTHOTO MO3ra B OJHOW WJIU
0oJiee MUEIOUIHBIX JIMHUSAX, OBBIIIEHHBIM PUCKOM
TpaHchopmaru B oCTphIi Jieliko3. Y aeteit MJIC
BcTpevaercs B 2—5 % OT BCeX 310KaUYeCTBEHHBIX 3a-
6osieBaHM KpOoBU. EMMHCTBEHHBIM M3JI€UUBAIOLIIM
MetozaoM Jieuenuss MJIC y nereii siBisieTcst ajjioreH-
Hasl TPAHCIUIAHTALMS TEMOIIOITHYECKUX CTBOJIOBBIX
kietok (amno-TI'CK), addexkTuBHOCTD, KOTOPOI 3a-
BUCHUT OT PA3JINYHBIX (HaKTOPOB.

Heab. OueHuTh BIUSHUE BO3pacTa JOHOPA, HUC-
tounnka ['CK u knerounocts o CD34 +/kr Ha pe-
3yabrarel ajuio-TT'CK.

Marepuajasl U1 MeToabl. B perpocnekruBHOE
uccaenoBanre Bouutk 59 maruenToB (20 meBovex
(33%) u 39 manpuukoB (67 %)) ¢ MAC/MII3, xo-
topbiM B knuHuke HUW JIOTUT um. P. M. T'opOa-
4yeBoit ObuT0 BhIMoJHeHO 72 amno-TI'CK (13 manu-
eHTaM Obula BBINOJHEHA moBTopHas amio-TI'CK)
¢ 1992-2016 rr. Menuana Bo3pacTa MalueHTOB CO-
craBuia 7 net (uatepsan 1-18 ner). Pacnpenenenue
MAIMEHTOB 10 TUarHo3aM CONIaCHO KIacCUpUKaIHs
BO3 2016 r. 6bu10 cnenytrommm: MJIC ¢ u30bITKOM
61actoB nuarHoctuposad y 15 (25 %) nmanueHros,
OMUI, cBsizannblii ¢ Muenoguciuiazuei, y 21 (35 %)
JeTeH, FOBEHNUJIbHBII MUEJIOMOHOLUTAPHBIN JIEHKO3
(fOMMJI) y 11 (18%) nmanuenToB, pedpakrepHas
uuTornenus: nerckoro Bospacta (PL) y 12 (22%)
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JeTeid. Y BceX MAIMEeHTOB OBbLIO BBITIOJHEHO ITUTO-
TeHETUYECKOE MCCIIEOBaHNE: HOPMAJIbHBIN KapHo-
Tun BbisiBieH y 20 nanueHtoB (34 %), MoHOCOMUS
7 xpomocombl oTMevanach y 18 manuenTos (15 %),
KOMITJIEKCHBIE TOJIOMKH Y 9 manueHToB (15 %), npy-
rue uutoreHernueckue anomanuu (del 13q, del5q,
t(6;9) (p23; q34), t(8;21), t(1;7), Tpucomus 8 xpo-
Mocombl) y 12 manuentoB (20%). Ho amio-TI'CK
y 23 maruenToB (39 %) Obl1a mpoBeaeHa BICOKOI0-
3Has xumuorepanus (mpoTokonsl jedueHus OMII),
y 25 nereii (42 %) BbIONHSIACH TEPANUS HUZKUMU
J03aMH IIUTOCTaTHYeCKuX, MuddepeHInpOBaHHbI-
MU, TUIIOMETHIIMPYIOLUIUMHU Npenaparamu, 11 nerei
(19%) we momyyanu creuuUUEcKoro JIeYEHUsI.
Hamu 65110 Boimomaeno 72 ammo-TI'CK: 10 (14 %)
TpaHCIUIAaHTAIMI OT POJCTBEHHOIO COBMECTHMOIO
noHopa, 48 (67 %) amno-TI'CK ot HepoACTBEeHHO-
ro copMectumoro noHopa; 14 (19%) amno-TI'CK
OT TaIUIOWJICHTUYHOTO JoHOpa. [loBTOpHBIC asio-
TI'CK (n=13) Obun UCKIIIOUEHBI U3 aHAIMU3a. B ka-
YECTBE HCTOYHHUKA TEMOTIOITHUYECKUX CTBOJOBBIX
kietok (I'CK) ucnonb3oBasicst kocTHbIN M0o3r (KM)
y 43 (73 %) nauuenrtos, nepudepruueckre CTBOJIO-
Bobie ki1eTku KpoBu ([ICKK) y 13 (22 %) nereit, KM
B komOuHaruuu co [ICKK y 3 (5%) namueHTos.
Conepxanne CD34+ B TpaHCIUIaHTaTe COCTABUIIO
3-10,5 x 10%/xr Beca manuenTa (Mmeauana — 5 x 10¢/
kr Beca nanuenrta). Conepxanune CD34+ B TpaHc-
manTare cocraBuiio 3—10,5 x 10/kr Beca maruenTa
(Memuana — 5 x 10%kr Beca manuenTa). OlLeHHBa-
JIM XapaKTEepUCTUKU JOHOpA: BO3pacT u moia. Bos-
pact goHopa 1o 30 et mpumeHsics y 27 maiueH-
TOB (46 %), cTapue 30 net y 32 nauuentos (54 %).
B kauectBe JqOHOpPa MYKYMHBI HCIIOJIb30BAJIUCh
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y 31 mamuenta (53 %), )KeHIIMHBI — Yy 28 MalUeH-
ToB (47 %). MuenoabnaTuBHbIC PEKUMBI KOHIUIIN-
onuposanus (MAK) ucnons3oBanu y 30 narueHTOB
(51%): 24 mnamumenTta mnony4dwin OycynabhaH-co-
JeprKalie pekuMbl. Pexum KOHAMIIMOHUPOBAHUS
CO CHW)XEHHOH MHTeHCUBHOCTHIO 103 (PUK) mpu-
MeHsUTHCh Yy 29 manueHToB (49 %). [Ipodunaktrika
OCTpOl peaklUuu TPAHCIUIAHTAT IMPOTUB XO35IMHA
(0.PTIIX) mnpoBomunace IUKIOCIIOPUH-COACPIKA-
v cxemamu (CsA) y 35 manmenTtoB (59 %); Ta-
Kposmmmyc-conepxkamumu cxemamu (Tx) y 19 ma-
eHToB (32 %) [pyrue BapuaHThl NpOPUIAKTUKH
oPTIIX ncnonb30Banuce y 5 NalueHToB.
PesyabTarbl. OOuias 5-1€THSASL BBIKUBAEMOCTD
(OB) cocraBuiia 44 %. [IpuwkuBieHre TpaHCIITIAHTA-

Ta 3aduxcupoBaHo y 46 (78 %) naruentos Ha 11-43
nenb nocne amio-TI'CK (meaunana — 21xens). [pu
BbIOOPE MCTOUYHUKA TPAHCIUIAHTATa, PU UCIOJIb30-
Baunu KM OB cocrasumna 55 %, IICKK -39 %, xom-
ounanuu uctouHukoB 0% (p=0,05). IIpu ucnomnszo-
BaHUM TPAHCIUIAHTATA C KJIETOYHOCThIO o CD34+
>5,0x 10%kr OB cocraBuia 58 %, npu KJI€TOYHO-
cru tpancianrata CD34+ <5,0x 10%xr OB co-
craBuwia 25% (p=0,004). Bo3pact nonopa okaszan
BnugHue Ha OB, npu Bo3pacte moHopa no 30 ser
OB 55 %, crapue 30 ner — 33 % (p=0,042).

BoiBoabl. Hamm 1gaHHBIE CBHUIETENBCTBYIOT
0 TOM, YTO BO3pacT JOHOPA, UCTOUHUK TPAHCILIAH-
tata W KierodyHocth o CD34+/kr, gocToBepHO
BJIMSIFOT Ha OOIIYI0 BBIXKUBAEMOCTb.

Iasnoea A. A., By6Hnoea JI. H., eccmeawyes C. C, Ilass1oea H. E.

DedepanvHoe zocydapcmeerHoe 610dxcemHoe yupesxcdeHue «Pocculickull Hay4Ho-uccaedo8amenbCKull UHcmumym
eemamosiozuu u mpaucgysuoaozuu PedepasbHozo Meduko-buosozudeckozo azeHmcemaea», Cankm-Ilemep6ype

MMOJIMMOP®HBIE BAPUAHTBI TEHOB HTUTOKMHOB, ACCOOUUUPOBAHHBIE

C ®AKTOPAMM ITPOTHO3A, Y BOJIbHbIX MHOKECTBEHHOH MUEJIOMO

BBenenne. B nocinennee BpeMsi MHOTHUE UCCTIE-
JIOBaTEIbCKUE TPYIIbI U3YUYalOT OJJMHOYHBIE HYKJIE-
OTUJHBIC TTONTUMOP(HBIE BapUAHThl T€HOB IIUTOKU-
HOB KaK F€HETUYECKHUE MapKephl, aCCOLIMMPOBAHHbIE
C TeM WK UHBIM 3a00neBanneM. CoracHO JaHHBIM
JUTEPATYPHI 15l HEKOTOPHIX T€HOB IIUTOKWHOB Obl1a
YCTAHOBJICHA aCCOIMALIMS C OHKOT€MaTOJIOrMYeCKHU-
MH 3a00JIeBaHUSMH. YUYHTHIBas, YTO B ITaTOTCHE3E
MHOXeCTBeHHOU Muenombel (MM) 3anmeiicTBOBaH
HIMPOKHUM CHIEKTP LIMTOKMHOB, @ UCCJIEIOBAHUS T10-
auMopdu3Ma TeHOB ITUTOKMHOB MPHU ITOM 3aboie-
BAHUU BECbMa HEMHOTOYMCIIEHHBI, TPEACTABIISIIOCH
aKTyaJIbHBIM OIPEACIIUTD MOTMMOpP(HBIC BApUAHTHI
T€HOB IIUTOKMHOB, aCCOIMUPOBAHHBIE C PA3BUTUEM
MM u oueHUTh UX 3HAYUMOCTh B MPOrHO3UPOBA-
HUU TEUYCHHS 3a00JICBAHMUS.

Marepuansl u metoabl. Hamu Obumu oOGcre-
noBaubl 80 MaMEHTOB ¢ MHOXKECTBEHHON MHUEIIO-
MOW; KOHTPOJbHYIO Tpynmy coctaBuiau 100 3m0-
POBBIX MHAMBUAYYMOB. Bce oOcienoBanHbIe nuIia
ABIUIACh kuTensiMu CeBepo-3amajHoro peruoHa
Poccun. Jlmarno3 cumnromarudeckoii MM ObL1
BEepU(PUIIMPOBAH HA OCHOBAHUU KpUTEpreB Mex1y-
Hapo/IHOI pabouel rpynmbl M0 U3YyYEHHIO MUETIOMBI
ISS2005 . I'enomuyro JTHK Beiensim u3 sigpoco-
JepKaIux KIeTok nepudepudeckoin kposu. Ompe-
JIeJIeHNe OMHOYHBIX HYKJICOTHAHBIX MOTUMOpQh-
HbIX BapuaHToB reHoB [L-1a, IL-1f3, IL-1R, IL-1RA,
IL-2, IL-4, IL4Ra, IL-6, IL-10, IL12, TNF-a, IFN-y,

TGF-B1 mpoogmmm ¢ momompio PCR-SSP. Cpas-
HEHHUE YaCTOT TEHOTHMIIOB OLCHHMBAIM METOIOM )2
¢ nonpaskoit Merca, nmpu p < 0,05 paznuuus cuura-
JIM IOCTOBEPHBIMH.

Pesyabrarsl. Ha ocHOBaHMUM aHaiM3a pacrpene-
JICHUs 4YaCTOT F€HOTUIIOB IIUTOKWHOB YCTAHOBJIECHO,
410 y nauueHToB ¢ MM romo3urotsl IL-1a —889 TT
u IL-1p +3962 TT (0,23 u 0,21 cOOTBETCTBEHHO
npotuB 0,02 u 0,04 B KOHTPOIBHOM TpyIITe), a TaK-
xe IL-6—-174 GG u IL-6 nt565 GG (0,36 u 0,39 co-
orBeTcTBeHHO TpoTuB 0,18 1 0,20 B KOHTPOJIBHOMN
IpyNne) BCTPEYAIOTCS 3HAUUTENbHO 4allle, YeM
y 310poBbIX Jull (p<0,05). B Toxe Bpems B rpymnme
60sbHBIX MM, HanpoTUB, JTOCTOBEPHO PEXE, YEM
Y 30POBBIX JIUI BBISIBISUIUCH TOMO3UTOTHI [L-4-33
CC (0,24 npotuB 0,47) u TGF-b1 codon 25 GG (0,65
npotuB 0,84) (p<0,05). Takum 0Opazom, moTyUYEH-
HbI€ JIaHHbIE TO3BOJWIA PACLUEHUTh T'OMO3HMIOTHI
IL-1a —889 TT u IL-1PB +3962 TT, xak uMmyHore-
HeTH4yecKkue (akTopbl, Ipeapacloiaraoinme K pas-
BuTHI0O MM, a romo3urotsl 1L.-4-33 CC u TGF-bl
codon 25 GG BO3MOXHO, ONPEAEISAIOT YCTOHUU-
BOCTb opraHusma Kk paszsuturo MM. [lnsa ompe-
JIEJIEHNs] HAJIMYUsl WIM OTCYTCTBHSI B3aMMOCBSI3U
YCTaHOBJICHHBIX «IPEIPacIoNaraloiinx» M «Ipo-
TEeKTHUBHBIX»  MMMYHOI€HETHMYECKUX  (hakTopoB
C MOKAa3aTeJIIMU MEX/TyHapOIHOM IIKaIbl CTaAupoO-
Banuss MM ISS2005 r. 6buM mpoaHaIM3UPOBAHBI
YpOBHH anb0yMuHa U 2-MUKpOIIOOYyIHHA, B TPYII-

57



BECTHUK TEMATOJIOINU, rom X, N° 3, 2017

Max MalyueHTOB C HaJMYMeM B T€HOTHUIIC BBISBIICH-
HBIX UMMYHOTCHETHYECKHX (pakTopoB U 0e3 Tako-
BbIX. bonbHbie MM ObuIH pa3neneHsl Ha 4 TPYIIIbL:
1 rp. — ¢ manumuuem IL-1a —889 TT, IL-1B +3962
TT, IL-6-174 GG, IL-6 nt565 GG; 2 rp. — ¢ IL-1a
-889 TT, IL-1B +3962 TT; 3 rp. —c IL-6-174
GG, IL-6 nt565 GG; 4 rp. — MauMeHThl, y KOTOPbIX
He ObUIM BBISBIEHBI UIMMYHOTE€HETHYECKUE (aKTO-
pBl, accouuupoBaHHble ¢ pazsutueM MM. Cpennue
BEJIMYMHBI YPOBHSI allbOyMUHA B TIEPBBIX TPEX TPYII-
nax OOJIbHBIX C PA3IUYHBIM COYETAHUEM «HETaTHB-
HBIX» T€HOTUIIOB OBLIH I0CTOBEPHO HIKE, YeM B 4-i
rp (p<0,05). Camblif HU3KHI ypOBEeHb aabOyMUHA
ObL1 3adukcupoBad B 1 rp. manuenTos (3,34+0,08
r/mn), Torma kKak cambiii Beicokui (3,87+0,09 1/
JUT) — BBISIBIISITICS B 4 TpyIne, Bo 2-if u 3-eii rpyn-
max STOT IOKazaTeab coctasisul 3,49+0,14 r/mn
u 3,53+0,07 r/nn coorBeTcTBeHHO. Hambomee BEI-
COKHME YPOBHHU P2-MHKpPOIIIOOyJIMHA ONpeNeNsInuch
B | rp. 6ompHBIX MM (5,54+0,56 mr/m), TOrma Kak
B4 rp. MAIlMEHTOB YPOBEHb JAHHOTO OEJTKa PABHSIICS
4,88+0,3 mr/n (p<0,05). [ns ananuza ypoBHS ajib-
OymuHa 1 B2-MUKpOTI00y/IMHA y TTAIIUEHTOB B 3aBHU-
CUMOCTH OT HaJIMYUS WIH OTCYTCTBUS YCTAHOBIICH-
HBIX HAMU «IPOTEKTUBHBIX» UMMYHOT€HETUYECKUX
(akTOpoB OBUIM BBIAETCHBI 3 TpyNIbl OOMBHBIX: 1

rp. — ¢ HanuuueM Tonbko TGF-bl codon 25 GG; 2
rp. — ¢ HamuuueM 1L.-4-33 CC u TGF-b1 codon 25
GG; 3 rp. — nmauueHTsl, y KOTOPbIX HE ObLIN BbISB-
JICHBI KITPOTEKTUBHBIC)» B OTHOIIEHUH pa3BuTs MM
UMMYyHOTeHeTh4Yeckrue (hakTopbl. YpOBeHb alibOy-
MUHA y ManueHToB 1-i rp. ObU1 3HaunMO Hike (3,4
I/1T) IO CPAaBHEHMIO C MAaLMEHTaMHU U3 2 U 3 rpynn
(3,6£0,28 u 3,87+0,09 r/mam; p<0,05). YV manuen-
TOB C HAJIMYHEM JIByX IIPOTEKTUBHBIX» TOMO3HUIOT
B reHotumne (2 rp.) ypoBeHb P2-MHKpOIIo0yanHa
Obl1 HanOosee HU3KkuM (2,7+0,14 mr/m) B cpaBHe-
Huu ¢ 1 u 3 rp. (5,17£0,18 mr/n u 4,88+0,30 mr/m,
cooTtBeTcTBeHHO; P<0,05).

BoiBoabl. Takum 00pa3om, Ha OCHOBaAaHMU KOM-
TUIEKCHOTO M3yYeHUs MOJMMOp(u3Ma reHOB LUTO-
KMHOB y 001bHBIX MM U nipoBeieHHs KITMHUKO-JIa-
O0paTopHOro aHaiM3a IMOJYyYEHHBIX pe3yJabTaToB
ofpesieNieHbl HOBbIE UMMYHOTE€HETHYeCcKue (akTo-
pbl, mpenpacnonaratonme k passuruio MM (IL-1a
—889TT, IL-1B +3962 TT, IL-6—174 GG, IL-6 nt565
GG). Coueranue 3TuX (HaKTOPOB B TEHOTHUIIE ACCO-
LMUPOBAHO C HU3KUM YpPOBHEM ajbOymuHa (<3,5
I/IJT) W BBICOKUM YPOBHEM [2-MHKpOTIOOyIHHA
(>5,5 mr/im), 4TO TO3BOISAET OTHECTHU ITH T'C€HOTH-
bl K JOMOJHUTEIbHBIM HEraTUBHBIM IIPOrHOCTHYE-
ckuM (akropam pa3zButusi MM.

3dpasooxpanenusi P®, Cankm-Ilemep6ypz

Iloaywkuna JI. B.', Mapmuinkesuu H. C.%, lllysaee B. A.”, Momuliko E. B.,
domunbix M. C.', Kpueosanos 0. A.?, AcayaeHko 3. I1.?, MapmuiHenko JI. C.,
HeaHnoea M. I1. %, IIvi6akoasa H. 0., BoaiowuH C. B.., Beccmeavyes C. C.., YeuemkuH A. B.1

1 @I'BY Poccuiickuil HayyHo-ucciedogameabcKull uHCmumym semamo.siozuu U mpancgpysuoaozuu PMBA, Cankm-Ilemepbypz
2 @I'BOYBO Cesepo-3anadHbili 2ocydapcmeeHHblil MeduyuHcKull yHueepcumem umeru U. H. Meunukoea MuHucmepcmea

FTEHETUYECKHME MOJAEJ/IU OLEHKH ITPOI'HO3A
Y NAIMEHTOB C NIEPBUYHBIM MHUEJIO®UBPO30M

BBenenne. CornmacHo COOOIICHHUSIM MOCIEAHUX
JIET, TEpPCHEeKTUBHBIM HHCTPYMEHTOM IPOTHO3U-
poBaHus npu nepBuyHOM Muenoduodpose (IIMD)
CILy>KaT JaHHbIE MOJIEKYJISIPHO-T€HETUYECKOTO U LU~
TOTEHETHUYECKOT0 aHaJlh3a: TUI/OTCYTCTBHE CIIEL-
npudeckoro Mapkepa kiaoHaibHOCTH (MK) — My-
tauuii reHoB JAK2, CALR, MPL, myrtanuoHHbIi
CTaTyC TE€HOB »NureHernueckoi perynsuuu (OP)
TPAHCKPUIILIUU, KapuoTuil. BapuabenbHOCTh coue-
TaHUS TTOBPEXKJICHUM TeHOMa BO MHOTOM SIBJISIETCS
MIPUYMHON KJIMHUYECKON U IMPOrHOCTUYECKON TeTe-
porenHoctu [IM®. [ToaToMy O1leHHBATh BBILIEIIPH-
BEJICHHBIC TOKa3aTeIu HEOOXOAMMO KOMILIEKCHO
C YYETOM MX BO3MOXXHOTO B3aMUMHOTI'O BIMSTHUSI.

Heab. Onpenennuts NMPOrHOCTUYECKYIO 3HAUYU-
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MOCTh MapKepoB KJIOHAJbHOCTH, MYyTallMii T€HOB
SMUTCHETUYECKOU PETyIsLUN, KAPUOTUIIA U KX KOM-
ounanuu 1y OB manuenTos ¢ [IM®.
Marepuaasl u Metoabl. B uccienoBanue
BKitoueHb! 110 manuentoB ¢ nuaraozom [IM® (38
(34,5%) wmyxuuHBI), MeAMaHa Bo3pacTa 59 ner
(1682 net). Mennana nadmonaenus 2,6 rona (0,14—
22,97 ner). Y Bcex MalMEHTOB MPOBOAWIN OIpe-
nenenne JAK2V617F-craryca (ITLP-ITP®), npu
JAK2(-) nmerexktupoBanu myTtanuu B 515 komone
rena MPL (ITILP-ITIP®) u myTtanuu 9 s3x30Ha reHa
CALR (cexBenupoBanue no Cenrepy). ¥ 106 ma-
LIMEHTOB BBINONHEH aHanu3 reHoB ASXL1, EZH2,
IDH1/2 meTonoM KpUBBIX IJIaBIEHUS C MOCIEAYIO-
M cekBeHupoBaHueMm. Y 48/110 (43,6 %) Gomnb-
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HBIX IIPOBEIECHO LIMTOT€HETUUECKOE UCCIIEN0BAHUE.

PesyabTarel. MK o6napyxens! y 81,8 % nanu-
entoB: JAK2(+)—50,0%; CALR(+)—25,5%
(14,5% —mun 1, 109% —tun 2), 6,4% —
MPL(+) Gonbubix. ¥ 20 (18,2%) uenoBek MK
He BoisiBNEeHBI (TN — triple-negative). Myranuu re-
HOB OP oOHnapysxens! B 20,8 % ciayyaeB: MyTanuu
HOHCEHC U C/IBUTa paMKH cuuThiBaHusi reHa ASXL 1
(MyTaly  TPEXJIEBPEMEHHOW  TEpPMUHAIIMH —
ASXL1term) — 8,5%, coueranne ASXLIterm
u ASXLImis (muccenc) — 3,8%, ASXLImis —
4,7%, couetanne ASXL1term u EZH2-1,9%, co-
yeranue ASXLI1term nu IDH2-0,9%, IDH1-0,9 %.
VY 27,1% mnauueHToB BBISIBICH HEOIArONMPUSATHBIHN
kapuotun (+8, +21, +7,—7/7q-,—5/5q-, nepe-
ctpoiiku 11q u 12p, MOHOCOMHH, KOMITJIEKCHBIHN Ka-
puotumn, a takxke del(6)(ql5), add(6)(p25), del(X)
(922), t(X;7)(p21; ql1)). [lo manHBEIM OmHOMIApaMe-
TPUYECKOTO0 PErpeccUOHHOro aHainu3a Ha OB oka-
3bIBaM BausiHue: MyTtauuu ASXLlterm (oTHome-
Hue puckos (OP) 2,9, p=0,018), nebnaronpusTHbII
kapuotun (OP 8,2, p<0,001) u Tpu-HEeraTuBHbIH
craryc (OP 8,1, p<0,001). Jlns myrauuii B reHe
CALR 3nauenue p Obuto morpanmunbiM: OP 0,3,
p=0,052. ASXL1mis He oka3biBau BIusHUsA Ha OB
(p=0,378). Ilo pesyapratam MHOTOMapamMeTpUye-
CKOT'O PErpeCCHOHHOTIO aHaJlNu3a, BKJIIOYABIIErO Ta-
ke nepemennble, kak TN-, CALR-, ASXL1term-
CTaryc M HeONaronpHUsITHBIA KapHUOTHI, KIIIOYEBOE
BiausiHue Ha OB He3aBUCHMO Jpyr OT Japyra oka-
3pIBJIM  HeOnaronpusaTHbI kapuotun (OP=7.4,
p=0,001) u HanMuue TEPMUHUPYIOLIEH MyTaluu
B rene ASXL1 (OP=2,8, p=0,023). Ilpu oueH-
ke Mozienu Kokca 0e3 ydera kapHOTHIIa 3HAYUMOE
Bausinue Ha OB oxaspiBamum TN- craryc (OP=2.,4,
p=0,050) wu ASXLIterm-craryc (OP=3,3,
p=0,012), Torma kak HanmuuMe MyTalUid B TeHE
CALR Tepsu1o mopor cTaTUCTUYECKON 3HAUMMOCTH
(OP=0,3,p=0,075). Tem He MmeHEe naHHBIN (PakTOP
6wt 3HauUM (OP=0,2, p=0,015), xorna B KauecTBe
KoBapuathbl BbIcTynasl Tojdbko ASXLIterm-craryc,
KOTOPBIH TaK:Ke COXPaHsI CBOIO 3HAYMMOCTD B JIaH-
Hoit Mmontenu (OP=3,9, p=0,004). B moxenu, BKJItO-
yapmeil TN- u ASXL1term-craryc, o6a mapame-
Tpa 3HAYMMO BJIMSUIA HA BbDKHUBaeMocTh (OP=3,6,
p=0,003 u OP=2,5, p=0,048, cCOOTBETCTBEHHO).
Takum 00pa3oM, OIEHKY 3HAYUMOCTH Pa3TUdIUi
OB mnpoBogunu B 3aBucumoctu ot CALR/ASXL1
u TN/ASXLI craryca, a Takke B rpynmnax ¢ pas-

JUYHBIM BapuaHTOM Kapuotuna u ASXLIterm-
crarycoM. Ilpu anammze OB c¢ yuerom CALR/
ASXLI1 craryca Xyaulyl0 BbDKMBAa€MOCTb JEMOH-
crpupoBasii  CALR(-)/ASXLIterm  mamueHTsI
(menmana 2,5 roma, p=0,021). IlpocnexuBanack
CTaTUCTUYECKas] TEHAEHUMS K YITy4IICHUIO BbIKHU-
BaemocTu cpean CALR(+)ASXLIwild-type (wt)
(MeaMaHa He JOCTUTHYTA IIPH BpEMEHU HaOTIOICHUS
10,1 roga) mamuenToB no cpaBHeHuto ¢ CALR(-)
ASXL1wt (memmana 13,5 roma) (p=0,124). Ho-
ctoBepHbIx oTnmunii mo OB wmexay CALR(+)
ASXL1term u CALR(+)ASXLIwt, CALR(+)
ASXLIterm u CALR(-)ASXLIwt He BBISIBICHO.
Menuana OB cpemu TN/ASXLl1term mammeHToB
coctaBuna 0,9 roma, TN/ASXL1wt— 3,6 rona,
MK(+)/ASXL1wt — 13,8 15er, He IOCTUTHyTa
B MK(+)/ASXLIterm rpynmne (nmpu BpeMeHH Ha-
omonenust 10,3 roma) (p<0,0001). [TonapHsiii ana-
au3 mokaszas, yto oOHapyxeHue ASXLlterm nmo-
ctoBepHo cHmkaer OB TN OGonbhbix (p=0,007).
O6mas BepkuBaeMocTh MK(+)ASXL1term ma-
LMEHTOB Obljla JOCTOBEPHO JIy4dllleé B CpPaBHEHHUH
¢ TNASXL1wt 6ompabiMu (p=0,044). 3HaUMMBIX
ormmunii OB y MK(+) manueHToB ¢ pa3IndHbIM
ASXL]1-crarycom He BbIsABIEHO. [Ipy KOMIIIIEKCHOM
yueTe JIaHHBIX aHaiu3a reHoB OP u kapuoTumna me-
muaHa OB ASXLlterm manueHTOB ¢ KapHOTHIIOM
HU3KOI'0 PUCKA CTATUCTUYECKU 3HAYUMO HE OTJINYa-
nach oT TakoBoi y ASXL 1wt manueHToB ¢ Xpomo-
COMHBIMU aHOMAJIUSIMHM BBICOKOTO pHCKa (MeauaHa
1,6 u 1,4 roma, coorBerctBenHo, p=0,291). Cra-
TUCTUYECKHU 3HAYMMBIX OTIMYHMIA HE ObUIO OOHapy-
xeHo u cpeau ASXL1term nmanueHTOB ¢ KapuOTH-
aMHU HU3KOTO M BbICOKOTO pucka (menuana OB 1,6
u 1,2 rona, p=0,610). Menuana OB ASXL1wt na-
IIUEHTOB C KapUOTHUIIOM HHM3KOI'O PUCKa COCTaBUIIA
6,4 rona (p=0,0005).

BobiBoabl. Haunbonee BbicOkasi cTeneHb 3HAYU-
MOCTH pa3IMuuii oTMeueHa INpu cpaBHeHuun OB
B Ipynmax, c()OpMHPOBAHHBIX IO KOMIUIEKCY Xa-
pakrepuctuk TN/ASXL1 u kapuotun/ASXL1. Ha-
Ju4yue TepMUHUpYromed Mmyrtanuu B rene ASXLI
CYLIECTBEHHO YXYALIAeT BBDKHMBAEMOCTh y O0IIb-
HBIX 0e3 crenupuuecKuX MapKepoB KIIOHAJIbHOCTH.
BbpkrBaeMOCTh MAIMEHTOB € HAJIWYHEM JHOO0TO
U3 MapaMeTPOB — KapHOTHUIA BBICOKOTO PUCKA WU
ASXL1term — mocToBepHO Xyxe, yeM y ASXL 1wt
HALMEHTOB C KAPUOTUIIOM HU3KOIO PHUCKA.
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ONPEAE/JEHHUE IIOJIMMOP®HU3MA B 'EHE PELIENITOPA TPOMBOIIMTOB K PUBPUHOTEHY
(ITGB3-B:1565 T > C) IIPU 3/ITA-ACCOLUMUPOBAHHOU NNICEBAOTPOMBOLIUTOIIEHNH

BBenenue. DJ[TA-accoumupoBaHHas TCEBJIO-
tpomOorutonierust (SATA-IITII, TITII) sasiercs
nabopaTopHbIM (EHOMEHOM, CBS3aHHBIM C IIIH-
POKUM BHEJpPEHHEM B Ja0OpaTOPHYIO MPAKTUKY
reMaTOJIOTUYECKUX aHAJIM3aTOPOB U YHUDHUIIUPO-
BaHHBIX METOJIOB KOHCEPBHPOBAHHUS TPOO KPOBH.
Knuanueckas 3HaunMOCTh ()eHOMEHA B HACTOSIIEE
BpEMs HE OTpeieieHa, OIHAKO 3HAaYUMOCTb €T0 Bbl-
SIBIICHUSI HE TMOJJISKUT COMHEHHIO B CBSI3U C BBICO-
KOM pacmpoCTPaHEHHOCTHIO CPEAM 3[0POBBIX JHI]
(ot 0,3% no 21,4% — no pa3nu4yHbBIM JIaHHBIM)
U Cpely TalMEHTOB C Pa3IMYHBIMH MATOJOTHYe-
ckuMu coctosiHusaMu (0T 15% no 50%), uto Mo-
XKeT OBITb MPUYMHOM TUArHOCTUYECKUX OHIMOOK.
MosekynsipHO-TeHETUYECKHE OCHOBBI IaTOreHe3a
[ITII He uzyuensl. B 2016 r. Ha ocHOBaHUHU CTyyaii-
HBIX HAOMIONEHUH HAMU ObLTAa BBIIBUHYTA TUIIOTE-
32 0 BEPOSTHOM HAJMYMU B3aMMOCBS3U (heHOMEeHa
[ITII ¢ nammunem nomumop¢uszma TC rena wHTE-
rpura [TGB3-b: 1565 TpomOoruTapHOro perenTo-
pa x pubpuHOTEHY.

Heasb. [IpoBepka rumnotessl 0 HATUYUN B3aUMOC-
Bsi3u penomena DJITA-IITII ¢ nanuunem rameruye-
CKOHM MyTalluu B T€HE TPOMOOIIMTAPHOTO PeLenTopa
K ¢ubpunoreny (ITGB3-b: 1565 T>C).

Marepuassbl 4 MeToabl. Ha mepBom stame pado-
ThI OBLIM TIOJyYEHBI U 00paboTaHbl MaHHbIE TI0 19
nauuentam ¢ DJ[TA-accounnpoBannon [ITIL Y 12
narueHToB (63,3 %) ObLT BBISBICH MOIUMOP(HU3IM
TC B rene unrerpuna ITGB3-b (ITGB3-b 1565
T>C). B nHacrosiiiee Bpemsi JUisl YBEJIUUYEHUS BbI-
OOpKH TIPOBOAUTCS COOP apXHUBHBIX U MPOCIEKTHB-
HBIX JaHHBIX B BOEHHO-MeTUIIMHCKON akaaeMuu
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u Poccuiickom HUUW remaronoruu u Tpancgysuo-
JIOTUH ISl COTIOCTABIICHMS PE3YJIBTaTOB KIMHUYE-
CKHMX U T€HETHYECKUX UCCIIeJ0BaHUM. BKirouarorcs
Bce ciyvyau BbisaBieHus [ITII y ycioBHO 310pOBBbIX
JIUL, HE UMEIOUIUX KIMHUYECKH BBIPAKEHHBIX TIPH-
3HAKOB KaKHUX-JIH0O 3a00JIeBaHUM M COCTOSHHIA,
o0paTuBIIMXCS 3a MEIULUHCKONW MOMOIIBIO C JIUC-
MTAHCEPHBIMU LEJISIMU WM B CBSI3M C BBISBICHUEM
TPOMOOITUTOTICHHH.

Pe3yabrarsl U BBIBOABI. Beicokas yacTora oum-
O0uHOW MHTEpHpeTauuu JabopaTOPHBIX JaHHBIX
Ha AQHAJUTUYECKOM M IOCTAHAIUTUYECKOM ISTalax
1a00paTOPHON AMATHOCTHUKU SIBJIETCS CIEICTBUEM
nepeoteHkd 3(P(EKTUBHOCTU PACIPOCTPAHEHHBIX
B HACTOSIIIIEE BPEMsI aBTOMAaTU3UPOBAHHBIX I€MaTO-
JIOTUYECKUX aHAIM3aTOPOB, a TaKXKe MpeHeOpexe-
HUE COTPYIHHMKAMHU JJaOOPaTOPHBIX MOAPA3ACIICHUM
METOJaMM IIOATBEPKICHUS U KOHTPOJS KadecTBa
BBINOJHAEMBIX TECTOB. MUKPOCKONMYECKUN IOA-
CUET TPOMOOIIMTOB Ha COBPEMEHHOM 3TaIl€ OCTAETCS
Hauboee HaJIe)KHBIM METO/IOM BBISBIICHUS TICEB/IO-
TpoMmOoruTonieHnu. Brisisnenue penomena DJITA-
aCCOILMMPOBAHHON TPOMOOLIMTONICHUH B HACTOSIIEE
BpeMsI HE MOXET pacCMaTpUBATLCA KaK CHUMIITOM
WIM IPEJUKTOP Pa3BUTHUS TE€X WM UHBIX 3a00J€Ba-
HUW WIKM NaTOJOTUYECKUX COCTOSHMM, OJHAKO Lie-
71ecO00pa3HbIM MPEICTABISAETCS MPOAOIIKEHUE H-
HaMUYECKOTr0 HaOMIOEHUS 32 TAKUMU MAllUeHTaMHU.
[IpoBepka runores3sl 0 HAJIMYUU TEHETUYECKOU Jie-
tepmuHUpoBaHHOCTH [ITII MOXKeT mocyKUTh Bax-
HBIM KOMIIOHEHTOM JIJIs KOPEHHOTO IIepecMOoTpa Cy-
LIECTBYIOIIUX MPEACTABICHUN O JUArHOCTHYECKOM
Y IPOrHOCTUYECKOM 3HAUEHUU TaHHOTO (peHOMEeHa.

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
6-7 vitons 2017'r.

BBenenue. B ornuune OoT pacnpocTpaHEHHOM
MPAKTHKH, B KIMHUKE (aKyIbTeTCKOW Tepanuu Bo-
€HHO-MEIMIIMHCKON aKaJIieMUU MMPUMEHEHHE Mperna-
paroB uHTEphEepoHa-abda yKe TOCTATOUHO TaBHO
UCTIONIB3YETCS KaK METOJ BBIOOpa IUTOPEHYKTHB-
HOHM Tepanmuu Tpu Kjaccudecknx Ph-HeratnBHBIX
MuenonponudepaTUBHBIX HOBOOOpa30BaHUIX
(MITH) HEe TONBKO y OTHOCHTEIBHO MOJIOJBIX Ma-
[IUEHTOB, HO TAK)XE U y JIUIl MPEKJIOHHOTO W TIO-
KWIOro Bo3pacTa. BHenpeHue B KIMHUYECKYIO
MPAKTHKY YJIYYIICHHBIX METOJOM ICTHIIMPOBAHHUS
dbopM pEeKOMOMHAHTHBIX MHTEPPEPOHOB A 3HAUHU-
TEIbHO PACIIMPHUIO BO3MOXHOCTH JAaHHOTO BHJA
neueHusi. B HacTosmiee Bpemsi B KIMHUKE HaKO-
IUIGH OMNBIT MO JIUTETFHOMY MPHUMEHEHHUIO 3-X
Takux TperaparoB  (mruHTepdepoH-anbda-2a
(ITeracuc®), maruntepdepon anbda-2b (Ilerln-
TpoH®), 1emdruaTepdepon-anbda-2b  (Anbre-
poH®) Oosnee yeMm y 40 ManMeHTOB C Pa3TMYHBIMU
MIIH, 9TO0 MO3BONMIO CHENIATh MPEIBAPUTEIBHBIE
BBIBO/II O COMNOCTAaBUMOCTH BCEX HMMEIOLIUXCS
Ha (apMaIeBTHUYECKOM PBIHKE TMETUIMPOBAHHBIX
uHTepdepoHoB-anbda 1no 3pPexTUBHOCTH U O€3-
onacHoctH. C xoHna 2013 r. Bce mauueHThl ¢ BOEP-
Bble BbIsiBIeHHbIMU MIIH, a taxxe u yacth nmanu-
€HTOB, paHee MOJIYYaBIINX Pa3jHyYHbIe Mpernaparsl
uHTEepdepoHa-anbda MOTy4yaroT pa3iIu4yHbIC Tpe-
nmapatbl  MErWJIMpPOBAHHOTO  HHTEp(epoHa-alb-
da (mrunrepdepon-anbda-2a, mHITUHTEPPEpPOH
ane(a-2b, nemdrunrepdepon-anbda-2b, a ¢ Ha-
ganga 2015 1. (B cBsI3u ¢ ocoOEHHOCTIMH oOecrie-
YeHHs] JIEKAPCTBEHHBIMU CPEACTBAMH) — TOJIBKO
nermrunrepdepon-ansoa-2b.

Heab. Ouenka 3¢ HeKTUBHOCTH U 6€30MIaCHOCTH
IPUMEHEHUs LeTruHTeppepona anbda-2b y 60ib-
HbIX uCTUHHOW noymnutemueit (UI1) u sccennmans-
HO# TpomOonmTemueit (OT).

Marepuansl u Metoabl. [IpoBenenue nuTope-
TYKTHUBHOUW TE€paruy MpernaparoM MeruiInpOBAaHHOTO
uaTepdepona-anpda: nendyruarepdepon-anbha-2b.
HcxonHo U B TMHAMUKE: onpesiesieHue CyObeKTUB-
HBIX U OOBEKTUBHBIX CHMIITOMOB, YPOBHEH rema-
TOJIOTUYECKUX TIOKa3aTeneid, OpeMeHu alienbHOR
Harpy3ku myrauuu V617F B rene JAK2 (xonnue-
CTBEHHO) Wi (Ipu oTcyTcTBUM MyTauuu V617F
B reHe JAK?2) nanuuus myranuu B 12 5K30HE reHa
JAK2, B rene MPL unu B rene CALR (kauecTBeH-

Hoasikos A. C, Hockos 4. A., Ilempoea O. P, bondapuyk C. B., Maaaxoea C. H.
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COBEPIIEHCTBOBAHHUE HHTEP®EPOHOTEPAIIMH PH-HETATUBHBIX
MHUEJIONNIPOJIUPEPATUBHBIX HOBOOBPA3OBAHHWU: LHEIDI'MHTEP®EPOH AJIbPA-2B

HO), cTernieHr Muenopuoposa (Mo pe3ysibraTtaM Tu-
CTOJIOTUYECKOTO HCCIEJOBaHUS TpernaHoOuoITara
KOCTHOTO MO3ra), MPOrpecCHd B OCTPHIH JIEHKO3
(Mo pe3ynpTaraM TeMaTOJIOTUYECKHX HCCIEI0Ba-
HUM ¥ IIMTOJOTHYECKOTO HCCIIETOBAHUSA KOCTHOTO
MO3ra), OLIEHKa IeéMaToJIOTHYeCKOW, Heremarolso-
IMYECKON TOKCUYHOCTH M JAPYI'MX HEKEIaTeNIbHbIX
SIBJICHUH, OIpeJieIeHue MOKa3aHUH K KOPPEKLUH
WIA OTMEHE NMPOBOIUMON TEepamuH, OLIEHKa Kaue-
CTBa JKU3HU MalMEeHTOB (10 onpocHuky EQ-5D-5L).
CpaBHEHHE CO CTaHIApTHOW WHTEepdepoHOTEepa-
IMEH BBIMOJIHEHO MO PETPOCIEKTUBHBIM JAHHBIM:
OLIEHKA apXMBHBIX pE3y/lbTaToOB JedeHus 25 ma-
nuentoB ¢ OT u UIl ¢ npumenenneM npenaparos
pPEeKOMOMHAHTHOTO MHTepepoHa-anbda 3a nepuos
c2006r. mo 2013 .

Pe3yabTarsl u BbIBOABI. Ha HacTos Mt MOMEHT
MOJTY4YCHBI PE3yIIbTaThl HAOMIOMEHNS 32 32 TTal[ueHTa-
MU, TOJIy4aBUIMMHU JICUEHHE LENITUHTEP(HEPOHOM-
anbda-2b. 13 Hux 14 manuenTam Obliia BIiepBbIe Ha-
3HaueHa LUTOPEIyKTHBHAs HHTEpQepoHoTEepanus,
14 manueHToB paHee Moayvyaau Ipyrue JeKapCTBEH-
Hble (OpPMBI TETWIMPOBAHHBIX HHTEP(EPOHOB.
O060011eHre PEeTPOCIIEKTUBHBIX JaHHBIX MOKA3aJo,
YTO HCCIEeNyeMblil mpenapar o0nagaeT cpaBHUMOI
C paHee HMCIOJIb30BaHHBIMUM HaMU IpenapaTaMmy Ie-
THJIUPOBAHHOTO MHTepdepoHa 3PPEeKTUBHOCTHIO
KaKk B IUIAaHE HOPMAJHU3aIMM TeMaTOJIOIMYEeCKUX
NOKa3areliei, Tak ¥ B BUJI€ CYIIECTBEHHOTO CHIDKE-
HUS aJUIeJIbHOM Harpy3ku mytauuu V617F B rene
JAK2 y Bcex JAK2-monoXuTENbHBIX MAllMEHTOB.
[TanMeHThl, UMEBILUE OIBIT MPUMEHEHHUS PEKOM-
OMHAHTHBIX MHTEP(EPOHOB, OTMEUAIU HEOCIOpH-
MO€ TPEUMYIIECTBO B YIOOCTBE CAMOCTOSTEIb-
HOTO TPUMEHEHUS TETHIUPOBAHHBIX IPENaparos,
CHIKEHUHM KPAaTHOCTH MHBEKIMU 10 | pa3a B He-
nento u odbema BBoxuMoro mnpemnapara. Ciaydaes
yTpaTbl OTBETAa, BO3HUKHOBEHHS HOBBIX SIBIICHUII
HEMEepeHOCUMOCTH He 3aperucTpuponaHo. Pasnu-
YHii B IEPEHOCUMOCTU M 3PPEKTUBHOCTH TEPATTUH
IpY Ha3HAYCHUH LEeNTuHTepdepona-anbda-2b mpu
NEepPBUYHOM Ha3HAUYEHWH, a TaKkKe IMOCIe TepeBoaa
C JIpyrux NpenaparoB MErHJIMPOBAaHHOTO MHTepQe-
poHa, He BbIABIEHO. HeocnopumbiM mpeumyiie-
CTBOM OTEUYECTBEHHOIO IIpernapara sBISETCS Cy-
IIECTBEHHO OoJiee HU3KAask CTOMMOCTB. YUHTHIBAs
OpUTHMHAJBbHBIE (hapMaKoJIWHAMHYECKHE H (apma-
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KOKHHETHYECKHE 0COOCHHOCTH MPUMEHSIEMOTO Tpe-
HapaTa, IJIA OKOHYATCJIbHBIX BBIBOJ0OB HCO6XOI[I/IMO
0oJsee MIMTENLHOE HAOIIOASHHE U OlIEHKA OTHaJICH-
HBIX pe3yipraToB. [1o HaleMy MHEHUIO, MOBBIIIC-
HUE JIOCTYITHOCTH M BBEJICHUE B IIUPOKYIO KIIMHH-

YEeCKyI0 MPAKTUKY HOBBIX METHIUPOBAHHBIX (POpPM
npemnaparoB WHTEphEepoHa-aib(a MOKET OTKPHITh
HOBBIE BO3MOXKHOCTH ISl OKa3aHHs YPPEKTUBHOM
MEIUITMHCKOM momMotn mmarreHTam ¢ MITH.

Padixca6oea A. M., BoaowuH C. B.), MapmusiHkesuu H. C.., lllyeaes B. A.”, Momuviko E. B.,
Iloaywkuna JI. B.%, lllux6a6aeea /. H.’, Heanoea M. I1.’, TupaHoea C. A.’, 3enuna M. H.,
Kydpsawoea C. A, baaawoesa B. A.%, Yy6ykuHna K. B.’, Ycneuckas 0. C?,
Kapsazuna E. B.?, YeuemkuH A. B.’
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BJIMAHUE MYTALIMIM FEHA FLT3 HA K/IMHUKO-JIABOPATOPHBIE OCOBEHHOCTH
1 OBLIYI0 BBIXKUBAEMOCTbD Y BOJIbHBIX OCTPBIMHA MHUE/IONAHBIMH JIENKO3AMH
B OBbIYHOU KVNIMHUYECKOU INTPAKTUKE

Beenenne. Octpeiii neiiko3 (OJI) sBisgercsa no-
CTaTOYHO pEeAKUM 3a00JIeBaHUEM U COCTAaBISET
mub 3% 370KaYeCTBEHHBIX OIYXOJIEH 4YellOBEKa.
Opnnako cpenu remo0Omnacto3os OJI 3aHUMAIOT OTHO
13 MEPBBIX MECT IO YacToTe BcTpeuaemocTu. Cpen-
HEe COOTHOIICHHE MUETOUIHBIX JIEUKO30B U JIUM-
bounHbIX coctaBisier 6: 1. B HacTosee Bpems BbI-
srenue mytauuii reda FLT3 (ITD wiun TKD) npu
OCTPBIX MHENOUIHBIX Jeiko3ax (OMJI) paccma-
TpPHUBAeTCsl B KaueCTBE HEOIAronpHusITHOIO MapKepa,
BIMSIOIIETO Ha TeueHUe 3a00JeBaHUs, PAa3BUTHUE
PEIUINBOB U YMEHBIIIEHUE OOIIel BBIKHBAEMOCTH
(OB) nanuenroB. HecMOTpsi Ha BBICOKYIO YacTOTY
Bcrpeyaemocty Myraunid FLT3-ITD u FLT3-TKD
(npubnuzurensHo y 30% Gonpubix OMJI BbIsBIS-
ercs omHa w3 mytanui reHa FLT3), B Hactosiiee
BpeMsI HEM3BECTHA POJIb KOJIMYECTBEHHOW HAarpy3Ku
MyTtanTHOro reHa FLT3. Takxke OTCYTCTBYIOT JlaH-
HbIE PaHJOMU3UPOBAHHBIX KIMHUYECKUX HCCIEH0-
BaHMM, HEOOXOMUMBIX NIJIi MHJIUBUIYaTU3alUN JIe-
yenust OMJI, ocHoBanHoi Ha FLT3 MyTtanmoHHOM
cratyce. AJUIOT€HHasl TPaHCIUIaHTAlUsl TeMOMO3TH-
4yeckux CTBOJOBBIX KieTok (amno-TI'CK) paccma-
TpuBaeTcs B kKauecTBe koHconuaauuu y FLT3-ITD +
MAIMEHTOB, OJJHAKO MPOBEIEHNE €€ MOXKET ObITH 3a-
TPYAHEHO Y TIOXKUJIBIX MAIIMEHTOB U B CTPaHax, IJe
amio-TI'CK noctynna He Bcem. C Apyroi CTOPOHBI,
MOSIBJICHUE TapreTHBhIX JIEKAPCTBEHHBIX IIpernapa-
TOB — MHruoutopoB FLT-kuHa3 naer HOByIO Ha-
JeXKTy Ha yIyUdllIEHUE Pe3yJIbTaTOB JICUEHUs TaHHOU
MIPOTHOCTUYECKHU HEOIAronpUsTHON MOATPYIIIIHI 1a-
meatoB ¢ OMJL.

Heab. OueHWTh YacTOTy BCTPEYAEMOCTH MY-
tauui reHa FLT3 u ee BiusHME HAa KIMHUYECKHUE
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MoKa3areNu U OOLIYI0 BBIKMBAEMOCTDH IAIlUCHTOB
C OCTPBIM MUEIOUTHBIM Jeiikozom (OMJI).

Marepuaabl U Metoabl. [IpoananusupoBaHa
4yacToTa BbIsIBJIEHUS myTauuid B reHe FLT3, moka-
3aTefy KJIMHWYECKOTO aHallhu3a KpPOBH, KapHOTHUIL
u jutenbHocTh OB B 3aBUCHMOCTH OT Haluyust
wiu orcyrerBusd Mytanuil resa FLT3 y 199 nanu-
enToB ¢ OMJI (83 myxuun/116 xenuuH). Menua-
Ha BO3pacTa MalueHTOB Ha MOMEHT YCTaHOBJICHUS
nuartosa cocraBmia 52 roma (20-86 ner). Jlns BbI-
sBienust mytauuid resa FLT3 ncnons3oBanu meton
nonuMmepasHoi renHoii peakiuu (I1LP) ¢ nanbhei-
Ied pecTpUKLIUEH U OnIpe/ieNIeHneM 2 OCHOBHBIX TH-
MOB MYTalliil — BHYTPEHHSS TaHACMHAas JTyTLTHKA-
nus (FLT3-ITD) u Toueunas myTtamnusi B « A-mieTiie»
(FLT3-TKD). Craructuueckuii aHajiu3 BKIIFOYAJ
tecthl Kruskall-Wallis ANOVA u ananus OB no me-
tony Karnana-Meiiepa.

Pesyabrarbl. B nccinenyeMoil rpynne mnanueH-
TOB 4acToTa BcTpeyaemocTu MyTtauuii reHa FLT3
cocraBmwia: FLT3-ITD —22,6% (45/199), FLT3-
TKD —5,5% (11/199), FLT3-ITD u FLT3-TKD
B koMOuHarmu — 1,0% (2/199); octanbusie 70,8 %
(141/199) namueHTOB HEe MMENU MYTAllMii B T'eHE
FLT (FLT3-).

[Ipn cpaBHeHMM mOKa3aTeiaedl TreMOorpamMMbl
OBLITM TIOJyYEHbl CTAaTUCTUYECKHE 3HAUYMMBIE pa3-
YU 110 ypoBHIO setikonuToB (p=0,0009) u konu-
yecTBy OnactoB (p=0,01) mexny FLT3— u FLT3 +
00MbHBIMH. XPOMOCOMHBIE abeppauuu ObUIM BbI-
sBieHsl y 38 % (17/45) nanmentoB rpynmnsl FLT3-
ITD+, y 64% (7/11) — FLT3-TKD+, y 100%
(2/2) — FLT3-ITD/TKD+ OOnbHBIX KapUOTHI
OB HOpMaNIbHBIM, B rpynme nanueHToB FLT3— re-
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HETUYECKHE aHOMAJINH BBISBIEHBI B 51 % (72/141)
ciaydaeB. Bce manueHThl Mosyyaiau JICUEHHE pa3-
JUYHBIMUA PEKUMAMHU XUMHOTEPAIH C HUCIOJb-
30BaHMEM KOMOMHAIIMM IIMTO3MHA apabuHO3uAa
Y aHTPALMKIMHOBOTO aHTUOMOTHKA B 3aBUCUMOCTH
OT BO3pacTa, OOIIECOMAaTHYECKOrO cTaryca U Ko-
MopougHocTH («7+3», «5+2», «HAM»). TT'CK
Obu1a BeimotHeHa 14 % (28/199) nanuentam (ayuio/
ayto-17/11): B rpynne FLT3-ITD+ Bbemonaeno 3
amto-TI'CK; FLT3-TKD+ — 1 ammo-TI'CK u 1-
ayto-TI'CK; FLT3-13 amno-TI'CK u 10 — ayTo-
TI'CK. BoisiBunu 3nauumsle (p=0,00024) paznuuus
B mnurensHoctn OB mexny FLT3-ITD+, FLT3-
TKD+ u FLT3- rpynnamu nauueHtroB. Meauana
OB cocraBuna: 5,1 mecsueB g FLT3-ITD+, 7,1

mecsneB s FLT3-TKD+ u 13,0 mecsues ist
FLT3- 6oapab1x OMJIL.

BriBoanl. Mcnoin3oBaHue IHUTOIE€HETHUECKHUX
U MOJIEKYJIIPHO-TEHETUYECKUX METOJIOB HCCIEN0-
BaHUS SIBJIAETCA 0053aTENIbHBIM B aIrOpuTMeE 00ce-
noanus 6ompHBIX ¢ OMJL. Myrtanuu B rene FLT3
BCTpedaroTcsl y Tpetu naueHToB ¢ OMJI u okasbl-
BAIOT HEOIATONPUATHOE BIUSHUE HA JUTUTEIHLHOCTH
oOuieil BepKHMBaeMocTH. OmnpeneneHue MyTalMOH-
HO1 Harpy3ku reHa FLT3 B nunamuke 3a0osieBaHms
JUIsL KOHTPOJIE MUHUMAJIbHOM OCTaTOYHOU 0o0je3-
HU, a TaK)Xe NPUMEHEHUE TApreTHOW Tepamuu s
FLT3-10o3uTUBHBIX MALIMEHTOB MTO3BOJIUT YIIyUIIUTh
JIMarHOCTUKY W WHIMBUIAYAJIU3UPOBATH TEPAIUIO
OMIJL

2. Acmana, KazaxcmaH

Pamusaveea H. P!, Bypkuméaes K. K.', A6dpaxmaHnoea C. A.’, Typzan6exkosa A. A.%,
Baiimykaweea /. K.%, )Ku6ypm E. b.?

1 Pecny6saukaHckoe 2ocydapcmeeHHoe npednpusimue Ha npase xossticmeeHHozo gedenusi (PI'Tl na I1XB)
«HayuHo-npouszeodcmeeHHblii yeHmp mpaHcgyzuosozuu» Munucmepcmea 30pasooxpanenusi Pecny6auku Kazaxcmat,

2 @edepasvbHoe 2ocydapcmeertoe 6100xcemHoe yupedcoeHue «HayuoHanbHbIl MeduKo-Xupypauveckull yeHmp

umeHnu H. H. llupoeosa» Munucmepcmea 30pasooxpaneHust Poccutickotl ®edepayuu, e. Mocksa

XAPAKTEP PACIIPEAEJIEHUA CI'IE].[PI¢EI‘IHOCTEI>1 HLA
Y NAOMEHTOB C AIVTIACTHYECKOU AHEMUWEHN

BBenenue. Amnactuueckast anemust (AA) — Ts-
xKenoe 3abosieBaHNE KPOBETBOPHOM CHUCTEMBI, KO-
TOpO€ XapaKTepU3yeTcs MaHLUTOIEHUEH B Iepu-
depuyeckoil KpOBH M THIOKIETOYHBIM KOCTHBIM
MO3roM. BcTpedaercss mpeuMMylIeCTBEHHO B MO-
JOOM M CpeIHEM BO3pacTax, yalle y >KEHIIUH.
Ha nporsikeHnn MHOTMX JI€CATKOB JIET CO BPEMEHU
NepBOro OMHCaHus, onmyonukoBaHHOro B 1888 T
1. Dpmuxom, 11t OOMBIIMHCTBA OOTBHBIX AA ObliTa
IIPOrHOCTUYECKU KpaiiHe HeOIaronpusTHBIM 3a00-
neBanueM. [lo nanneiM MHTepHanmonansuoro Me-
ciefioBaHMsl ATpaHyJOLUTO30B U AMIacTUYECKOM
Anemnnu (IAAAS) B EBponeiickux cTpanax yactoTra
BcTpeuaemocT AA cocrasisieT 2,0 Ha 1 MIIH. B 1o
pu KoJeOaHWU 3TOro IMOKa3aTelss B 3aBUCUMOCTH
ot ctpansbl ot 0,6 10 3,0 Ha 1 muH. B ron. HanGomnee
CHJIbHAsl BOJIHA MHTEpeca K IpolieMe B3auMOCBS-
3M aHTUT€HHOT'O COCTaBa TKaHEW opraHu3Ma C WH-
JUBUAYaIbHOU MPEAPACIONOKEHHOCTBIO YEIOBEKA
K OIIPEJEJIEHHBIM BUJaM MaTOJOTUHU NOAHSIIACH T10-
CJle Hayaja M3y4eHHUs YeJIOBEYECKHX JIeHKOLUTap-
HbeIX aHTuUreHoB (HLA). OnuH U TOT e aHTUTeH
MOXET UMETh CHJIbHBIE aCCOL[MATUBHBIE CBSI3U C O[I-
HUM 3a00JIeBaHMEM U YMEPEHHO WJIM CJ1abo BbIpa-
KEHHbIE — C IpyruMH. [1o muTepaTypHbIM JaHHBIM
CJIEyeT OTMETUTH, UTO AA NMPEuMyIIECTBEHHO ac-

COLIMUPYIOTCSI C OMPEEICHHbIMU aHTUTEHAMU JIO-
kyca HLA-A.

ean. Ilenbio 1aHHOTO UCCIIE0BAHUS SIBISICTCS
M3y4YCHHUE XapaKTepa pacrpeneieHus TeHETHIECKO-
ro noiauMopgusMa aHTUTEHOB T'MCTOCOBMECTHMO-
CTH y NALMEHTOB C IMarHO30M arlacTUYecKasi aHe-
MU CPEAM Ka3aXCTaHCKOW MOMYJISLHUU.

Marepuajansl U Meroabl. HM3yuwin yacTtory
BcTpeuaemocT HLA-anturenos I kimacca (HLA-A,
B) u Il xnacca (HLA-DRB1%*) y GonpHbIX ¢ AA
U JIOHOpOB, mpokuBarommx B Kazaxcrane. Obcie-
noBanu 3726 yenosek no jgokycam HLA-A, B, C,
DRBI, DQBI Ha Hu3kom paspewmenuu: 3621 3n0po-
BbIX JJOHOPOB KpoBH (13 HUX HLA-A — 3621; B —
3607, Cw—3582; DRB1-3595; DQBI-3576)
n 105 mamuenToB ¢ quarHo3om AA. Bece manueHTsl
OBLIM JUarHOCTUPOBAHbI HA OCHOBAHUU MPOTOKOJIA
AA-2013KZ («IIpoTOKOaBI JUATHOCTHKH M JIieUe-
HUSI TEMATOJIOTUYECKUX 3a00JIeBaHUI Y B3POCIBIX)
[Ipotokonn Ne 16 ot 16.08.2013) u HaxomUIUCh
Ha JICYEHUHU B KIIMHUKE «HarmoHanbHbIA HAy4HBIH
[EHTP OHKOJIOTUM M TPAHCIUIAHTOJIOTHUW» T. AcTa-
Ha. [enomuytro JJHK s mpoBeaeHus TumupoBaHus
HLA a"TureHoB BbIIEIIA U3 JICUKOLIMTOB TEPHU-
dbepuueckoil KpOBU MPOTEHMHA3HBIM METOJIOM C HC-
MOJIb30BaHUEM KOJIOHOK C CHJIMKarejaeBoi memoOpa-
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HOW ¢ momorursio Habopa pearentoB PROTRANS
DNA BOX (Protrans, I'epmanusi). TunupoBanue
nanuentoB (HLA-A, B, C, DRB1, DQB1) u nono-
poB kpoBu (HLA-A, B, C, DRB1, DQBI1) Brimo:n-
HEHO METOOM IOJMMEpPa3HON LEeNHOH peakuuwy,
B KOTOPOM MPHUMEHSJINCh KOMMepYecKre HaOophbl
pearentoB ¢upmel Protrans — PROTRANS HLA-
A*/B*/DRB1* Cyclerplate System, PROTRANS
HLA-C* Cyclerplate System, PROTRANS HLA-
DQBI1* Cyclerplate System. Pe3ynbrarsl oneHuan
C HCHOJb30BAaHUEM JECKPUIITHUBHBIX CTATUCTHUK,
HEenapaMeTpUUeCcKoro y2-KpuTepusi, OTHOLICHMS
mrancoB (OLI) u 95% noBepuTensHOr0 MHTEpBAjIa
(AN 95 %).

Pesyabrarbl. [IpoBeneHHBIN aHAIN3 BBISIBUI
XapaKTepHbIM NpoQWIb PpacHpeiesIeHus CIel-

upuynocreit cucremsl HLA y mamuentoB ¢ AA
B Ka3zaxCTaHCKoW mnomynsuuu. M3ydyeHnue pachpe-
neneHus aHTUreHoB cucrembl HLA y marueHToB
¢ AA TO3BONIWIIO MPEANOJIOKUTh CYIIECTBOBAHUE
ACCOITMATUBHBIX CBS3CH MEXIy HaIMYUEM B ¢e-
Hoture nanueHToB HLA-A*24, HLA-B*40, *54,
HLA-DRBI1*14 u pa3ButueM JAaHHOW MaTOJOTHU.
Takke yCTaHOBJIEHA MPEIINOIOKUTEIBHO MPOTEK-
THBHAs pOJib B OTHOLIEHUU AA psiia aHTUTCHOB
HLA- HLA-C*02, *05, *07, *12, HLA-DRB1*03,
*04, *07.

BoiBoabl. [lonydeHnHbie JaHHBIE MOTYT OBITH UC-
MOJIb30BaHbl MIPH W3YyYEHUU Pa3UYHBIX 3a00IeBa-
HUM, accoruupoBanubix ¢ HLA anTurenamu.

BBenenme. AxrtyanbHOCTh mpoOiembl BUY-
uHpekuuu Heocrnopuma. Hapsny co MHorumu
ONIMOPTYHUCTUYECKUMH ~ HMHQEKUUSAMH,  BIHSIIO-
OIMMM Ha Ka4eCTBO JKWU3HU JIIOJEH, JKHUBYIIHX
¢ BUY-undexuueil, HeMaloBaXHYI poOjib HUIpa-
10T ¥ TeMaTOJIOTMYECKUE HApYILIEHUs, B TOM YHCIIE
TPOMOOLIUTOTIEHUS.

Heuasb. 3yunTs BIUsSHUE CXEM aHTUPETPOBUPYC-
HOU Tepanuu Ha KOJTUYECTBO TpoMOonuToB y BIY-
MHQULHUPOBAHHBIX JETEH.

Marepuansl U MeTonsl uccienosanus. llon Ha-
omronenneM Haxoawiuch 40 nereit no 18 nert, mosny-
yaBIuX jJedeHue B cranuonape HUW Bupyconoruu
B 20162017 rr. JInarno3 ycTaHaBJIMBaJCi Ha OC-
HOBAaHUU KJIMHUKO-1a00OpPaTOPHBIX JAHHBIX B COOT-
BeTCTBUHM C npukazoM M3 PY3 Ne 81 ot 5.03.2015 .
Crenenn UMMYHOJepHUIIHUTA OIIpeNeNANach
no ypoBHi0O CD4+-mum@onuToB (cormacHo Kiac-
cudukaruu, BO3 ot 2012 1), a Takxke onpeaemnsim
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BJIMUAHUE AHTUPETPOBUPYCHOM TEPAIIMM HA TPOMBOLIUTHI
Y BUY-UHOULIUPOBAHHBIX JETEU

ypoBenb PHK B1Y. Menunana Bo3pacra cocraBuia
12,2+1,9. Jlo Havaa JieyeHus CpEeITHUN MOKa3aTelb
TpombonuToB coctaBua 190+2,4 x 10%/1 (p<0,01).
B 3aBHcHMOCTH OT CXeMbl aHTUPETPOBUPYCHOI Te-
parnuu (APBT), netu Obu1M pasneneHsl Ha 2 Tpyll-
nel: 1 rpynna (n=24) nonywanu 2 HUOT +HHU-
OT, 2 rpynna (n=16) nosny4dany jge4yeHHe IO CXEME
HHUOT+HUOT + UIL.

Pe3yabrarbl. B pesynprare JieueHus uepes
12 Henens B 1 rpymnme O0IbHBIX CPEAHHI TTOKa3aTeb
tpombornmToB coctaBua 170+2,4 x 10%/1 (p<0,01),
a BO Bropoii rpynme-185+2,1 x 10%/x (p<0,05), ue-
pe3 24 nenenu coctaBui 186+6,4 x 10%/1 u 209+5,
1 x10%n1 (p<0,05) COOTBETCTBEHHO.

BoiBoasbl. Takum oOpa3om, Hanbosee Omaronpu-
SATHO BIUSIOIIUMHU Ha KOJMYECTBO TPOMOOIIMTOB
okazanuch cxembl APBT, Brirouaromye H"HruOUTOp
IIpOTEa3bl.
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Beenenune. OcHoBHast (yHKUUS TpomMOOIH-
TOB — IeéMOCTa3 — peajau3yercs IyTeM HX y4a-
cTs B 0Opa30BaHMM Kaue€CTBEHHOIO CryCTKa.
Kpurepuem oneHku 3pGeKTUBHOCTH MPOPUIAKTH-
YecKoil TpaHC(y3uu TPOMOOIMTHOTO KOHIIEHTpa-
ta (TK) cunraercs CKOpPpPEKTUPOBAaHHBIA MPUPOCT
TpoMOOITUTOB Yepe3 vac mociie nepenuBaHus TK.
[Ipu xpanennn TK ¢yHKIIMOHANIBHAS aKTUBHOCTH
TPOMOOIIUTOB M3MEHSAETCSl BCIEACTBUE MeTabouu-
YECKUX IIPOLECCOB B ATUX KJIETKAX, YTO OTPAXKaAET-
Cs Ha UX I'€MOCTAaTUYECKON akTUBHOCTHU. [lorTOMY
IPEIOIaraeTcss yMECTHBIM OLIEHUBAaTh PE3yibTaT
tpancysnn TK 1mo M3MeHEeHUI0 reMOCTaTHIeCKIX
CBOWCTB LIMPKYIUPYIOLIMX TPOMOOLMTOB, BKIIOYAs
KauecTBO 00pa3yeMoro UMM CrycTKa.

Heas. VccnenoBanue BIUSHUS (DYyHKIIMOHAIb-
HOM AaKTUBHOCTH 3arOTOBJIEHHBIX TPOMOOLMTOB
Ha reMocTarndeckoit 3pdexT enuauaHON TpaHchy-
3un TK.

MarepuaJjbl 1 MeToabl. O6cnenoBano 15 nmamu-
€HTOB OHKOI'€MaTOJIOTMYeCKOro npoduist ¢ TpoMo60-
UTONEeHUuEeH 0Oe3 reMopparMuecKux IMpOsBICHUM,
kotopbiM Tpancdys3uss TK npoBoaunack ¢ mpodu-
JakTU4eckoil nenbro. OOpa3lbl BEHO3HOM KpOBU
otbupanu 1o tpaHcysuu TK u yepes3 yac mocie
nepenuBaHus. BeHO3HYI0 KpOBb CTaOMIM3UPOBAIIH
nuTparoM Hatpus 9: 1, Bo Bcex oOpasiax uccieno-
BaJIM KOJIMYECTBO TPOMOOLIMTOB, arperanvoHHbIHI
oTBeT TpoMOOouuTOB Ha MHAYKTOpHl AlD u Kon-
JareH METOJIOM JIa3epHOoil arperaromeTrpuu. CBoM-
CTBa CTyCTKa OIIEHMBAJIM C UCIIOJIb30BAaHUEM METO-
na Tpombosnactorpaduu (TEGS5000, Haemonetics,
CIIA).

Bxrnan TpomMOOIIMTOB B CBOMCTBa 00pa3yroIIero-
Csl CTYCTKa €X Vivo, a TaK)Ke reMOCTaTUYEeCKYIO aK-
TUBHOCTBH TpomOouuToB B TK, olieHnBanu no pas-
HUIIE 3HAYCHU MakcHMasbHbIX aMIiuTyn (MA),

PoiimmaHn E. B., KosnecHukoea H. M.

@I'BEOY BIIO Poccutickull HayuHo-uccaedogamenvckuli yHugepcumem um. H. U. [lupozoea Munzdpasa Poccuu, Mockea

TEMOCTATUYECKHE CBOMCTBA TPOMBOILIUTHOIO KOHIIEHTPATA
U PE3YJIBTAT ET'O TPAHC®Y3UU

MOJIyYEHHBIX OT OJJHOTO U TOT0 e 00pa3la B TecTax
«RapidTEG» u «Functional Fibrinogen» (o6a —
Haemoscope Corp., CIIIA).

Pe3yabrarbl. AHanu3 npoO MAIMEHTOB IOKa-
3an;, uyro nociue Tpancysun TK ckoppexTupoBaH-
HBII TPUPOCT TPOMOOUUTOB cocTaBma 15,5%10%/7
(7,5-31,8x10%mn, AN 95 %). ArperaiiiOHHbBII OTBET
MUPKYJIUPYIOMUX TPOMOOIIUTOB B OTBET Ha AJ[D
Bo3poc ¢ 0% 1o 5,3% (p=0,01), B oTBEeT Ha Koa-
red ¢ 3,5% 1o 40,8% (p<0,01). KauectBo crycrtka
nocine Tpancdysuu TK cymecTBeHHO ymydnInioch:
MA tectra «RapidTEG» Beipocna Ha 24,8 %, 3Ha-
yeHus: mMomyne ympyroctd (G) W 3MacTHYHOCTH
(E) — o6a na 55% (p<0,05). Takxe Ha 26 % yBe-
JUYUIIOCHh Y4acTHe TPOMOOIIMTOB B (POPMUPOBAHUU
cryctka (p<0,01).

CraTucTHYeCKUl aHaNW3 TONYYEHHBIX JaHHBIX
BBISIBWII, 4TO CpOK xpaHeHus TK okaseiBaeT n0CTO-
BepHbIN 3D (PEKT HA CyMMapHYIO FeMOCTaTHYECKYIO
AKTUBHOCTH LIUPKYIUPYIOMIUX TPOMOOILIUTOB MOCHE
nepenuBanus (p<0,05). [Ipu aTom arperanmoHHas
AKTUBHOCTb 3arOTOBJICHHBIX TPOMOOIIMTOB Ha arpe-
TallMOHHBIM OTBET IHUPKYIUPYIOUIMX TPOMOOIIMTOB
He Biausuia (p>0,5). HanpoTus, BesinunHa reMocTa-
TUYECKONH aKTUBHOCTH 3arOTOBJIEHHBIX TPOMOOLHU-
TOB oOrnajana JOCTOBEPHBIMHU CBSA3SIMH C TaKUMU
XapaKTepUCTUKAMH KaK KadeCTBO CTyCTKa €X ViIVo
U BeJIMYMHA BKJIaJja TPOMOOIIMTOB B JOPMHUPOBAHHE
CTYCTKa eX Vivo.

BoiBoabl. Dddexr tpancdysun TK onpenens-
€TCSl HE arperalvoHHON, a reMOCTaTU4YEeCKOM aK-
TUBHOCTBIO 3arOTOBJICHHBIX TPOMOOLUTOB. B cBOIO
oyepellb, XapaKTepUCTUKU KauyecTBa CrycTKa, oopa-
3yemoro nocie tpanchysuun TK, mpencrapustorcs
UHTErpajIbHBIM (PaKTOpOM, 00YyCIOBIMBAIOIINM Ha-
JEKHOCTh JJOCTUTHYTOTO T€MOCTa3a.
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2 [okpoeckuil 6aHk cmeo/108bix Kaemok, Cankm-Ilemep6ype.

Pyzaas B. H.’, CemeHosa H. 10.”, EHykaweuau H. H.?, Banawosa B. A.%, I'puyaes C. B,
BosiowuH C. B.', Beccmeawyes C. C.

@I'BY Pocculickuil HayuHo-uccaedosamensckuill uHcmumym zemamoio2uu u mpaucgysuoaozuu PMBEA Poccuu,

MOP®O®YHKIMOHA/IBHOE COCTOAHUE CTPYKTYP TEMOINIO3TUYECKOH HUIIIU
IMPU MHOYXECTBEHHOW MUEJIOME

BBenenune.  JluddepeHnupoBka  reMorion-
TUYECKUX CTBOJIOBBIX KIIETOK B HampaBICHUU
B-numdomnonsza perynupyercs 0CTEOreHHBIME KIIET-
KaMH U MUKPOCOCYJAaMHU TeMOMO3TUYECKON HHUIIIU.
MuoxectBenHass muenoma (MM) — 3aboneBanue,
KOTOpO€ XapaKTepHU3yeTCsl COueTaHWEeM HEOIUIacTu-
yeckoi Tpancpopmauuu B-mumdbounroB u mepe-
CTPOMKON CTPYKTYPHOM OpraHM3alld KOCTHOU
HulM. B cBsi3u ¢ yyacTreM HUIIN B 00OHX TIpOIIEC-
cax u3MeHeHus ee GpyHKIMA y OompHBIX MM crio-
COOHBI OJHOBPEMEHHO MPUBECTH K HAPYIICHUSIM
muM(OI033a U OCTEOTreHe3a.

Hean. M3yunts y 6onbHbIXx MM MopdodyHK-
[IMOHAIILHOE COCTOSIHME CTPYKTYp CTPOMAalbHOTO
MUKPOOKPY>KEHHS KOCTHOTO MO3ra, Y4acTBYIOIIMX
B (hOpMHUPOBAHUH TE€MOIIOITUYECKOM HUTIIH.

Marepuanabsl u MeToabl. MarepuajaoM uccie-
JIOBaHUS TMOCTYKHWJIA acCTUpPaThl KOCTHOTO MO3ra 6
OO0JIBHBIX M OMONTATHl KOCTHOTO MO3ra 83 OOJbHBIX
MM, Bo3pacT nauueHtoB 53—72 roga. MynsTuno-
TEHTHBIE ME3CHXUMAJbHBIE CTPOMAIIbHBIC KIETKU
(MMCK) u3y4ensl in vitro. DHmI0CTaIbHBIC KICTKH,
WHTpaTpaOeKyIApHbIN, UHTPaMETy I PHbIA MaTPUKC
U MHUKPOCOCY/IBI OXapaKTepPU30BaHbI B TpemaHOOMU-
oIrarax ITOAB3IO0LIHON KOCTH O0BbHBEIX MM 10 Ha-
yana Tepanuu. VICronb30BaHbl THCTOJOTHYECKUE,
TUCTOXUMHUYECKHE U UMMYHOTHCTOXMMHYECKUE Me-
TOJIBI.

Pesyabrarbl. ®enorun MMCK 6onbpHbIx MM
HE U3MEHEH 10 CPAaBHEHUIO C KOHTPOIBHBIMH CTPO-
MaJbHBIMU ME3€HXHMMAaJIbHBIMU KIIETKaMU OT JO-
HOpoB KocTHOro mosra (CD90-99.9%, CD105-
99,8%, CD73-99,8%, CD44-99,8%, CD45-8 %,
CDI117-0%). IlpomudepatuBHas  aKTUBHOCTb
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KJICTOK B 2 ciydasx Obula HUXE MpoirdepaTus-
HOM aKTUBHOCTH KOHTPOJIBHOM rpynmsl Ha 6,5 %,
B 4 HaOmoneHusx ObLTa TMOBBLIINICEHHOW MO CcpaB-
HEHHIO ¢ HOpMOil Ha 8 %. B GonpmmHCTBE Cityda-
€B CTPOMaJIbHbIE ME3CHXMMAaJbHbIC KJIETKH ObLIN
aKTUBHPOBaHbI. B TpemanoOmomnrarax orMedanach
WHTepcTUIManbHas u auddys3Has uHPUIBTpaus
KOCTHOro Mmo3ra. [Ipy MMMyHOTHMCTOXHUMHYECKOM
uccienoBanuu ¢ ucnoib3zoBanuem CD138 o6bem
oryxoneBoil uHuIbTpanuu coctasisr 30-80%
OTHOCHUTEJIbHO MUEJIOUIHBIX KJIeTOK. CTpoMalibHbIE
MEPECTPONKHU AJIEMEHTOB HUIIM BBISBICHBI BO BCEX
ciayvasix. lIpoucxonuiio yBennueHHE KOIMYECTBA
U U3MEHEHHE MOP(OIOrHUECKHX XapaKTEPUCTHK
SHJOCTANbHBIX KJIETOK. M3MeHsuioch copepxaHue
kojutareHoB | u IV Ttuna B Tpabekynax u MHTpame-
nynspHo. Hapacrana miaoTHOCTP MHKpPOCOCYIIOB,
BKJIIOYAsi SHAOCTajIbHbIE MpocTpaHcTBa. Habmrona-
JIOCh 04YaroBO€ yBEJIMYEHHE PETUKYJIMHOBBIX BOJIO-
KOH Ha TIOBEPXHOCTU KOCTHBIX Oanmok. OOHapyKu-
BaJIUCh OYard MAAKON pe30opOIuu TpadeKyIsipHOi
KOCTH 0€3 HaJu4usl OCTEOKJIACTOB.

BoiBoabl. YcraHoBieHbI MOpP(ODYHKIIMOHAIE-
HBIE U3MEHEHUS CTPYKTYP FeMOTOITUYECKON HUIIN
npu MM. IlepecTpoiiku CTpOMalIbHOW HUILIU CIIO-
COOHBI MPUBOIUTH K HAPYIICHUIO CUTHAIbHBIX ITYy-
Tel, perymupyroomux passutue 'CK u dyHkiun
KocTH. [lepcneKkTUBHBI TaIbHENIINE UCCIEA0BAHUS
MMCK c¢ ananu3oM O0COOEHHOCTEH MX Ie€HOTUIA
u nuddepeHpoBOYHOr0 MOTEHIMAIA, B TOM YHUC-
Jie ¥ B OCTEOTCHHOM HampaBJICHHH Y 00JbHBIX MM,
BaxxHbIM Takke SIBISIETCS MOJIyYeHUE HEM3BECTHBIX
paHee JaHHBIX O BIMSHUU JIEHKO3HOTO KJIOHA Ha CO-
crosure HuiM B ueaoM 1 MMCK B yactHOCTH.

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
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Pomanenko H. A., Pozanosa 0. E.,, YeuemkuH A. B.

@I'BY «Pocculickull HQy4Ho-uccs1edo8amenbckuli UHCMuUMym 2emamo.102uu U mpaHcgysuono2uu
DedepanbHozo meduko-6uosozuteckoeo azeHmemaa, 2. Cankm-Ilemep6ype

UCCJIEAOBAHHUE BJIMAHUA ITIPOBOCIIAJIMTE/IBHBIX HIUTOKNHOB U PASBUTHUE

AHEMMWYECKOI'O CHHAPOMA IIPU JIMM®OIIPOJIN®EPATUBHBIX 3ABOJIEBAHUAX

Beenenue. [ luToKMHBI BOCIIAaIEHUsI UTPAIOT BaX-
HYI0 POJIb B MUMMYHHOM OTBETE OpraHru3Ma Ha BOCIIa-
JIEHUE U OmyXoJib. [loBBIllIEHHE UX YPOBHS B KPOBHU
CBUJIETENIBCTBYET 00 aKTUBHOCTU UIMMYHHOM cucTe-
Mbl. OJHAKO 3TH LIUTOKUHBI HE TOJBKO MOJABIISIFOT
POCT OIYyXOJIEBBIX KIIETOK, HO MOTYT OKa3bIBaTh MHU-
eI0CynpecCcuBHbIN 3 (HEeKT Ha TeMOM033, MPUBOIS
K LIUTONIEHUH, BKIIIOYAsl U Pa3BUTHE AaHEMUHU.

Heab. O1ieHUTH BIUSAHUE HEKOTOPHIX IIMTOKMHOB
BOCHAJICHUS HA Pa3BUTUE aHEMMHU IMPH JUMONpo-
mudepaTuBHbIX 3a00neBanusax (JII13).

Marepuaasl W MetToabl. B wuccienoBanue
BKIIIOYCHO: 1) Tpymma TMalnueHTOB C aHeMHeH
(Hb 89,5+15,9 r/n; n=39) B Bo3pacte 22-82 roxaa
C AMarHo3oM MHokecTBeHHass muenioma II wu III
cT. — 20 OONBHBIX, HEXO[VKKUHCKIMH JTUM(POMaMH
M-IV c1. — 8, xpoHnYeckuM JTUM(POICHKO30M CT.
C—11; 2) rpynma 3I0pOBBIX JOOpPOBOJIBIICB
(Hb >120 r/m; n=15) B Bo3pacte 1976 ner, B3AThIX
B KaueCTBE KOHTPOJIbHOW Ipymmsl. B ChIBOpOTKE
KPOBH HCCIIEIOBAHO CONep)aHue (akTopa HEKpo-
3a omyxomu anbpa (PHO-o), mHTepneiikuna 10
(WUJI-1B), uarepneitkuna-6 (UJI-6), uarepdepona-y
(MH®-y). MeTooM CpaBHUTEIIBHOTO U KOPPEIAIIU-
OHHOTO aHaju3a MPEANPHUHATA TMOMBITKA BBISBUTH
CBSI3b MEXKy YPOBHEM reMOrio0MHa U COJepIKaHU-
€M IIUTOKHUHOB.

Pesyabrarbl. BeIsBIeHO, 4TO copepKaHuE Ole-
HUBAEMbIX LIUTOKMHOB BOCHAJIEHUSI B UCCIIEAYEMOI
rpymIe B HECKOJIBKO pa3 ObLIO BBIIIE, YEM CONIEPIKa-
HHe UX B rpynmne koHTpods. Tak, 1) ypoens PHO-a
y MalMUeHTOB Cc aHeMueu coctaimsin 130,8+£36,2

nr/mMa (n=39), B To BpeMs Kak B KOHTPOJIBHOM
rpynne jwmmb 42,1+13,2 or/mn (n=15), p<0,01;
2) WI-1p—484,1£66,5 nr/mn (n=30) mporus
177,0£43,7 nr/ma (n=15), p<0,01; 3) WJI-6—
466,2+429 nur/mn (n=19) nporuB 128,0£36,5
nr/mn (n=15), p<0,01; 4) UHD-y — 604,5+57.,4
nr/mn (n=30) mpotuB 47,7+£6,6 nr/mn (n=15),
p<0,0001. KoppenasuuoHHBI aHaIU3 I103BOJIAI
BBISIBUTH CYILLIECTBEHHBIE CBSI3U MEXJy COJAEpPKAHU-
eM B kpoBu ®HO-0 u UHD-y (r=+0,41; p<0,05;
n=25), mexay ®PHO-au UJI-1B (r=+0,62; p<0,01;
n=18), a Taxke — UHD-y u WUII-1B (r=+0,49;
p<0,01; n=30), 4TO MO3BOISIET MPEANOIOKUTH
CHHEPIU3M MEXJIy HUMU. B TO Bpems Kak MExy
NJI-6 n BblIENIEPEUNCIEHHBIMU [IUTOKUHAMU KOpP-
pensinuu He nonyyeHo (p>0,05). Takxe Obuia ycra-
HOBJICHA CYIIECTBEHHAasl HETaTUBHAsI CBSI3b MEX]LY
KOHILIEHTpal1el reMorioOnHa (CTENeHbIO TAKECTH
aHEeMHUM) U TakuMU IuTokuHamu, kak WUJI-1PB (r=
—0,46; p<0,01; n=30), DHO-a (r= —0,58; p<0,01;
n=21), 4T0 yKa3bIBa€T Ha UX HEraTUBHOE BIIUSHUE
Ha 3pUTPOIO33, a CIEAOBATENIbHO, U YYacTHE HX
B reHese anemuu npu JII13. B o xe Bpems, B KOH-
TPOJIBHOMU IPYIIIE HAMU HE BBISIBJICHO HU OTHOM CBSI-
31 — HU MEXJY OTJCJIbHBIMU BHJIAMU IIUTOKWHOB
MEXIy co00i, HU MeXIy YPOBHSMHU I'eéMOITIO0MHA
U UTOKUHOB (p>0,05; n=15).

BoiBoabl. BrisiBieH cuHEprusM MnpoBOCHAIU-
TenbHbIX LUTOKMHOB DPHO-a, WMJI-1P, a Takxke
NH®-y, no3BoAOIIMN TPEANOI0KUTh UX YUACTHUE
B reHese anemu npu JII13.
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YACTOTA U UCXOA bl 'ILH)KEJIO]‘/'I IT'NMIIOPYHKI WU TPAHCIIVIAHTATA
INOCJIE AJIJIOTEHHOU TPAHCIVIAHTAILMHU TEMOIIO3THYECKHX
CTBOJIOBBIX KJIETOK Y B3POCJ/IBIX

BBenenue. ['mmodyHKIMs TpaHCIJIaHTaTa SIB-
JSeTCSl aKTyaJbHOW W HEIOCTAaTOUYHO H3YYCHHOU
Mpo0IeMOil B KOHTEKCTE aJlJIOTEHHOW TpaHCIIaH-
TallUd TEMOMOATUYECKUX CTBOJIOBBIX KJIETOK (aJl10-
TI'CK).

IMenab. AHanu3 4acTOTHl U UCXOH0B TSXKEJIOM TH-
MO(pYHKIIUN TPaHCIIJIAaHTATA.

Marepuanbl U MeToabl. B uccienoBanue BKIIO-
yajauch B3pocible manueHThl nocie amio-TT'CK.
AHaIM3UPOBAIIUCH YaCTOTA M UCXOAbI TSHKEJION TH-
nodynkuu tpancmanrara (TI'T), quarHo3 xoto-
poil ycTaHaBIMBaJCs NMPU HAJIUYUM JIByX U Ooiee
KpUTEpUEB: CHW)KEHUE WM TMEePCUCTeHIHS abco-
JIOTHOTO yKcia HeuTpopmioB<0,5 x 10*%/1, Tpom-
ooruToB <20 x 10*°/1, remornoouna<70 r/n wu/
WIA 3aBHUCUMOCTH OT TeMoTpaHc(]y3uil, BBeICHHS
POCTOBBIX (DAaKTOPOB MPHU COXPAHEHUH JTOHOPCKOTO
xumepusma 6osee 50% u OTCYyTCTBHM NPU3HAKOB
peluarBa OCHOBHOTO 3a00JIeBaHUSI.

Pesyabrarbl. [lpoBenen aHanu3 pe3ylbTaToB
ao-TI'CK y 833 nmaumenroB B mepuon c 2008
1o 2016 roast. TI'T quarnoctupoBana 'y 169 (20 %)
nanueHTtoB (Meamana Bo3pacta 31 rom (18-67),
100 myxuuH, 69 >KEHIIMH) C Pa3JIMYHBIMHU 3J10-
Ka4eCTBCHHBIMU 3a00jeBaHUSAMHU KpoBH (n=165)
U ariacTudeckoil aHeMuit (n=4). XapakTepucThka
nonopa: HLA-coBMecTuMbIii cuOnuur — 35 maiu-
eHnToB, HLA-coBMecTnMbIil HepoacTBEeHHBIN — 91,

HLA-4acTH4HO COBMECTHUMBIA HEPOJICTBEHHbBIN —
25, ramIonAcHTUYHBIN — 18. PexuM KOHIHIMO-
HUPOBAHUSA: MHEN0a0NaTUBHBIA — 54, CHUKEHHOM
WHTEHCUBHOCTH — 115 ciyyaeB. Meauana Ha-
omonenus nociue amio-TT'CK cocrasuna 210 gueit
(12—-1899). KymynstuBnas dacrora pazsutust TI'T
19,8% (95% U, 17,1-22,5) B Teuenue 12 mecs-
1eB. Menuana HaOmofeHus nocne pa3utuss TI'T
cocraBwia 156 nusa (2—1852). JIokyMeHTHpPOBaHBI
cneayromme ucxonpl TIT: BoccTaHOBIEHHE HOp-
MaJIbHBIX TIOKa3aTeliell KPOBETBOPECHHS B TEUEHUE
30 nueit 6e3 moBropHoit TI'CK (n=44, 26 %), ua-
CTUYHOE BOCCTAHOBJICHHE KPOBETBOPEHUE U MEPCHU-
CTCHIIMSI TUTIOPYHKIIUU CPEeTHEH CTETeHU TAKECTH
(n=16, 9%), nmurenpHas Gonee 30 gHeWl mepcu-
creniusa TI'T (n=30, 18%), cMepTh OT OCIOXKHE-
HUM 1uTonieHny B Teuenne 30 aHe mocie pa3BuTus
TI'T (n=27, 16%), oTTrop>KeHHe TpaHCIUIaHTaTa
WIM peuuauB 3a00JeBaHMsl B TEUECHUE 3 MeCSIIEB
ot pazButus TI'T (n=11, 6%) u (n=23, 14%) na-
IIUEHTOB cOOTBEeTCTBEHHO, 18 (11 %) GoNbHBIX MO-
ayunnu nosropuyto TI'CK.

BeiBonbl. Tsokenass runoyHKIWs TpaHCIUIAH-
Tara SBIIAETCS CEPbE3HBIM OCIOKHEHHEM, YXYII-
maromuM 1porno3 mnocie amtoTTKC. TpebGyercs
JanbHellee u3yyeHne NpuduH U (PakTopoB pUCKa
pa3Butust TI'T u uHTeHCHpUKAMS Tepanuu B paH-
HUE CPOKH TIOCJI€ TUarHOCTUKU 3TOTO COCTOSTHUSI.

Cepzeesa JI. I, Tumogpeesa M. A., BymuHa E. B.

@I'BYH «KuposcKull HayyHo-ucc/1e008ameabcKull UHCMuImym 2emMamo./102uu U hepesiu8aHust Kpogu
DedepasbHo20 MeduKko-6uo102UYEeCKO20 azeHmcmeaay, 2. Kupos

3ABUCUMOCTb BO3HUKHOBEHUA TEMOPPATHYECKUX OC/JI0XKHEHU

OT IMOJIMUMOP®HU3MA TEHOB TPOMBO®HUJIUU Y JETEW C TEMO®UJ/IUEHN

BBenenue. I'emodunus — reHeTHYECKH  00-
YCIOBJICHHOE  TeMopparuuyeckoe  3aloJeBaHue,
CLEIUIEHHOE € X-XpPOMOCOMOM, BBI3BaHHOE HENO-
CTaTOYHOCTBIO WIIM OTCYTCTBHEM (DaKTOPOB CBEPTHI-
Bauus kpoBu VIII — remodumust A nmm () IX —
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remopunus B. 60-70% Bcex quarHoCTUPOBAHHBIX
clly4aeB reMO(UINN COCTABIISIIOT TSKeble (hOPMBI
3a0o0neBaHus, A KOTOPBIX XapaKTePHO MOSBICHUE
CIIOHTAHHBIX T€EMOpPParn4ecKux AMU30/10B (IpeuMy-
IMECTBCHHO IreMapTpO30B U reMaTOM MATKHUX TKaHel

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
6-7 vitons 2017'r.

pa3IMUHBIX JIOKaau3auii). CTeneHb TSHXKECTH Hapy-
HICHUI CBEPTHIBAHUS KPOBU U KIIMHUYECKHUX TIPOSIB-
JICHUH MPU TeMO(WINN 3aBUCHT OT YPOBHS aKTHUB-
HOCTH HEJOCTaIoIero Qaxkropa B KpPOBHU, OJIHAKO
B KJIMHMYECKOM MpPaKTHKE HE BCErna CyIIeCTBYET
npsiMasi KOPPe s Mexay 1a60paTOpHBIMU U KITU-
HUYECKUMU TpOsiBIeHUsIMH 3a0oneBanus. [Ipu on-
HOM M TOM € ypoBHE (hakTopa y OZHHUX OOJBHBIX
reMoppartueckue nposiBieHus 0osiee BbIpaKeHHbIE,
4YeM y JIpyrux, U TpeOyroT 6ojiee HHTEHCUBHOM Mpo-
bunakTUYeCKO reMoCTaTHYeCcKOr Teparuu 1 Tepa-
nuu 1o TpedoBaHuio. Bo3amMoxkHO, JaHHOE pa3nuyue
B KJIMHUYECKON KapTuHe 3a005ieBaHUs Y OOIBHBIX
reMouIneil CBA3aHO ¢ KOMIICHCATOPHBIM JIeHCTBU-
€M TPOMOOTEHHBIX ()aKTOPOB.

Heapb. M3yueHne B3aMMOCBSI3M KIMHUYECKUX
NpOsIBJICHUI OO0JNIe3HU € MOIMMOP(PU3MOM TEHOB,
ACCOLIMMPOBAHHBIX C TPOTPOMOOTHUECKHUMH COCTO-
SHUSIMHU, Y JI€Tei, OOIBHBIX reMo(uInei.

Marepuansl u  Metoabl. OO6cnenoBaHoO
12 GONBHBIX € TKETOW CTENEHBIO 3a00JIEBAHMS
(8 ¢ mmarnozom remodunus A u 4 — remopuIHsI
B) B Bo3pacte ot 1 roma mo 17 ner. Meauana Bo3-
pacta — 8,5 net. Bce manueHTsl nony4danu npopu-
JAKTUYECKOe JIeYeHHEe KOHIIEHTparaMu (HaKTOpOB
cBEpThIBaHUS KpoBU. OlleHUBANTACH KIMHHYECKAS
KapTHHa 3a00J1€BaHMsl, BO3PACT MOSBICHUS EPBBIX
reMOppParu4eckux CHMIITOMOB, 4acTOTa W TPHYHU-
Ha TOCHUTAIM3AIMI MO MOBOJY MPOSBICHUS OC-
HOBHOTO 3a00JieBaHUsl, PE3yIbTaThl HUCCIEIOBAHUS
nonuMop¢u3Ma reHOB, aCCOLIMUPOBAHHBIX C TPOM-
O0odummeit, MPOTPOMOOTUIECKUMHU COCTOSTHUSIMH:
daxropa 5 (F5: 1691G>A/rs1800790), mpoTpom-
ouna (F2:20210G>A/rs1799963), ¢ubpunorena
(FGB:455G>A/rs1800790), rnukompoTtenHa 3a

(ITGB3:1565T>C/rs5918), unruburopa axTUBa-
Topa minazmuHoreHa 1 tuma (PAI-1:675 5G>4G/
rs1799899).

Pesyabrarel. Ha ocHOBaHMM pe3ynbTaToB reHe-
THUYECKOTO UCCIIE0BAaHM NAllUEHTHI ObLIM pa3jerne-
HBl Ha jABe rpynmnsl. [lepByto rpynmy coctaBwiu 4
OOJIbHBIX, TEHETUYECKH O0YCIOBJICHHBIA PUCK pa3-
BUTHSI TPOMOO(UIINH Y KOTOPBIX OBLI BBIIIE CPE/IHE-
ro (renotunt A/A rena FGB:455 wmm 4G/4G rena
PAI-1). 'emopparuueckue nposiBieHus: reMopunuu
y JAHHBIX MAaLMEHTOB BIIEPBbIE OTMEUYEHBI B BO3pac-
Te oT 3 mo 12 mec. (Mmennana — 9 mec.). Cpennee
YUCII0 TOCTIUTANM3aUUi cocTaBmwiio 2,1 pasza B ro.
OCHOBHBIMH TE€MOPPAarHYECKUMHU  OCIOKHEHUSIMH
SIBJSUTUCH TEMaTOMBl MSTKUX TKaHEH, y OJHOro ma-
UEHTa — reMapTpo3 KOJEHHOI0 cycTaBa IOCT-
TpaBMaTUYECKOIo reHe3a. Bo Bropyro rpymmy Bou-
JI¥ BOCEMb MAIIMEHTOB, HE UMEBILIUX T'€HETUYECKOTO
pucka pa3ButHs TpomOboduiauu. IlepBbie remoppa-
THYECKUE MPOSBICHUS TeMOPHUINN Y HUX BO3HHK-
M B Bo3pacTe oT 2 naHeil no 18 mec. (mennana —
7,5 mec.). Tocnuranu3zanuu mo MmoBOJgYy BbIPAXKEH-
HBIX FeMOpPparn4eckux OCI0KHEHUI (MHOXKECTBEH-
HBIX T€MaToOM MSATKUX TKaHEH, peruIuBUPYHOIIUX
HOCOBBIX U JIECHEBBIX KPOBOTEUEHUH, FeMapTPO30B)
6butn HeoOxoauMel OT 1 110 3 pa3 B rox (B cpenHeM
2,3 pa3a). Y Tpex AeTel 3Toi Irpynibl JUarHoCTUPO-
BaHbl reMo(uINYecKue apTponaruu, y 4 — mnocr-
TpPaBMaTHUUYECKUE F€MAPTPO3BI.

BoiBoabl. TakuM 00pa3oM, IpoBeICHHbIE UCCIIe-
JIOBaHUs TIO3BOJIAIOT MPEANONOKUTh, YTO HaJIUYUe
B TeHOTHUIIE (PaKTOPOB, MpeApacloaralouix K pas-
BUTHIO TPOMOO(DUIINH, CHIKAET BBIPAKEHHOCTH Te-
MOpparu4eckux OCIOKHEHHUH y ieTelt ¢ remoduiu-
eil.

CepezuHa O. b., ba6aeea T. H., [locnenosa T. H.

I'BOY BII0O Hogocubupckuli 2ocydapcmeeHHblll MeduyuHckull yHugepcumem, Hogocubupck
I'BY3 Hosocubupckolii o6.a1acmu «lopodckas 6oavHuya Ne 2», Hogocubupck

®OPMbI 3H/IOTEJIMAJIbHOM AUCOYHKLIMH,

BbIABJ/IAEMBIE Y BOJIBHbIX UHAOJIEHTHBIMHU HEXOJXKKUHCKUMH
3/I0OKAYECTBEHHbBIMU JINM®OMAMM (HX3J1) B AEBIOTE 3ABO/IEBAHUA

BBenenue. BricokocnenupuyeckumMu Mapke-
paMu HapymIeHUH (YHKUIHUUA SHIOTENUS SBISIOTCS
TpoMOOMOTyTHH, (DAKTOP POCTA SHIOTEIHUS COCYIOB
(VEGF) u daxrop Bunnebpannga. TpomGomomynuH,
BBICTYNAIOIHMI B POJIM peIenTopa TPOMOUHA U 00e-
CIICUMBAIONIUN TPOMOOPE3UCTEHTOCTh JHIIOTEINHS,
SIBIISIETCSI BBICOKOCIIEIU(DUICCKAM MApKEPOM T'eMO-
CTaTU4eCcKo (HOpMBI SHIOTEIUATBHON IUCPYHK-

. [loBpexkeHne SHAOTENUsS COMPOBOXKIACTCS
CHI)KCHHEM SKCIPECCHH TPOMOOMOIYJINHA, OTpHI-
BOM €TI0 OT TIOBEPXHOCTH 3HJIOTEITUAIBHBIX KIETOK
U TIOBBIIIEHUEM €ro KOHIICHTPAIIMA B CHIBOPOTKE
KpoBU. Bce 3TO Berer K morepe aHTHKOATYJISHT-
HBIX CBOMCTB 3HA0TeNHsI. DAaKTOp pOCTa SHIAOTEITHS
cocynoB (VEGF) siBnsieTcs MOIIHBIM MHUTOT€HOM
OH/IOTEITUATBHBIX KJIETOK, aKTHBHPYET ypPOKHWHA3Y
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U KOJUIareHasy, BBI3bIBAET JIM3UC 3HJOTEINAIBHOIO
MaTpHUKCa, YTO MOBBIMAET CHOCOOHOCTH 3HIOTE-
JUAJIbHBIX KJIETOK K MHUIPALUM, a OMYyXOJEBBIX —
K HHBa3uM M MeracrasupoBaHuto. [loBelmeHue
VEGF B ChIBOPOTKE KpOBH IO3BOJISIET TOBOPUTH
0 pa3BuTHUM aHruoreHHoi ¢opmer JJI. M3BecTHO,
yto runepakcnpeccuss VEGF npu conuaHbx HOBO-
00pa30BaHMAX COMpPSDKEHAa € MPOTrpecCHpOBaHUEM
IIpoLeCCa, HMHBA3UBHOCTBIO, METACTa3MpPOBAHUEM,
IJIOTHOCTBIO COCYZIOB B OIYXOJIM U B €€ MHKpPO-
OKPYXEHUH, IJIOXUM IPOTHO30M M HU3KON BBIKHU-
BaeMocThlo. @akTop ¢oH Bumnebpanma sBiseTcs
OOJIBIIMM, BBICOKOAQJII€3UBHBIM  MYJIBTHUMEPHBIM
IJIMKOIIPOTEMHOM, CHUHTE3UPYETCS] B SHAOTEIHNAIb-
HBIX KJIETKaxX M MErakapHoLUTaxX U y4acTBYET Kak
B COCYIAHMCTO-TPOMOOIIMTAPHOM, TaK M B KoaryJss-
LIMOHHOM 3BEHbSX remocrtasa. [Ipu moBpexaeHun
9H/IOTEJINS BHICOKOMOJIEKYISAPHBINA MyabTUMED (ak-
Topa BuineOpanga BBIXOIUT U3 IYJIOB XpaHEHHS
U Yy4YacTBYEeT B IeéMOcCTa3e. JDTU OrPOMHBIE IIUPKY-
JUPYIOIIME MYJbTUMEPBI MOBPEKIAIOT SHIOTEIUN
1 C1IOCOOCTBYIOT BOSHUKHOBEHUIO TPOMOOTHYECKUX
ocinokHeHu#. [loBpllIeHWE aKTUBHOCTH (PaKToO-
pa Buinebpanaa sBisieTcs BBICOKOCHEHU(MUIHBIM
MapKepoM IreMOCTaTUYeCKON U aAre3noHHOU (opm
SHIOTEINATIBHON TUCHYHKINH.

Heas. MccnenoBare ypoBeHb MapKepOB aHIH-
OTe€HHOW, TeMOCTaTUYeCKOM U aAre3uoHHOU (popm
SH/IO0TENINAIbHONW TUC(HYHKKINUU B CHIBOPOTKE KpO-
BH OOJBHBIX HMHJOJCHTHbIMH BapuanTamu HX3JI
B 7e0r0Te 3a00JeBaHMUS.

Marepuana u metoasl. Ha 6aze HoBocubupcko-
ro TOPOJICKOTO0 IeMaToJIOTMYECKOro LEHTpa ObuIo
oOcrmeoBaHO 52 mamueHTa, CTpPafaroluX HWHIO-
JIeHTHbIMU Bapuantamu HX3JI, Ha sTarne nocraHoB-
ku auarHo3a. CpeaHuii Bo3pacT OOJBHBIX COCTa-
Bui 61,7+8,06 ner. OTaenbHO aHaIM3MPOBaAIaCh

rpynmna NalMeHTOB C CHUMITOMaMH OITyXOJIEBOM
uHTOKCHKanuu (B-cumnTomsl): HouHast npody3Has
MOTJIMBOCTh, CHI)KEHHE Macchl Teaa Ha 10% u 6o-
nee 3a 6 Mecsnes, dheOpuwibHas nauxopaaka. [Ipo-
SIBJICHUS OIYXOJIEBOM MHTOKCHKAIIMH HAOIIONAIUCh
y 16 manuentoB (30,8% Bcex 0oO0CIEeIOBaHHBIX).
Omnpenensincss ypoBeHb TpomOomonynuHa, VEGEF,
aKTHUBHOCTH (pakTopa BuineOpanma B ChIBOPOTKE
kpoBu. ['pyniy koHTposis coctaBmin 20 310pOBBIX
JIOHOPOB.

Pesyabrarbl. Cpegnuii yposeHb VEGF B cbiBO-
POTKe KpOBH OOJIbHBIX OBLT BBIIIE, YEM B KOHTPOJIb-
Ho#i rpynmne B 8,4 pa3za (337,8+38,91nr/mn npotus
39,9+9,14 or/mn; p<0,001). CpenHsisi akTHBHOCTH
¢dakropa BumieOpanna Obi1a B 1,2 pa3za Belie, 4eM
B rpymmne koHtpoins (112,5+5,98 u 95,441,877 %;
p<0,05). IIpu sTomM B moArpynmne ¢ HAIHYAECM
B-cuMnToMoB cpenHsis akTHBHOCTH (akTopa (HoH
Bunnebpanna 6buta B 1,3 pasa Beliie, 4eM B rpyIi-
nie koutposs (121,1+7,75u 95,4+1,87%; p<0,01),
a B NOATpyMNIEe ¢ OTCYTCTBUEM B-cumnTomoB no-
CTOBEPHBIX pa3INuuii C IPYNIION KOHTPOJIA HE ObLIO
(103,0+£8,63 u 954+1,87%; p>0,05). Cpen-
HUH ypOBEHb TPOMOOMOIYIMHA CTATUCTHUYECKHU
HE OTIMYAJICs OT Tpymnmnbl KoHTpois (24,9+3,43
u 18,7+2,77 ur/mm; p>0,05).

BoiBoabl. Pe3ynbrarsl CBUAETENBCTBYIOT O pa3-
BUTHH TIPEUMYIIECTBEHHO aHTHOTEHHOW (HOPMBI
SHAOTENNAIbHOW AUCHYHKIMU y OOJBHBIX HHAO-
nenTHbIMU Bapuantamu HX3JI B ne6rote 3aboeBa-
HUS1, KOTOpasi MOKET BHOCUTD CYIIIECTBEHHBIHN BKIIA]]
B IIporpeccupoBanue 3adonesanus. [loBbieHne ak-
TUBHOCTH (akTopa ¢oH Bunnedpanaa B CbIBOPOTKE
KpOBH, SBIISIOLIEECS MapKepOM IeMOCTaTHYECKON
u aare3uoHHou Gopm DJI, MeHee BBIpAXKEHO, U OT-
Me4aeTcs TOJIbKO y OOJBHBIX C HAJUYKWEM CUMITO-
MOB OITyXOJI€BOW MHTOKCUKAIIUH.

dokuHa E. C., lllepcmues C. M., Munaesa H. B., BymuHa E. B., Hcnamues C. B., OgcensiH B. A.

DedepasvHoe zocydapcmeerHoe 6100xcemHoe yupesxcdeHue Hayku «Kupoeckuil Hay4Ho-uccsaedosameabCKulli UHCmMumym
eemamosiozuu u hepeaugaHus kposu PedepasibHozo mMeduko-6uoso2uvecko2o azeHmemaar, 2. Kupos

ACIIPEAEJIEHUE TEHETUYECKHUX U AOINO/IHUTE/IBHBIX ®PAKTOPOB PUCKA TPOMBO30B
Y NAIIMEHTOB C XPOHUYECKUMHU MUEJIOITPOJIMPEPATUBHBIMU 3AB0/IEBAHUAMU

BBenenue. BzanmocBsizp mexay TpomOozamu
U HaJIMYUEM XPOHMYECKOTO MHUEIONpPOiIuQepaTHB-
Horo 3aboneBanus (XMII3) uzsectna gasHo. Tpom-
60361 1 TpoMO03IMOoTHNK (TD) siBIsAIOTCS HauboIee
TUTTUYHBIMU OCJIOKHEHUSIMU JaHHOW TPpyMIIbI 3200-
JeBaHUN CUCTEMBbI KpoBH. TpomOosMOoIMyeckue
OCIIOKHEHUSI, COTJIACHO CTAaTUCTUYECKUM JAHHBIM,
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9acTO CTAHOBSTCS MPUYMHOW CMEPTH W MHBAJIHIU-
3aIM Y JAaHHOM TPYyNIbl OOJBHBIX, YTO 00YCIOBIIHN-
BAeT aKTyaJbHOCTh NpoOneMsl. [larorenernyeckue
MEXaHHU3MBbI, ONpEIEIoIUe pa3BUTHEe TPOMOOTH-
YEeCKUX OCIOKHEHUH y OonpHBIX XMII3, BKIIOUatoT
B ce0s coyeraHue TPOMOOPMINYECKHX (PAKTOPOB
pHICKa C JIOTIOJIHUTEILHBIMH, CBSI3aHHBIMH C TIaIld-

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
6-7 vitons 2017'r.

€HTOM (BO3pacT, Macca Tena, CEPACUHO-COCYAUCThIE
(bakTOpBl pHUCKa), PEOJOTHUYECKUMH HAPYIICHUSIMH
n3-32 QYHKIIMOHATBHBIX U KOJTMYECTBEHHBIX Je(]ek-
TOB TPOMOOIIMTOB, TOBBIIICHHEM KOJIWYECTBA JICH-
KOITMTOB M WX akThBanuen, HanumuneM JAK2V617F
WIM JAPYyroro Mapkepa KIOHaJIbHOCTH. B cBs3u
C 9TUM aKTyaJIbHBIM MIPE/ICTABISAETCS YCTAaHOBIICHHE
PETUKTOPOB TPOMOO30B M HMX METUKAMEHTO3HAS
npoduakTika y mauueHToB ¢ XMIT3.

Heas. M3ydyenne monmmmophu3MoB T€HOB TPOM-
6opmwiu W JTONMOJHUTEIBHBIX (PAKTOPOB pHCKA
y nauueHToB ¢ XMII3.

MarepuaJsl u MeToabl. O6cnenoBano 13 60mb-
Hbix ¢ XMII3, u3 nux 4 (31%) — c uauonaruue-
ckuM Muenodudposom, 6 (46 %) — ¢ 3cceHnnab-
HOU TpomOoumTemueit, u 3 (23 %) — ¢ UCTHHHOMA
nonuuutemueri. CpemHuil BO3pacT 00CIIEeTyeMBIX
coctaBui 41 rox (ot 25 go 66 net). B 3aBucumoctun
OT HAJIMYHS WIH OTCYTCTBHSI TPOMOO30B MAIIMEHTHI
OBLIM pasfiesieHbl Ha 2 TPYNIbL: B 1 TPYIITy BKIIIO-
YeHbI OOJIBHBIC ¢ HAIMYUEM TPOMOO30B B aHAMHE3E,
BO 2 rpyniy — 0e3 TaKOBBIX.

Pesyabrarsl. B rpymnme 1 (n=10) cpeanuii Bo3-
pact coctaBwi 47 neT, BO BTOpoi rpymme (n=3)
29 net. B pe3ynbrate MONEKyIsSIpPHO-TEHETHUECKOTO
TUNIUPOBaHUS (AKTOPOB CHCTEMBI TeMOCTa3a y Ma-
[IUEHTOB | TPYMIbI BBISBICHBI CICAYIOIINUE MOIH-
MOP(HU3MBI B TETEPO3UTOTHOM COCTOSTHHH: MY TAIIHSI
C677T rena meTuineHTeTparuapodoIaTpeayKTa3bl
(n=3), myTanus rena ¢pudpuHOreHa (n=3), MyTamus
reHa UHTerpuH 2-a (n=13), MyTaius reHa UHruouTo-
pa akTHBaTopa mia3MuHoreHa (n=6). ¥ 1 manuenra
BBISIBJICHA TUIIEPTOMOLIMCTEMHEMUS. Y TAIMEHTOB
2 rpynnbl pUCK pa3BUTHS TPOMOO30B TaKkKe OKazal-
Cs1 BBIIIIE CpeHEro (BbIsABIEeHA MyTalus reHa V (ak-

topa (Jleiinena)) — B 30 % ciryuaeB, MyTaius reHa
uHruouropa axtupatopa miasMuHoreHa (4G/5G)
(30%), mytanus uarerpuna anbda-2 (30%), myra-
uus F7 (60 %), myranus rena pudpunorena (30 %).
Bce 3t monmumopdu3Mbl MOTYT SIBIATHCS MPEaU-
KTOpaMH TpoM0030B. HacToTa TpoMOO30B pa3iuy-
HBIX JIOKaJIM3alui y HalueHToB 1 rpynmsl ObLia
cienyromiei: B 62 % ciaydaeB HaOIIOAT0Ch OCTPOE
HapylIeHHuE MO3roBOro KpoBooOparieHus, 28 % ciy-
gaeB — TpoMOOQIIeONT BEH HIKHUX KOHEYHOCTEH
u B 10% ciyuaeB TD nerodnsix aprepuii. ¥ oIHOTO
NalMeHTa U3 Tpynnsl 1 He BBIABICHO HapyILEHUIt
TeHETHUYECKUX MOJUMOP(U3MOB, Mpeapacnosarato-
IIMX K Pa3BUTHIO TPOMOO30B, OTHAKO MPHUCYTCTBO-
BAJIM JIOTIOJIHUTENIbHBIE (aKTOPbI PHCKA, TaKHE KaK
HaJIMYue BTOPOM OIyXOJIM U MOXKWIOH BO3pacT —
66 net, Hanmune myTtauuu B reHe JAK2. YcraHos-
JIeHO, 4yTo MyTanus B reHe JAK2 mpucyTtcTtBoBaia
y 60 % nanuenTos. B 1 u 2 rpynmnax myTanuusi B reHe
JAK2 BcTperunach ¢ oguHakoBoit yactoroit (y 50 %
oOcnenoBanHbIX). C 1eNbI0 ONpeaeseHus: HeoOxo-
JMMOCTH BTOpUYHOH nipodmiaktuku 70 % namnueH-
TOB ObLI IpoBezieH TecT « TpomboarHaMUKa», KOTO-
PBIN BBIIBUJT HAa pOHE TTPO(DHIIAKTHYECKON Tepariu
antuarperantamMu B 80% ciydaeB cOCTOSIHUE HOP-
Mokoaryasiuuu, B 20 % — runepkoaryssinuio, 4ro
noTpe0doBajo yCUICHHUS Teparuu U Ha3HAYCHUs aH-
TUKOATyJISIHTOB, BBUJly PELIMIUBUPYIOIIUX TPOMOO-
30B Ha ()OHE AaHTUATrPETaHTHOM Teparnuu.

BoiBoabl. IIpoBeneHHbIE uCCIENOBaHUS CBU-
JIeTeIbCTBYIOT O LEI€COO0Pa3HOCTH BBIMOJIHEHHS
TEeHETUYECKOr0 TUIHMPOBaHUs mauueHtoB ¢ XMII3
Ui Tpo(rITakTuK TpoMO030B. [IpoBenenue tecta
«TpombonvHaMuKa» MO3BOJIIET KOPPEKTUPOBAThH
AKTUBHYIO aHTUTPOMOOTHUYECKYIO TEPAIUIO.

Xopo6puix M. H.,, MuHaesa H. B., 3opuHa H. A., /IlyyuHuH A. C., /lazynoga O. P,
Aokwuna H. A., Hlepcmueg P. C.,, Hcaeea H. B.,, Ymemos C. B.,, BemowkuH K. A., [lapamoHoe H. B.

DedepanvHoe 2ocydapcmeeHHoe 6r0dxcemHoe yupesxcdeHue Hayku «Kuposckuil HayuyHo-uccaedogameabckull uHcmumym
2emamo.102uu U nepeausaHust Kposu PedepasbHozo Meduko-6U0102u1ecko20 azeHmemaar, 2. Kupoe

COYETAHHUE BOPTE30MHEA C BbICOKMMH /103AMU MEJI®PAJIAHA
B PEXXUME KOHAULIMOHUPOBAHUS ITPU AYTOJIOTUYHOM TPAHCILJIAHTALIMU
TEMOITIO3TUYECKHX CTBOJIOBBIX KJIETOK Y ITALIMUEHTOB
C MHOXECTBEHHOUY MUE/JIOMOH

BBenenue. Beicokogo3nas xumuorepanus (BXT)
C ayTOJIOTUYHOH TpaHCIUIAaHTallMel reMOIo3THYe-
ckux cTBONIOBBIX KieTok (ayToTI'CK) mpeBocxoaut
TPaJULIMOHHYI0 XHMHUOTEPAIUIO IO JOCTUKEHUIO
oOmiero oTrBeTa, IOKa3aTeiasiM OecHporpecCUBHOM
(BIIB) u obme# (OB) BbDKMBAaEMOCTH, MO3TOMY

PEKOMEH/I0BaHA MOJIOJIBIM COXPAHHBIM MallieHTaM
C BIIEpPBbIE JAMATHOCTHPOBAHHONW MHOXKECTBEHHOM
muenomorr (MM). «3050TbIM CTaHAAPTOMY» TIPE.l-
TPAHCIUIAHTAIMOHHOTO PEXHUMa KOHIUITHOHUPO-
BaHMs cunTtaeTcs Mendaman B go3e 200 mr/m.
HccnenoparensiMu  IpeANPUHUMAIOTCS  TONBITKH
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ONTUMM3AIMUA TPOTOKOJIOB KOHJAWLIMOHUPOBAHUS
MIPU MHOXXECTBEHHOW MHUEJIOME ITyTeM KOMOWHAIIH
Mendanana ¢ ApyruMu rpernaparaMu B HEJsIX MOBBI-
menus d¢dexruBHoct Merona ayto TT'CK. B mHO-
TOLEHTPOBBIX PaHIOMU3UPOBAHHBIX UCCIICIOBAHUSAX
JI0Ka3aHO OTYETIUBOE MPEUMYIIECTBO OOPTE30MUO-
COZEpKAIINUX CXEM MHIYKIIMOHHON XMMHOTEPAINH.
[IpencraBisieTcst akTyalbHbIM H3yUYEHHUE PEKUMOB
MpeITpaHCIIAHTAIIMOHHOM MOATOTOBKU € BKJIIOUE-
HUEM B Hee OopTe3oMuba AJis MOy4YeHUs: CUHEPTHU-
yeckoro 3ddekra.

Henab. Onenka >pPeKTUBHOCTH U TOKCUYHOCTH
peKuMa KOHIWIMOHUPOBAHMUSA BBICOKHMH J103aMHU
MeJndaana B COYeTaHuU ¢ OOPTE30MUOOM TIPH TIPO-
BeneHuu aytoTI'CK y manuentos ¢ MM.

Marepuaasl u MetToabl. 3a mepuon ¢ 2002
1o 2016 rox BeimoaHeno 106 aytoTI'CK 72 marmum-
entam ¢ MM. Cpenu Hux Obuto 43 >xeHIIMH U 29
MY’K4YMH B Bo3pacte oT 33 1o 68 sier (MenuaHa BO3-
pacta 53+7,5 net). ComtacHO CUCTEME CTallpOBa-
Hus o B. Durie, S. Salmon, cranus [A onpenenena
y 4 (5,6 %) nauuenTos, I[IA —y 46 (63,9 %), [IB —
y5(6,9%), IIA —y 13 (18 %), 1IB — y 4 (5,6 %).
Nmmynoxumuyeckuit  BapuanT  benc-JlxoHca
ycranoBieH y 9 (12,5%) mauuentos, IgG —y 50
(69,4 %), IgA —y 6 (8,3%), IgM —y 1 (1,38%),
IgDh—y 3 (4,16%), Hecekperupyromas ¢op-
Ma—vy 3 (4,16%). Ha MomeHT mpoBeneHus ay-
ToTT'CK monnas (ITP) wim odenp Xxopornast 4acTid-
Has pemuccus (OXYP) nocturnyra y 48 G0IbHBIX
(66,7 %), yacTnyHass peMuccust —y 24 maleHTOoB
(33,3%). Opnokparnast aytoTI'CK BeimonHeHa
38 manmenrtam, aBoitHas — 34. CTraHmapTHBIA pe-
UM KOHIUIMoHUpoBanus (mendanan 200 mr/m?)
ucnoip3oBaiu npu nposeneHuun 61 aytoTI'CK,
13 HUX Ob110 48 0OTHOKpATHBIX U 13 IBOMHBIX (Tpymina

1). KomOunanus BeIcoko103HOTO Mendanana ¢ 6op-
te3oMuboM B o3¢ 1,3 mr/m? ma —6, —3, +1, +4
nHu npuMmeHstachk npu 56 aytroTI'CK, u3 Hux 35
OJTHOKPATHBIX U 21 ABOMHBIX (Trpyrma 2).

Pesyabrarbl. DPHEKTUBHOCTH PEKUMOB KOH-
TUIIMOHUPOBAHUS OICHUBAIM IO JOCTHKEHUU
natu- U necarunetneir OB, a Takke CpaBHEHHIO
BIIB B 06eux rpynmax. OOmias BBKHBAEMOCTb CO-
craBuia: S-netHss 56,6 % npotus 89,4 % u 10-net-
st — 45,3% mnpotuB 67,1 %, COOTBETCTBEHHO
B 1iepBoii 1 BTopoit rpynmnax (p=0.0307). Menuana
HaOMIOIeHUs B TEpBOil Tpyrie cocTaBuia 98 mec,
BO BTOPOIi HE JOCTUTHYTA. BelkmBaeMocTh 6€3 mpo-
rpeccun cocraBuna: S-metHsss — 40% u 58,5 %,
10-netasass — 16,7% u 58,5%, cOOTBETCTBEHHO
(p=0,442). Takum oOpa3oMm, yCWJICHHE CTaHIApT-
HOTO KOHJMIMOHMPOBAHMS 32 CYET KOMOWHAIUU
¢ O6opre3oMuOOM MPUBENO K YIYYIIECHUIO MOKa3a-
Tenel BeDKUBaeMOoCTH. KomriekcHasi OIleHKa Mpo-
(Ul TOKCHYHOCTH CPaBHUBACMBIX PEKUMOB KOH-
JTUIIMOHUPOBAHUS HE BBISIBIIIA 3HAYUMBIX OTIHYUU.
Cpoku BOCCTAaHOBJICHHSI T€MaTOJIOTHYECKUX TOKa-
3areneil, HeOOXOIUMOCTh B TeMOTpaHC(hy3UOHHOMN
TEparvu U YaCTOTa BOSHUKHOBEHUS HH(EKIIMOHHBIX
OCJIO)KHEHUH OBLITU COMOCTABUMBI B 00EUX TPyIINax.
CnyuaeB ycyryOlieHUs OpTraHHOM, B T. 4. HEBPOJIO-
TMYECKON TOKCHYHOCTH, He 3adukcupoBaHo. Jle-
TaJbHOCTb, CBsI3aHHas ¢ nposeneHuem ayTolT'CK,
OTCYTCTBOBAJIA.

BoiBoabl. AytoTI'CK siBnsiercst 3¢ ¢deKTUBHBIM
MetoaoM jedeHuss MM. KomOunaius 6oprezomuda
¢ MendaraHoOM B Ka4eCTBE aTbTEPHATUBHON CXEMBI
BXT nepen TpaHcIulaHTanuend mokasaja CUHEPIu-
yeckuit 3 dexT 6e3 yBenTndeHus: TOKCHYHOCTH, YTO
MO3UTUBHO OTpa3Wiioch Ha nokazarensix OB u BIIB.

BBenenue. AntudocdonunuaHpie aHTHUTENA
(ADA) yyacTBYIOT B IAaTOT€HE3€ Ba300KKIIFO3HMB-
HBIX IIOPAXXEHUW ceT4YaTKu. TOUYHBIM MEXaHU3M
pazButuss OBC npu yuactun ADA, B TOM uuc-
J€ W BOJIYAHOUYHOro aHtukoaryisiuta (BA), emre
He ompezeneH. CyliecTByeT THIOTEe3a, 4YTO Mpo-
TpoMOOTHYEeCKUN MexaHu3Mm jaeiictBust  ADA
3aKJIFOYAeTCsl B HAPYLIEHUM SHJAOTCHHBIX aH-
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HlleakoeHukoea T. B.

Kemepoecxaﬂ 06/1aCMHAs1 KAUHUYeCcKas O¢ma./le0/102U"l€CK'aﬂ 60/1bHuL{a, 2. Kemepoeo

BJIMAHUE BOTYAHOYHOI'O AHTHKOAT'Y/IAHTA
HATEMOCTA3 Y TAHUMEHTOB C OKK/IIO3UEHU BEH CETYATKH

TUKOAryJSHTHBIX MEXAHU3MOB: CHWXEHUH aHTH-
TPOMOOTHYECKOIO MOTEHIMAIa COCYAUCTON CTEH-
KM ¥ aKTUBHOCTH €CTECTBEHHBIX AHTUKOAT'yJISIHTOB,
YTO U NIPUBOAUT K Pa3BUTHUIO THIIEPKOATYJISALUU.
B Hacrosee BpeMsi 10 KOHLIA HE U3Y4YEHO BIIMSA-
Hue BA Ha KIMHUKO-Ta00paTOpHBIE HAPYIIEHMS
B CHUCTEME I'eéMOCTa3a y MalueHTOB C COCYIHUCTON
IIaTOJIOTHUEH CETYATKH.

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum
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Heas. M3yunts BausiHue BA Ha kinHuKo-1a60-
paTopHbIe HapylIEHUs B CUCTEME remMocTasa y Ia-
LIUEHTOB C OKKJIFO3UEN BEH CETUaTKU.

Marepuassl u MeToabl. Habmoganu 100 marm-
enToB (100 ra3) ¢ okkmrosueit BeH ceruatku (OBC).
Myxuunel — 41 4ein., xeHIIMHbI — 59 uen. Bos-
pact mauueHToB — 42 +£10 roga. Ilo pesynsratam
UCCJIEJIOBAHNS HapyLIEHMH CHCTEMBl TemMocTasa
BBIJICJIEHBI 3 TPyMNIbl OOMBHBIX: Tpynma 1-12 demn.
¢ OBC, na ¢one myranus FV Leiden B coueranuu
¢ BA; rpynna 2-23 yen. ¢ OBC u ¢ BA; rpynna
3—-65 gen. ¢ OBC u 6e3 HaciencTBeHHOTO AcdeKTa
¢V u BA. I'unepronnyeckass Oone3nb — 45 uedn.,
uiIeMudeckas Ooyie3Hb cepana — 25 yeln.; Bapu-
KO3Has 0O0JIe3Hh BEH HWXHUX KOHEYHOcTer — 10
yes. Cpok HaOmoeHus: OT 2 Heaenb A0 2 JeT. 4
KOHTponbHast rpynmna — 50 gen., numa 6e3 OBC
U TPU3HAKOB TUIEPTOHMYECKON U HIIEeMHYECKOM
0osie3HH cepjila, OHKOJIOTUH, MPU3HAKOB TSKEIbIX
XPOHUYECKUX MHPEKIHI; NCKIIOUMIN OepEMEHHBIX
YKEHILMH U )KEHIIUH NPUHUMAIOIINX TOPMOHAIbHbBIE
KOHTpauentusbl. Bo3pact 35-52net. My)xunHbl —
20 gej., >xeamuHB — 30 4yen. MccieqoBaHus cH-
CTEeMBbl TeMOCTa3a IMPOBOAUIUCH METOAAMH aBTO-
MaTU3UPOBAaHHOW KOAryJIOMETPUU  OIPENEICHUE
aktuBHOCcTH OB, anturpomObuna III, AIIC, VI
B IUIa3Me; KOJMYECTBEHHOTO cojepxkanus Vo
B IUIa3Me, OIpe/elIeHHe PE3UCTEHTHOCTU (akTopa
V x aktuBHOMY nipotenny C (PAIIC); konmnyecTBeH-
Hoe ompenenenne POMK, ompenensui konude-
CTBEHHOe cojiepxkaHue ¢pudbpunorena (mo Kimaycy).
OYHKIUIO TPOMOOILIUTOB M3Y4ali HA arperomerpe,
CIIOHTAHHYI0 U UHAYyLUpoBaHHYIO (AZlD, konnareH,
PUCTOMUIIMH, aJpeHaiuH). BrisiBnenue BA nposo-
JTUIIOCH C UCIIOJIb30BAaHUEM SITIOBBIX TECTOB, a TAKKE
MNOATBEPXKIAIOMIMMHA TECTaMU C IJIa3MOM JTIOHOpa
U KoppurupyomumMu ¢ocdonunuaamMu. Morneky-
JSIPOHO-TEHETUYECKUE HCCIIe0BaHUs MyTaluu FV
Leiden npoBogmmu meronom I[P B peansHOM Bpe-
menu (Real-time PCR).

Pe3yabTarbl. Y manueHTOB € OKKJIIO3UMEH BEH
CeTYaTKW HAOIIONaIM TOBBIIIEHHE AaKTUBHOCTH
TUTa3MEHHBIX MPOKOATYIISIHTOB CUCTEMBI TeMOCTa3a:
ypoBeHb ¢B B rp. 3, Mo CpaBHEHUIO ¢ KOHTPOIb-

HOM rpynmnoi nossinieH Ha 30 %, y manueHTos rp. 2
Ha 15%, VIII ¢, coorBercTBenHo, Ha 81 % u 37 %;
IIC na 39,4% u 15,4%. YpoBeHb €CTECTBEHHOIO
aHTHKoarynsHta anturpomOuna III, coorBeTcTBEH-
HO, noBbIleH Ha 5% u 7%. Cnenyet oTMeTUTH 00-
Jiee HU3KYI0 aKTUBHOCTb KaK MPOKOATYJISIHTOB, TaK
U €CTECTBEHHBIX KOATyJISIHTOB, y MAallME€HTOB Tp. 2,
[0 CPaBHEHHIO C Ip.3, YTO MOXHO OOBSCHHUTH UX
3HAUUTENILHBIM TOTPEOICHNEM B THUIEpPKOAryJs-
LIMOHHOM Tiepuojie. BhIsSBIEHO MOBBILIEHUE B KpO-
BU ypoBHs POMK B 1,7 pa3 y nmauueHTtoB rp. 3,
u B 1,95 pa3 rp. 2 no CpaBHEHUIO C KOHTPOJbHOMU
TPYNMON, YTO YKa3blBaeT Ha TPOMOMHEMHIO U TIO-
BPEXKACHUE COCYIUCTOM cTeHKH. PuOpUHOreH mo-
BBIILIEH y BCEX MAalMEHTOB TpeX IPyII IO CpaBHE-
HUIO C Tp. 4 COOTBETCTBEHHO: | Tp. — Ha 56 %, Tp.
2-45%, tp. 3-25%, 9TO SABIAETCS MMOATBEPKICHHU-
eM runepkoaryssiuuu y nanrestoB ¢ OBC. YV nanu-
eHTOB Tp. 1, Mo cpaBHEeHUIO ¢ Tp. 4, YCTAaHOBIEHO
JIOCTOBEPHOE YBEJIWYECHUE aKTUBHOCTU (pakropa V
Ha 25%; @B nHa 50%; axtuBHocTu VIII dakrtopa
B 2,3 pa3a, u Ha 27 %, 110 CPaBHEHHIO C TP. 3; CHIKE-
nue uaaekca PAIIC B rp. 1 mo 0,6+0,01; moBsime-
Hue ypoBHsi POMK B 2,5 pa3za. YV nmaruentoB B rp. 1,
2 1 3, N0 CpaBHEHMIO C Ip. 4, MOBBIIICHA CTENEHb
arperanu TpoMOOLUTOB Ha Bce MHIYKTOpHI (AJ]D,
aJpeHaJIMH, PUCTOMUIIMH, KoJulareH). boiiee BbI-
COKasl arperalilioHHass (yHKUHUsS TPOMOOLIUTOB OT-
MEYaeTCsl y NaUEeHTOB I'p. | U 2, COOTBETCTBEHHO:
AJI® — na 42 u 30 %, anpenanud — Ha 37 u 25 %,
koJuiareH Ha — 47 % u 41 %.

BeiBoabl. BA BcTpeuancs B 23 % ciydaeB y na-
LIMEHTOB C OKKJIIO3USMH BEH ceTyaTku. BA 3Haum-
TEIbHO CHH)KAET TPOMOOPE3UCTEHTHOCTh 3HMAO-
TeIUsT BEHO3HOTO MHUKPOLMPKYISTOPHOIO pycia
CETYaTKH, YBEJIMYMBAeT MOTpeOlieHne MpoKoary-
JSHTOB U €CTECTBEHHBIX AaHTHKOAryiasHToB. BA
y4dacTByeT B naroreHese uiemuueckoro tTuna OBC.
VY manueHToB ¢ OKKIIIO3MEW BeH CeTyaTkH Ha (oHe
mytarus FV Leiden ¢ BA pe3ko BeipakeHa TpomMOu-
HEMHUS ¥ TUNEPKOATryJIsSLUUOHHBI CHHIIPOM, MOBBI-
IIeHa aKTUBHOCTh TPOMOOIIUTOB, (hakTopoB V, VIII,
Bunnebpanna u cuken nnaekca PATIC.
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POJIb TEHETUYECKHUX OCOBEHHOCTEM CUCTEMbBITEMOCTA3A
B PA3BBUTHUHU TPOMBO30B Y BOJIbHbBIX NICTUHHOMU INOJIMUUTEMUWEHN

BBenenne. OHON M3 OCHOBHBIX NMPUYUH MHBA-
TUAU3AIIN U CMEPTH OOJIBHBIX UCTUHHOW MOJHIIN-
temueit (UI1) sBrstoTcst TpoMOOTHYECKHE COOBITHSI.
Cpenu MHOXecTBa (PaKTOPOB, BIUSIOIINX HA YaCTO-
Ty TpoM6030B npu UII, mecTo renernyeckux oco-
OEHHOCTEH CHUCTEMBI JI0 CUX TOP HE ONPEIEIICHO.

Ieas. I{enpro nccmeqoBanus ObLUIO OICHUTH BITH-
SIHUE HaJIU4YUs MPOTPOMOOTEHHBIX BAapUAHTOB Aall-
nenpHbIX nonumopdusmoB renoB FV (Jleiinenckas
MyTalws), IpoTpoMOrHa, MeTUIEHTeTparuapodo-
narpenykrazsl (MTHFR), pubpunorena (FI), uaru-
ouropa aktuBaropa ruiasmuHorena (PAI-1), Tpom-
oomurapHoro penentopa ¢udpunoreHa (GPIIIA),
TUMEeProMOLIMCTENHEMUH Ha YacTOTy TpoMmOoTHue-
CKUX OCJIOKHEeHUH y 60sbHBIX UTI.

MarepuaJsl u MetToabl. B xone uccienosanus
Obuta cobpaHa M TpoaHaIM3UpPOBaHA MH(OPMAIHS
0 4YacTOoT€ BCTPEYAEMOCTH IMPOTPOMOOTEHHBIX Ba-
PUAHTOB aJUICNIBHBIX TOJIUMOPPU3MOB TeHOB FV,
nporpomobura, MTHFR, FI, PAI-1, GPIIIA y 116
6ompabIX UIT (51 My>kuuH u 65 sxeHuH). Menuana
BO3pacTa MAallMEHTOB HA MOMEHT IIOCTAHOBKM JlHa-
rHo3a cocrasmia 59,5 net (ot 28 1o 81 roga). Menu-
aHa repuozaa HabmoneHus cocrasuia 5 yet (ot 0,13
no 35 ner). Y Bcex OonbHBIX ObUTa OOHapy’keHa
myTtanus JAK2V617F. boababie Obu1H 00Caem0Ba-
Hbl MetozioM I1LIP Ha Hannuue nmonmumopdusma Hy-
KJIEOTHAOB B cienytouux renax: FV (G1691A, unu
Jletinenckas mytanms), nporpom6una (G20210A),
MeTmineHTerparuapodonarpenykrazsl  (MTHFR,
C677T), pudpunorena (FI, —455G/A), uarudburopa
aktuBaropa tuazmuHorena (PAI-1,—6754G/5G),
TpomOonurapHoro rukonporenHa Illa (GPIIIa).
bruta nmpoananu3upoBaHa oOIIast YacTOTa HAIWYHS
MIPOTPOMOOTHYECKUX BAPUAHTOB YKa3aHHBIX I'€HOB
U CTaTUCTHYECKAsi 3HAYMMOCTb PA3IMYUI UX YaCTOT
B rpynmnax 6onbHbIX UIT ¢ TpomMO03amu (apTepualib-
HBIMH U BEHO3HBIMHU) B aHamMHe3¢ M 0e3 TaKOBBIX.
[IpoBeneHO cpaBHEHHE C KOHTPOJBHOW TPYMION
(KT"), kotopyto coctaBuiu 228 370pOBbIX HHIUBU-
noB. Y 36 u3 116 (31 %) GonpHBIX OBLT HCCTIENOBAH
ypoBeHb romouucTenHa. [{nst aHanu3a JaHHBIX HC-
M0JIb30BAJICh METOJIbI OMUCATENbHON CTAaTUCTHKH,
3HAYMMOCTb MEXTPYIIIOBBIX pa3INuuil B pacrpee-
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JICHUU T€HOTHUIIOB OLIEHUBAJIN C TIOMOILBIO TOYHOTO
Mmetona dumepa. Paznuuus ypoBHs roMoLycTenHa
OLIEHUBAJIU C MTOMOILBIO KpuTepHst MaHHa- YUTHU.

Pesyabrarsl. Mexay rpynnamu 6onsHbix U,
6onpHbIX UIT ¢ TpoMOGO3aMu ¥ KOHTPOJILHOW TPyI-
MOM CTAaTUCTUYECKU 3HAUNMBIE PA3IUYUS MTOJTYUEHbI
B renax MTHFR u GP3a (p<0,05). [Iporpom60TH-
YEeCKUIl BapuaHT ajulelbHOIO MosmMoppu3Ma reHa
MTHFR 3HauuTenpHO 4ale BcTpeuascs B 0oOmieit
rpymme 6oibHbIX U1, a Taxoke rpymnmne 6oabHbIx WIT
¢ TpoM0O03aMH 10 CPABHEHUIO C KOHTPOJIBHOU TPpyI-
noil. CrarucTuyeckrue 3HaYMMble pazIuuMsl B ya-
cTOTe BcTpeyaemocTtu MmyTanuu reia FV (p=0,02)
npu cpaBHeHuu rpynn 6oibHbIX MII ¢ BeHO3HBI-
Mu TpomOo3amu u GompHBIX UII 6e3 TpomO030B,
a TaKKe CTAaTMCTUYECKHE TEHAEHUUHU 10 reny FV
(p=0,06) B rpynnax OONBHBIX C apTEepPHATHLHBIMH
U BEHO3HbIMH TpomOo3amu. Myrtauus B reme FV
3HAYUTEIHHO Yallle BCTpeyanach B Irpymnie 00JbHbIX
UII ¢ BenozubiMu TpomOo3amu. CTaTUCTHUYECKUE
TEHJICHIIUM TOJIyYeHbl 10 YacTOTE BCTPEYAEMOCTH
MyTauuu B reHe nporpomOuna (p=0,08) mexmay
rpynmnamu 6onbHbIX U1 ¢ apTrepuanbHbiMu TpoMO0-
3aMHU U Ipynmnoi 60abHbIX 6e3 TpoMO030B. B rpynne
OOJIbHBIX C apTepUaAIbHBIMU TPoMOO3aMU MyTalUs
B reHe IPOTPOMOMHA BCTpEUYEHA Yallle, 4eM B IpyIl-
ne 6ompHBIX 6e3 TpoMO030B. ['pymibl 60mbHBIX WUTT
¢ Tpombo3amMH U 0e3 CTaTUCTUYECKH 3HAYUMO OT-
JUYAJIUCH APYT OT Apyra MO YPOBHIO FOMOIIUCTEU-
Ha (p=0,0001). B rpynne OonbHBIX C TpoMOO3aMu
CpeAHUl ypOBEHb TOMOILIMCTEMHA cOCTaBwiI 16,5
MKMOJIb/JI, B TpyIIe OOJbHBIX 0€3 TPOMOO30B —
10,7 mMxmonb/n. Ilpu cpaBHeHUM TpyIn OOIbHBIX
C HaJIWYMEM MPOTPOMOOTHYECKOrO0 BapHaHTa aj-
nensHOTrO onmMoppuzma rena MTHFR u 6e3 Hero
Tak)Ke ObUIN MOJIY4YEHbl CTaTUCTHMUECKH 3HAYMMBbIE
pasnuuus mo ypoBHto romoructenHa (p=0,00007).
B rpymnne GoibpHBIX € HaIMYUEM MPOTPOMOOTHYE-
ckoro nosmmopduzma rena MTHFR ol cocraBui
16,5 MKMOIb/1, B Ipymnie ¢ HOPMaJIbHbIM T'€HOTH-
oM 10,3 MKMOJIB/I.

BeiBoabl. IIporpomOoTHueckuii BapuaHT ai-
nenbHoro nonumopdusma rera MTHFR (C677T),
myTanusa B reHe FV (JlelimeHnckas myTaius) U ru-
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NEProMOLIMCTENHEMUS MOTYT PACCMaTPUBATHCS KaK
(axTOpbI prCcKa Pa3BUTHA TPOMOOTUUECKHX OCIIOXK-
HeHuil y OonbHbix UII. M3ydyenue renermueckux
0COOCHHOCTEH CUCTEMBI TeMocTa3a y 00mpHBIX MUIT

B J1e0t0Te 3200J1€BaHNs MOXKET TOMOYb B OLICHKE pH-
CKa TPOMOOTHYECKHX OCIIOKHEHHH U 00eCHeyuTh
CBOEBPEMEHHYIO UX MPOPUIAKTHUKY.

@I'BEY PocHUHUI'T ®MBA Poccuu, CaHkm-Ilemep6ype

llImenesa B. M., Kapnuu C. A., CmupHoega O. A., [onoeuHa 0. I, KanycmuH C. U., Ilanasin JI. 1L

UHANBUAYAJIU3ALINA HPOJIO!’{FPIPOBAHHOP'I AUHTHKOAFYJIHHTHOﬁ TEPAIIUU
Y NAUMEHTOB C MYTALIUEU PAKTOPA VJIEUJAEH U/NJIN G20210A TEHA

IMPOTPOMBHMHA C IIOMOIIIbIO TECTA TEHEPAIIMYA TPOMBHHA.

BBenenue. Tpom003 — 3TO MHOTO()AKTOPHBIH
[aToJOrMYECKUi Ipoliece, BEAYIYI0 pojib B KOTO-
POM 3aHUMAET FeHEeTHYECKasi TPEPACION0KEHHOCTh
yenoBeka. OCHOBHBIMHM HACJIEICTBEHHBIMU JIE€TEP-
MUHAHTaMH TPOMOO(HUITNH SBIISIOTCS MyTaIllH B Te-
Hax (akropoB II (G20210A) u V (G1691A) — FV
Leiden (FVL). CaenyeT oTMETUTh, YTO HA JTAHHBIN
MOMEHT HET YETKOTO MPEICTABICHHS O JIUTEIbHO-
CTM U MHTEHCUBHOCTU BTOPUYHOH TpomOorpodu-
JAKTUKH y TAIIMEHTOB C MYTALUSIMHU U C STH30/10M
Tpombo3a B aHamHe3e. [lo maHHBIM TecTa reHepa-
nun TpomOuHa (TI'T), sHIOTeHHBI TeMocTaThye-
CKUU MOTEHIMA B OONbILIEH CTENEHU KOPPETUpyeT
¢ (heHOTHIIOM 110 CPABHEHUIO C TPAJAUIIMOHHBIMU KO-
aryJao0J0rH4eCKUMH TECTaMH.

Heab. YcTaHOBUTH Y4aCTOTYy BCTPEUYAEMOCTH I10-
BBIIICHHOTO AHJIOTEHHOTO T€MOCTAaTHYECKOTO TI0-
tennuana (ETP) w/unm pe3ucTeHTHOCTH K aKTH-
BupoBanHoMy npoteuHy C (APCR) y Hocureneit
mytaiuu FV Leiden u/unu rena nporpoMO1Ha ¢ mo-
mouipro TI'T.

Marepuajbl U MeToabl. O6cnenoBano 57 mamu-
€HTOB, TPOXOIMBIINX OOCIIEIOBAaHNUE W/WIIN JICUCHHUE
B ®I'BY PocHUUI'T ®MFBA Poccun, n3 aux 38 rete-
po3UroTHBIX HOcuTenei myTtaruu FV Leiden, 14 rete-
PO3UTOTHBIX HOCHUTENEH MyTalluK F'eHa MPOTPOMOHHA
¥ 5 IBOMHBIX T€TEPO3UTOT MO YKa3aHHBIM MYTaIHsAM.
ITocTaHoBKka TecTa W aHAIM3 TOMYYEHHBIX PE3ylb-
tatoB TI'T Bemonnsauch nmo meroauke Hemker H.
C wucnone3oBanuem PPP plasma+TM pearent
(Thrombinoscope BV, Maastricht, The Netherlands).
Jns ompenenenus pedepeHTHbIX MHTEPBAIOB ObLIN
obcnenoBanbl 28 noHOpoB. CTaTHCTUYECKUI aHAIH3
BhInosiHeH ¢ noMotkio makera STATISTICA 6.1.

Pesyabrarel. B TI'T onenuBanuce mnokasare-
mu PT (Peak thrombin — makcumanbHOE KOIH4e-
CTBO TpoMOMHA oOpa3ytolieecs B 00pasiie, HMoJib)
u ETP (endogenous thrombin potential — sH10-
TeHHBIH TPOMOHMHOBBINA MOTeHIMa), HMonb*MuH).

Jlns pacuera YyBCTBUTEIBHOCTH K TpOoMOOMO-
nynuHy (TM) ObTM MCHONB30BaHBI MOKa3aTesH
ETP u PT, nomy4yeHHsle B napajuieibHOM IIOCTa-
HoBKe ¢ U 0e3 TM. Cpennue 3nHauenust ETP u PT
npu noctaHoBke 0e3 TM B KOHTPOJBHOH TpymIe
cocraBunu 1731,44+253,7 u 292,3+50,0, npu no-
craHoBke ¢ TM 932,8+272,6 u 196,2+58,1, coort-
BETCTBEHHO. B rpynme nmauueHtoB ¢ Mmyrauuein FV
Leiden, npuaumaromux kcapento, ETP u PT npu
noctanoBke 0e3 TM cocraBuimu 1493,38+441,10
u 169,21+£92,38 COOTBETCTBEHHO, MPHU MOCTAHOB-
ke ¢ TM 607,30+362,46 u 123,66+77,14 coor-
BETCTBEHHO. B rpynme mnamueHToB ¢ MyTaluei
reHa MPOTPOMOMHA, MONYYArOIIMX aHAJIOTHYHYIO
tepanuto, ETP u PT npu nocranoke 6e3 TM co-
crapuwin 1341,7+147,48 u 75,33+19,07, npu no-
cranoBke ¢ TM 226,13+59,97 u 34,4+10,92 coort-
BETCTBEHHO. B rpymnrme manueHToB ¢ Mmyrtamnueidn FV
Leiden, naxomsmuxcsi Ha Tepanuu BapQapuHOM,
ETP u PT npu mocranoBke 6e3 TM cocTtaBuiu
663,76+265,82 u 164,08+69,16, npu nmoctraHoB-
ke ¢ TM 663,76+265,82 u 144,89+59,65 coot-
BETCTBEHHO. Y MAalMEHTOB C MYyTalWel reHa Ipo-
TpoMOuHa, nomyvaromux Bapdapu, ETP u PT npu
noctaHoBke 0e3 TM cocraBuin 1390,60+924,49
nu 23494+196,17, npu mnocranoBke ¢ TM
1103,60+866,49 u 214,29+192,31 cOOTBETCTBCH-
HO. Bo Bcex rpynnax manueHToB ¢ myTtauusimu FV
Leiden u rena nmpoTpomMOuHa, MOITyYaroluX Tepa-
U0 BappapuHOM WM KCapesiTo, OTMEYaeTcsl 3Ha-
yutenbHoe cHmkenue ETP u PT kak B noctanoBke
6e3 TM Ttak u ¢ TM.

BeiBoabl. B Hacrosiiee BpeMsi MeIUIIMHA UAET
B HAlpaBJICHUM CO3[aHMsI MUHIUBUAYAJIbHOIO IPO-
¢unst nanuenta. TI'T nepcnekTuBeH AJis onpenaee-
HUS pUCKa peTpoM003a/KpOBOTEUECHUS Y HOCUTENIEH
myTanuu ¢akropa V Jlerinen w/mm G20210A rena
IpPOTPOMOMHA, TMONYYAIOIIUX TEPanui0 KCapesTo
WM Bap(hapuHOM.
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1 @edepasvHoe zocydapcmeeHHoe GlodxicemHoe yupexcdeHue «Pocculickuli HayuHo-uccsiedogamebCKull uHcmumym
eemamosozuu u mpaxcgysuoaozuu PMBA Poccuuy, 2. Cankm-Ilemep6ype
2 TocydapcmeeHHoe 6lodyicemHoe yupesxcdeHue 30pagooxpaHeHusi 20poda Mockewl [opodckas KauHuveckas 60/4bHUYya

um. C. II. BomkuHa flenapmamenma 30pasooxpaHeHus, 2. Mockea

OINbIT NPUMEHEHHNA PYKCOJIMTUHUBA Y BOJIbHBIX MUE/IO®PUBPO30M

BBenenue. B TeuenHue mocnieqHero ecsartuie-
TUSl JOCTUTHYT CYIIECTBEHHBI Mporpecc B Jua-
THOCTHKE U JiedeHuu Ph-HeraTwBHBIX MHEIOINpO-
mudepaTuBHBIX HOBOOOPA30BaHUH, CBSI3aHHBINM KaK
C BO3MOXXHOCTBIO TOYHOM Bepu(UKALMU AUArHO3a,
TaKk M C IMOSIBJICHUEM BIIEpPBble NMaTOr€HETUUYECKOTO
JieueHus: — TapreTHOu Tepanuu. [lepBpIM U3 Takux
MpernapaToB, HAMIPABIEHHBIX HA IPUYUHY Pa3BUTHS
muenopudpoza (M®D), cran HHTHOUTOpP SHYCKU-
Ha3 — PykconutuHu®, NpoaeMOHCTPUPOBABIIHIA
BBICOKYIO0 KIMHHYECKYI0 3(PQPEKTUBHOCTH y OOIb-
HBIX mnepBUYHBIM Muenopudpozom (IIM®D): chu-
KEHHE WHTEHCUBHOCTH CHMIITOMOB OITYXOJIEBOI
WHTOKCHUKAIIUU, YMEHBIIIEHUE Pa3MEPOB CEJIC3CHKH,
a TaK)Ke yBeJIMYEHHE O0IIeH BBKHMBAEMOCTH.

Henab. OneHuTs pe3yapTaTbl TEpAUU PyKCOJIHU-
TUHUOOM B PYTUHHOH KJIMHUYECKOW MPAKTHUKE, €ro
BIIMSIHUE HAa TeMOTpPaHC(Y3MOHHYIO 3aBHUCHMOCTD,
JUHAMUKY aJIeJIbHOW HAarpy3Kd MYyTaHTHOTO TeHa
JAK2V617F y 60onbHBIX MO.

Marepuanabl 1 MeToAbl. B nccienosanue Oblu
BKJItOUEHBI 48 nanueHToB (21 myx u 27 xeH). Me-
JMaHa BO3pacTa Ha MOMEHT Hauaja Tepanuu pykK-
conmutuHUOOM coctaBmia 60 jer (35-79). ¥V 36
nainueHToB auarHoctuposad [IM®, y 10 moctmo-
nuuureMuueckuil u'y 2 M® nocie 3cceHImanbHOu
TpomOonuremun. Ha MOMEHT Havaja Tepanuu pykK-
conmutuHOOM 14/48 (29 %) maumueHToB HYXIAJTUCh
B remotpancy3usix, 38/48 (79 %) OoMbHBIX UMETH
CUMIITOMBI OITyXOJIEBOM MHTOKCHUKaIHMH. Maccus-
Has cruieHoMeranus (10 cm u 6onee u3-moj pedep-
HOU nyru) otmeuanach y 34/48 (71 %) nmanueHTos.
[To mxane IPPS mamuents! pacnpenensuch ciie-
AyrouM o0pa3oM: HU3KUI pUCK ompeaessuics y |
(2 %) 6ompHOTO, IPOMEXKYTOUHBIH-1 —y 13 (27 %),
npoMexyTouHbIi-2 —y 20 (42 %) u Bbicokuil y 14
(29%). lLluToreHermyeckoe HCCIEIOBaHUE OBLIO
BBITIOJTHEHO 18 00ibHBIM, ¥ 15 U3 KOTOPBIX OBLI
HOpPMaJIbHBIN KapuoTul, y 1 manueHTa obHapyxeHa
Jenenus JUIMHHOTO Iieya X XpoMOCOMBL, y 1 aBe
abeppanuu 1y 1 mareHTa onpeaessics KOMILIEKC-
Hbli kapuoTun. B 30/48 (63 %) ciiydasx Oblia BbIsB-
nena mytanus JAK2V617F, B 5/48 (10%) — B rene
CALR, B 8/48 (17%) — B rene MPL; 5 (10%) na-
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IMEHTOB UMEJIM TPOMHON HETaTUBHBIN CTATyC B OT-
HOUIEHUM HAJIMYMS JIpaBEpHBIX MyTauuil. OneHka
3¢ (dEeKTUBHOCTH Tepanuu MPOBOJMIACH B COOTBET-
ctBuH ¢ kpurepusimMu ELN.

Pesyabrarel. Meauana poOaOIKUTEIBHOCTH
tepanuu cocrabmia 17 mec. (045 mec.). [Ipu ana-
JU3€e JUHAMUKH CHMIITOMOB OITyXOJIEBOM HMHTOK-
CUKaluu ObUIO OTMEUEHO KYNHPOBAaHHE JaHHBIX
xano6 y 33 u3 37 (89%) GonpubIx. Yepe3 1 mec.
TEparuyi yMEHBIIEHUE Pa3MEpPOB CENE3eHKH ObLIO
oTrmeueHo B 63 % ciay4aeB (C yMeHbLIEHHEM Oojee
yeM Ha 50% BBICTOSHUS U3-1IOJ peOepHON Iyru
y 32 % 6onbHbIX), y 34 % pa3Mepsl celne3eHKU 0cTa-
BaJINCh CTAOMIIbHBIMH, YBEIMYEHHE OTMEUEHO TOJIb-
k0 y 3%. Menuana ypoBHS reMoOriioOMHa mepen
HauajoM Teparmuu coctaBuna 99 r/m (50-199 r/n),
gyepe3 1 mec. — 107 r/a (51-169 r/n), Ha 3 mec. —
104 r/n (61-157 r/n), na 6 mec.— 110 r/m (72—
157 r/n), na 9 mec. — 108 r/m (60-157 r/n), u Ha
12 mec. — 120 r/n (68-148 r/m). YerbipHanuarh
OOJIbHBIX MIepe/] HAYaJIOM JISUeHU I UMETTU TeMOTpPaHC-
(by3MOHHYIO 3aBUCHUMOCTB, yepe3 3 mec. 3 (21 %)
MAIUEHTa U3 STOU TPYIIHI Y)Ke HE HYKIaIHCh B Tie-
peNMBaHUAX FE€MOKOMIIOHEHTOB. MeaunaHa aljelb-
Hoi Harpy3ku JAK2V617F Ha MOMEHT Hauajia npue-
Ma coctaBisuia 56,5 % (n=20; 22,5-126,1 %), uepe3
6 Mec.— 62,3% (n=11; 25,4-79,7%), uepe3
12 mec. Tepanuu pykcoauTuHuOOM — 47,4 %
(n=12; 14,2-102,2%). Ha MOMEHT mpoBeaCHUs
aHammza 42/48 (88 %) manueHToB MPOJOIDKAIOT Jie-
yeHue pykcomuTuHuOOM. [lprumHamu mpekpaiie-
HUS TeparuH SBJSUINCE: TUIepOnInpyOnHemMus 3 CT.
y 1 maumeHTku, mporpeccupoBaHue 3a0oJeBaHUS
y 2 OONBbHBIX, CMEPTh BO BPEMS Tepanuu y 2 maiu-
eHToB. B 00mieit rpymnme y 4 manueHToB HACTYIUII
JeTanbHbI Ucxol: 1 ymep B pesynbrare mporpec-
cuM B OnacTHBIA Kpu3, 1| — B pe3ynabrare aHEeMHH
4 c1., | — BCleACTBUE KETYA0YHO-KUAILIEYHOTO KPO-
BoTeueHus (TpomboruTonieHus: 4 ¢t) u 1 BBIOBLIA
u3-nof HabmroneHus. Y 2 (4 %) manueHToB Mpou3o-
nuia 6nactHas Tpanchopmanus M®. OOmras roguy-
Has (92 %) n nByxnetHss (87 %) BBLKMBAEMOCTD CO-
orBeTcTBYeT AaHHBIM uccaeaoBanniit COMFORT-I
(98 9%/89 %) u COMFORT-II (90 %/85 %).

Bcepoccnsickas HaQy4YHO-MPAaKTHYecKass KOHpepeHyNsI C MEeXAYHAPOAHBIM yHaCTUEM
«AKTYAJIbHBIE BOINMPOCHI TEMATOJIOTU U TPAHCDPY3NOJIOTNN>»,

nocesuwjeHHasa 85-neruio Poccumckoro Hay4YyHo-nccneq08aresibCKoro

MHCTUTYTA reMaToJIOrMM U TPAHCPY3mnonorum

Cankr-MeTtepbypr
6-7 vitons 2017'r.

BeiBoabl. Ha ocHOBaHMM pe3ynbTaroB IpOBeE-
JIEHHOTO HAOJIONEHUS] MOXXHO PE3IOMUPOBATH, YTO
Pykcomutuan® HanbGosiee BBIpaKCHHBINU, OBICTPBII
u croiikuil 3¢h@deKkT oka3plBaeT HAa COKpalICHHE
pa3MepoB CENe3eHKH M YMEHBIICHHE CHUMIITOMOB
OMYXOJIEBOM HMHTOKCHKAIUu. Takke MOXHO clie-
JaTh BBIBOJM, YTO PYKCOJIUTHHHUO OKa3bIBaCT HeE-
0o0JbIlIOE BIMSHUE HA YPOBEHb aJUIEIbHOW Harpys-

ku JAK2V617F, a Takke remMoTpanc(y3nOHHYIO
3aBucuMocTh. OOmas BBDKMBAEMOCTh B HaIleH
rpymne 60nbHBIX M@, mosydaBImIuX pyKCOTUTHHUO
B paMKaX OOBIYHOM KJIMHUYECKOH MPAKTUKU CXOXKa
C pe3yJibTaTaMu KIMHUYECKUX ucciaenoBanuil. Ile-
PEHOCUMOCTD JICUEHUSI PYKCOTUTUHUOOM YIOBIET-
BOpHUTENbHAS y BCeX OOJNBHBIX, HAXOANUBLIMXCS MOA
HaOJIIOIEHUEM.
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