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>2,5%, nas CD56°CD16* knetox — Gonee 4%. Vcnoabays atu moporu
BBISIBJIEHO, YTO UCCJEAYEMYyI0 TPYINa MOXKHO PasfejuTb Ha 3 IPyIIbL
NK pucka. OB npu arom cocrasuna 82%, 66% u 45% (p=0,045, pucy-
Hok 1A), neransrocts 10%, 24% u 29% (p=0,10), a BeposTHOCTD OCTPOH
u xpoununeckoit PTTIX e ornnuanacs. Taxoke moarsepskaeHa runoresa,
4o Gosbuoe yncao uupkyaupyomux CD4*CD8* kietok nporHosupyor

Mpunoxenne 1

passutue xpouuueckoit PTIIX: 17% nporus 47% npu nopore orpesanus
B 0,08% (p=0,005, pucynox 1b).

3axrouenne. [loaTBepi/ieHa BO3SMOXKHOCTL UCIONB3OBAHUS CybIO-
nomyasuuit AMMQOUUTOB B KPOBH AOHOPA AJIS MPOTHO3UPOBAHUS MCXO-
nos. BoisiBienHble noporu Heo6X0AMMO NPOTECTUPOBATD B MHOTOLIEHTPO-
BOM IIPOCIIEKTUBHOM HCCJIE0BAHUU.

Moxkun 1. A., Koponesa O. M.

KJIMHWUYECKUI CIYYAY PASBUTHSI MUEJOAUCITIACTUYECKOIO CUHIPOMA 13 IOHOPCKIX KPOBETBOPHEIX KJIETOK
Y PEHUAIIMEHTA AJIZIOTEHHOI'O KOCTHOI'O MO3IrA

Prey «<HMULL rematonoruun» Munsgpasa Poccum

Beenenne. Bepostnocts passurus peumpusa nociae asno-TT'CK
y GombHbix ocTpbimMu Jeiikosamu cocrasaser 30-40%. ITpaxtuueckn
BO BCEX CJIy4YasX CyOCTPaTOM pPeLuAuBa sBJSIOTCS KJIETKU PELUNUeHTa,
OJIHAKO CYIIeCTBYeT peakuii beHOMeH, KOT/la PELUAMB BOZHUKAET U3 [0-
HOPCKMX CTBOJIOBBIX KJIETOK. BrepBble naHHOe siBieHMe ObLIO OMUCAHO
B 1971 rony u, no panubIM MUTEpaTypsl, cocrabiser meHee 2% penuaAnBoB
nocae TI'CK. Haubosnee yacto peuuans ns 10HOPCKUX KJIETOK POTEKAET
B BuAe octporo mueaoupsoro seitkosa (OMJI) n muenogucnaacruyecko-
ro cunapoma (MC).

Ilens paboTsr. [lemoHcTpanys KIMHUIECKOTO CIydas.

Marepuannt u meroppt. [lanmenrxa P. 1955 r.p. B noabpe 2017
rojia ycTaHOBJeH AuarHoa ocrporo numdobaactroro aeiikosa (OJLJI),
B-II Bapuant. Pemuccuss mocrurnyra nocsme 1 kypca MHIYKLUHMOHHON
xumuorepanuu. B nexabpe 2018 r. xoncraruposan penuaus. Oenorun
omyxoueBbix kjaetok coorsercrsoBas OJIJI, B-lI Bapuanrt, xumepnsie
rpanckpuntsl BCR/ABL p190, p210 ue obuapysxenst. B 35% sipep 1-2 no-
nosHUTENbHBIX curaanos or jgokyca rena PDGFRA/4ql2 (nonncomus
4? nynauxaums 4q12?). Beuto nposeaeno 3 kypea 6annatymymab + na-
satunub, rocrurnyra MPB-neratusnas pemuccus. 12.07.2019 r. soimoa-
nena anno-TT'CK or poacreennoro HLA-uaentuunoro 6para 1965 r.p.
Konaunuonuposanuue 8 pexxume Flu+Bus+ATI, ummynocynpeccusnas
Tepanus — LUKJIOCIOPUH A 1 MaJible 03Bl MeTOTpeKcara. [Iprkusienne
rpaHcrianTara Ha + 21 cytku. B pexabpe 2019 r. xoncratuposana xp-
PTIIX ¢ mopaskeHnem KOKM, CIMBUCTBIX POTOBOH IOJOCTH, MHUILEBO/A,
POrOBULbI, B TeYeHHUE IOAA NPOBOAMIACh TEPAIMs LMKJIOCIOPUHOM, MHU-
kogeHonaTom MogeTua, HOJLyYeH YaCTUUHbLIi OTBeT.

Peayabrarsr u o6cyxaenne. Yepes 3 ropa nocie anno-TT'CK snepsrie
BbISIBJIEHA U30TMPOBaHHas Tpomborronerus o 42x10%/1, uro Gbu10 pacte-
HEHO KaK [POSIBJIEHUsI FepIeCBUPYCHOM nH(ekuu (B GronTare KoXU peru-
xauua HHV6), nposopunacs tepanus sanranuukiosupom. Eiue yepes rog
nanuuronenus: Hb-103 r/n, L — 2,3x10%x1, Plt — 39x10°/1. Muenorpamma:
Gnactuble knetku— 2,4%, npusHaku aucmuesonossa B 3-x pocrkax (Gosee
10% wserok). Tpemano6uonrtar: mopdomormyeckas KapTHHA T'UTIOKJe-
TOYHOTO BAPMAHTA MHUEIOANCIUIACTYECKOrO cuHApoma. Llntorenernueckoe
uccnenosanue: B 100% meradas XY, no B 25% meradas kioHaabHbIE U3~
menenus — tpucomus xpomocombl 11 (47, XV +11). Monexynspuoe unc-
cneposanve: myraunii ASXLI, SF5BI, DNMT5A, JAK? wer. Ionrsepixaena
MPB-nerarusnas pemuccns OJ1JI, 100% nonopckoe kposersopenue. Takum
obpasom, ycranossen auarnos: MJIC ¢ myabrununeitnoit qucnnasuei, npo-
TEKAIOWMI C MUIOIIa3uel KpoBeTBopeHus: u Tpucomueit 11 ns monopcxux
KPOBETBOPHBIX KJETOK, mpomesxyTounsiii puck no IPSS-R. Tlpu obcine-
nosanuu poxopa (58 JeT) LUTOreHeTMYECKMX M MOJIEKYJSIPHBIX MyTalMii
He 6b110. [Taumentke nposeneno 4 kypca Tepannu asauUTUANHOM, OTMEYa-
€TCsl BOCCTAHOBJIEHME MoKasaresell nepudepruueckoil KpoBu.

3akmouenne. MexaHnsm pasBUTHS PELMANBA U3 IOHOPCKUX KJIETOK
710 KOHLIA He SICEH, ECTb MPEATIOJNO0XKEHHUE, YTO OJHOM U3 NPUUYHMH SBJSETCS
ksonanbHoe kposersopenue (KK) y nonopa. B nawem ciyuae npusnakos
KK y nonopa ue 6b110. BosmosxHo, naTosornieckre usMmeHeHusl, IPUBe/-
wue k passutuio MJIC npousownu nocse anno-TI'CK, moryr 6bith cBs-
3aHBl C HAPYLIEHUEM CTPOMAJIbHOIO MUKPOOKPYYKEHHMsI KOCTHOTO MO3Ia,
XPOHUYECKMM BOCIAJIeHUeM, C IPOBOANUMON paHee UMMYHOCYIIPECCHB-
HOW M IMTOCTATUYECKOU Teparuen.

Mowmot 1. A.', Mamaes A. H.2, Kyaunoe A. B.2, Momot A. IN.3, Heitmapk M. U
AITPOBAILIMS HOBOI'O METOJIA OITPEJAEJEHN A YPOBHS D-IUMEPA B INTIASME KPOBHU Y BOJIBHBIX C TSAXKEJIBIM TEUEHMEM COVID-19

'OrBOY BO «Antamckuii rocyfnapcTeerHbIn MeAnUMHCKMIA yHBepcuTeT, “Antarickuit dunnan PrbyY «HMUL rematonorums Munsapasa Poccuy,
3PIBY «HMUL, rematonormms Munsapasa Poccun

Beenenne. Ilanpemus, obycioBneHHass pacrpocTpaHeHHeM HOBOH
undexnuu SARS-CoV-2, nokasana ycunenue npodeccHoHaIbHOrO MH-
Tepeca k MapkepHOii poau D-gumepa B kadecTBe Mapkepa, OTPasKaloLIEro
He TOJIbKO HHTEHCHBHOCTb FeMOCTATUYECKUX U PUOPHHONTUTHYECKUX peak-
LU, HO U NMEIOLIEro IPOrHOCTUYECKOE 3HAUEHHE IIPU AaHHON MaTOJIOTUHY.
B T0 >ke Bpems ero OLEHKa 0 HACTOSIIErO BPEMEHN MaIOCTAHAAPTUSHPO-
BAHO, 4TO CBSI3AHO B TOM YMCJIE C 3aBUCMMOCTBIO T10JLyYa€MBIX Pe3yJIbTATOB
OT CTeNeH!U 3aBepIIEHHOCTH MPOTEONN3a CTabUIN3NPOBAHHOrO (PAKTOPOM
X1Ila ¢pubpuna nox AeficTBUeM NIa3MKUHA B COCYAUCTOM pycCJe.

Ienn paGorsl. 3ak/ouanach B CPAaBHEHUU Pe3yJIbTATOB ONpefese-
Hus ypoBHs D-1umepa B nuiasme KpoBU B TPaANLMOHHOM (KJ1aCCHYECKO)
1 HOBOH TOCTaHOBKe MPH 06CIe0BAHNM GOIBHBIX C TAXKENBIM TeUeHHEM
undexunn COVID-19.

Marepuanbt u meroant. Vccienosanu crabunnsuposantyio uurpa-
Tom HaTpus masmy kposu 90 marmentos ¢ Tsxenoit popmoit COVID-19,
HY KAQIOLMXCSl B PECIIMPATOPHOi MOAEPIKKe, B IEPBbIE CyTKHU FOCIUTA-
AM3auMu B OTAeleHMe peanumauuu u unrencusHoit tepanun (OPUT).
JletanbHocTs B TeueHue nepsbix 14 nueit npebbianus 8 OPUT cocrasu-
aa 50%. B xouTposnbHyo rpynmny Boman 78 NpakTHYeCKH 300POBBIX JII0-
neit. Konnvecrsennoe onpenenenne D-aumepa B nnasme kposu ocyiue-
CTBJIsLIM ¢ nomolbio Habopa pearentos «Auto Red D-dimer 700» (Helena
Bioscience, BenukoGpuranus) u koarynomerpa «Sysmex CA-1500»
(Sysmex Corporation, SInonus). @ubpunoaus i vilro cTUMyaMpPOBaIH

CTpenToknHasoit Bo Bpemsi npobomoarorosku. OueHka nposoguaach
O JIAHHBIM, HOJLyYeHHBIM IIPU UCCIE0BAHUM M1a3Mbl KPOBU KaK /10, TAK
U TOCJIe BBefleHU s B Hee 0603HAUEHHOTO BhILIE aKTUBaTOpa GUOpUHOIHU3A.

PeayabraTsl u 06cysaenne. YeraHosieHo, uto yposens D-aumepa (o
KJIACCHYECKOMY BAPUAHTY OIPE/e/IEeHNs) IPEBbIIIAI IPEeIbHOE €ro 3Ha-
genue (300 ur/min) y 61 naumenta us 90 (67,8%). Ilocae crumynsauun B nias-
me GUOPUHOIM3A CTPENTOKMHAZ0M UX YUCIO YBeanduaocs 1o 66 (73,3%).
Copneprxanne D-numepa npu daraabsHom ncxose Gbl BbILe 10 CPABHEHUIO
C JaHHBIMU B rpynne BbokuBLnx Ha 143,6% (npu knaccuueckom mertone;
p=0,235), a B ciy4asx nmpuMeHeHHs HOBOTO MOAXOAA C MCIOJIb30BAHHMEM
crpenroxunassl — Ha 181,2% (p=0,026). B xaxmom narom ciaydae c se-
TaJIbHBIM MCXOJOM KOHLEeHTpauusi D-gumepa npu UCIONB30OBAHUU CTPEI-
TOKMHAa3bl yBEIMUMBAACH DOJIee YeM B [iBa Pa3a OT UCXO[HOTO MOKA3aTess
(OJLy 4€HHOTO 0 KJIACCMYEeCKOMY BADUAHTY UCCJIEA0OBAHUS).

3akaouenne. PaspaboraHHBIi METOAMYECKUI MOAXOA IS KOJIU-
4eCTBEHHOro onpeaeieHus D-pumepa, NpeaycMaTpUBAIOLIUI HCHOJNb-
30BaHMe CTPENTOKMHA3bI, O3BOJSIET AOCTUYL OoJiee 0OBEKTUBHbBIE AaH-
HBIE O COAEP’KAHUS HEOAHTMIEHOB B IJIadMe KPOBH, aCCOLMMPOBAHHBIX
¢ D-numepom. IlpeacraBnenHble pesynbTaTbl ONpeAeJsOT BepPOSTHBILI
BEKTOp, HAIlpaBJEeHHbII HA CTAHAAPTU3ALMIO TAKOTO POJA UCC/Ie0BaAHUM
B KJIMHMYECKOH NIPAKTHUKE, B TOM YMCJI€ IPU yTOYHEHN U TAKTUKHU JIeUeHU S
Goabubix ¢ undexnueit COVID-19, nanpasnennoit na 6osee 6aaronpu-
ATHOE TeyeHUe 3a00JIeBaHUSL.
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Momot A.T.!, Baosun B. M.2, LLlaxmaTos M. U.2

V3YYEHUE MEXAHM3MOB JIOKAJIbHOI'O TEMOCTATUYECKOTO AEVCTBUS ®UBPIH-MOHOMEPA ITPM ET'O CUCTEMHOM
BBEJIEHVU B YCJIOBUAX ITOBPEXXJAEHNS TKAHU ITIEYEHN B OKCIIEPUMEHTE

'OreY «(HMUWL rematonoruns Munsapasa Poccuu, 2OIEOY BO «Antaiickuit rocynapCTBEHHbIN MEAULIMHCKIA yHIUBEPCHUTET>

Bsenenue. Panee, B MogebHbIX 9KCIEpUMEHTAX «IN VIVO» HAMM OBLIO
ycraHnoBseHo Haanuue y pubpun-monomepa (OM), BBogumoro cucremuo
B MaJBIX [03aX, JIOKQJbHOTO F€MOCTATHYECKOTO AEHCTBUS IIPU AO3UPO-
BaHHOM MOBPEXX/EHUM NAPEHXMMATO3HbIX OpraHos. B To jxe Bpems ocra-
I0TCSl BOIIPOCHI, CBSI3aHHbIE C PACCMOTPEHHMEM BO3MOXKHBIX MEXaHU3MOB
HeicTBU A 3TOro npoussoaHoro pubpunoreHa.

Hean paGorsr. Ouennts adpdexrst OM npu ero BBenenun na Qoue
aHTUTPOMOOLUTAPHOH Tepanuu NocJe A03MPOBAHHON TPABMbI TIEYEHHU.

Marepuasnbt u meroasl. Ha monenu rpaBmbl nedenu y KpoJmKos nocJe
YTHETEeHUs! arperaliMoHHol yHKLMY TPOMOOLUTOB aLeTHICaIULUI0BO
KHUCJIOTOH B COYETAHUM C KJIOMUAOTPEJNOM OLEHUBAIM BJIUSHUE NPEBa-
puteabHoro (3a 1 u no Tpasmer) BBenenuss @M B nose 0,25 mr/kr B cpas-
Henuu ¢ npumeHeHuem rtpanexkcamosoit kuciaorsl (TK). Yunrsisanuce
MOKa3aTeJ KOaryJorpamMmbl, AaHHble KaJuOpoBaHHOI Tpomborpaduu
u rpomboanacromerpun. [IpoBoauancs rucTonornyecKue UCCAeL0BAHUS,
B T.4. C OKpackoii Ha GpubpuH.

Peayabrarst u obcyxpaenune. Vnannuposannas koarymonatusi se-
pudunuposanacs no ¢akry cumxenus AJlM-arperaunu TpombounTos
B 4,6 pasa (p=0,001) B rpynne naauebo, B 3,0 pasa (p<0,00001) B rpyn-
ne ¢ TK n 8 16,6 pasa (p=0,001) 8 rpynne ¢ ®M. Ycranosaeno, uro M
B cpaBHenuM c¢ nianebo npu B/B BBemenuu 3a 1 4 no TpaBmMbl criocoben
npodUIaKTUPOBaTh BOZHUKHOBEHME TSIXKeJI0e KPOBOTEUEeHUe, CBSI3aH-
Hoe c TpaBMOil Ha ¢oHe npuema aHTUArperaHToB. Tak, 06beM KpoBoroO-
Tepu B CpaBHEHUM C Tpymnmoii mianebo nocae seenenus ®M cumxancs

B 6,7 pasa (p=0,00002), a npu ucnonvsosanuun TK — B 2,5 (p=0,005).
Iemocraruueckue adpdextor TK peanusosbisanucs na done cmeuenus
reMOCTaTHYeCKOro PaBHOBECHUSI B CTOPOHY ycuieHust pubpuHoobpasosa-
HMS, O YeM CBU/ETEJIbCTBOBANO yBennueHue yposHa D-aumepa B mias-
me kposu B 3,3 (p=0,010) pasa. [lpumenenue @M ne conpososkaanocn
CKOJIbKO-HUOY/Ib 3HAUMMBIMM MU3MEHEHUIMU 10 cofepxanuio D-gumepa
npu Tpomboanacromerpun. Kpome roro, @M He BhisbiBas ycunenue re-
Hepauuu Tpombunananubimu. [emocrarnueckuii adpdexr TK obecneun-
BaJICSl HA PAaHEBO IOBEPXHOCTH 3a CYET YBeIMYeH sl TOJILMHbI KAK TPOM-
60THUeCKUX OCJOXHEHUH, Tak U camux Huteil ¢pubpuna (B cpaBHeHUM
¢ rpynnoit manebo: B 2,9 pasa, p<0,001 u B 1,7 pasa, p=0,001, coorser-
creenno). [Ipu ucnonbsosanun MM mopdomnoruyeckn B 30He TPaBMBI
onpeneneH MaKCHMAJIbHbIA MPUPOCT TOJLIMHBI TPOMOOTHUECKUX MACC
u HuTeit GUOPHHA O CPABHEHUIO C AAHHBIMU 10 APYTUM FPyTHaM *HUBOT-
ubix. B rpynne ¢ ®M konudecTBo TPOMOOLUTOB B MasKax, MOJLyYeHHBIX
13 paHeBoi KPOBH, CHMKaJ0Ch Ha 17,2% B cpaBHEHUM C BEHO3HOI KPOBBIO
(p<0,021), rorpa xax B rpynne c TK, naunsiit noxasaresns He namenuics.

3axmrouenne. [lokasano, uro MM cnocobersyer nepepacnpenesne-
HMIO TPOMOOLIUTOB Me/y CUCTEMHBIM KPOBOTOKOM, HPUPAHEBBIMH CO-
CY/laMU M paHeBOH KPOBbIO, NIPEATNOJIATaeTCs HAJUYUe PeLenTOPHO-O0MO-
CpenoBaHHOro mpuBJedeHus tTpomborutos 3a cuer M B mpupanessix
cocynax. Taxum obpazom, DM mosxxer paccmaTpuBaThCA Kak MOTEHLHU-
anbHoe GesonacHoe U 3 deKTUBHOE TeMOCTATUYECKOE CPEACTBO CHUCTEM-
HOI'O AEeUCTBUS.

Moop IO. B.
NUMMYHOTEHETUYECKWE OCOBEHHOCTU JOHOPOB HOBOCHBMPCKOI OBJACTH

[BY3 HCO Hosocubupckuit KIMHUYECKUM LEHTP KpOBM

Beenenne. Peructp noreHumaabHeIX ZOHOPOB KOCTHOrO MOSra W re-
momnoatuueckux creososbix kaerok (KM u 'CK) 'BY3 HCO HKIK
cospan B 2016 r. xax sokanbubii peructp, B 2022 r. Bomen B cocras
Depepanbhoro perucrpa gonopos KM u I'CK. Ochosy HoBOCHGUpPCKOrO
perucTpa CoCTaBUJIU peryasipHble 6e3B03Me3aHbIe IOHOPBI, A0GPOBOIBLHO
BCTYNUBIIME B PECUCTpP, UMelolMe OoJiee TPeX JOHALMH B TeueHUe Mo-
CJIEAHUX ABYX JIET, He MMEIOIUX MEAULNHCKUX IPOTUBOIOKA3aHUH K 10~
nopersy I'CK, B Bospacte 26—45 n1et, npenmyiuecTBEHHO My>KCKOTO MOJIA.

Iens paborer. VMayunts npoduns u ocobennocT pacnpeneneHus
HLA-renos y nonopos Hosocubupckoii obnacru.

Marepuansr u meropbt. IlpoBemen anamus pesyasraros HLA-
tunupoBanus 2237 nOHOPOB, MOANMCABIINX COMJIAIIEHNE HA BCTYIIJIEHUE
B peructp. Tunuposanue oCyIecTBASIOCH CTAHAAPTHBIMU METOAMKAMU
B Hu3KoM paspemenun. 1506 nonopam Tunuposanue nposeaeHo no 4 jo-
xycam (HLA-A, -B, -C, -DRBI), 731 ponopam — no 5 noxycam (HLA-A,
-B, -C, -DRB], -DQBI).

Peayabrater u o6cysxaenne. Ha 01.01.2023 r. B peructp HKIIK
Berynuau 2237 poHopos, us xoropeix my»xkund — 74,21% (1660 geno-
Bek), sxeHmuH — 25,79% (677 wenosex). Mennana Bospacra moHO-
pos — 30,5 ropa. Jdonopckuii kontunrent Hosocubupckoro perucrpa
XapaKTepUayeTcss HeOLHOPOAHOCThI0 pacnpenenenns HLA-anneneii:
OIpefeseHbl ajJlesbHble IPyIIbl, XapaKTEePU3YIOLUECS MaKCHMAaJsb-
HBIMM U MMHUMAJbHBIMU 4YacTOTaMu Bcrpedaemoctu. Haubosbueii
9aCTOTON BCTPEYAEMOCTH XAPAKTEPUBYIOTCS AJIIe/IbHbIE BAPUAHTHL JIO-
kyca HLA-A, rakue kaxk HLA-A*02, *03, *01, ¢ wacToroii BoIsIBIEHUS
49,9%, 25,7%, 22,5% coorBercTBeHHO; HamboJsiee pacnpoCTPaHEHHBI-
mu annensHsimu Bapuantamu jokyca HLA-B seasancs HLA-B*07,
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#35, ¢ wacroroii Beiasaenus 23,5%, 20,0%, coorsercrBenno. B nokyce
HLA-C naubonee pacnpocrpanennsimu ssasaucs HLA-C *07, *04,
c uacroroii soiaaenus 48,1%, 24,6%, coorsercrsenno. Cpenu annenn-
ubix BapuanTos gokyca HLA-DRBI ¢ onunakosoit uactoroii BeiaBieHns
scrpeuanucs Bapuantst HLA-DRBI1#07 (27,0%), *01 (26,3%). B nokyce
HLA-DQBI sbisiBaeno 5 annenbHbIx BApMaHTOB Ges JOCTOBEPHOI pas-
HUILBI TI0 PAaCIpefie/eHNI0. BhIsBIEHbI U pefiKMe BAPUAHTHI aJIJIETbHBIX
rpynn HLA, rakue xax HLA-A*43, -A*74, HLA-B*42, -B*67, yacrora
BBISIBJIEHUS] KOTOPbIX y HOBOCUOUPCKOI MOMyJISIMU AOHOPOB COCTABUIA
menee 1,0%. ITpu stom obpawmaer Ha ce6Gst BHumMaHue Gosbluas pacrnpo-
CTPaHEHHOCTb y HOBOCMOMPCKUX AOHOPOB HEKOTOPBIX AJIJ€JbHBIX Ba-
PHAHTOB T€HOB, XapaKTEPUBYIOUIMXCS HU3KOM 9aCTOTON BCTPEYaeMOCTH
B IPYTHX JIOKAJIbHBIX perucrpax. Tak, Hanpumep A*69 BoisiBiieH y 7 1o-
Hopos, B¥561 — y 171 nonopa, B¥48 — y 17 nonopos, HLA-B*58 — y 41,
TaKske y HOBOCMOUPCKUX JOHOPOB GoJlee LMPOKO MPEACTABIEHBI aljle-
JM KpaiiHe pefKHe s APYTHUX JOKAJbHBIX PECMCTPOB HALIEH CTPaHbI,
K KoTopbiM otHocarcsa B*51, B*568, wacrora BeTpewaemocTtn koTophIx
B Hacrosimem wucciaegoBanuu coctasuiaa 9% um 2,1% coorBercTBEeHHO.
3HaYMMBIX OTIMYUI 110 YaCTOTE BCTPEYaeMOCTH aJIeIbHBIX BAPUAHTOB
aoxyca HLA-C u HLA-DRBI ¢ apyrumu noxkansusimu perncrpamu PO
B HACTOSILEM MCCJIEL0BAHUN HE MOJLy Y€HO.

3axiouenne. Pacnpenesenne reHHBIX 4acTOT aJUlEJBHBIX TPyILI
usyuenHbix gokycos HLA y noHopoB HoBocubupckoro perucrpa B 1esom
cooTBeTcTByeT poduIo oHOPOB, mposkusaomux B PO u Espone, u Ho-
BOCMOGMPCKUE TOHOPHI He OTIMYAITCS 6OJMBIIMM pasHoobpasuem rpymnn
HLA-anneneii, onHako BbisBJeHbl XapaKTepHble 0COGEHHOCTH peruoHa
B paCIpe/ieleHMH YaCTOThI BCTPEYaeMOCTH ajlieabHbIx Bapuantos HLA.





Mpunoxenne 1

Moop IO. B., Kasakoea W. .
AHAJIN3 CTPYKTYPBI AKTUBUPOBAHHBIX IOHOPOB I'CK

MBY3 HC «Hosocnbupckuii KnMHUYecKkuit LEHTP KPOBH»

Beepenne. Ha 6aze I'BY3 HCO HKLK ¢ 2016 r. dpyukuuonupyer
nokanbubrit peructp gonopos KM u I'CK, xoropsriit BxonuT B coctas de-
nepaJbhoro peructpa (no 2023 r. Bxogua B crpyxtypy BMDS).

Iens paGorsr. IlpoBectu anaamus cTpyKTypbl aKTMBUPOBAHHbBIX [O-
HOPOB, BCTYNUBIIMX B HoBocubupckuii peructp KM u I'CK.

Marepuannb u meroabt. [lanusie nndopmanuonnoit cuctems: BMDS,
PpeayJIbTaThl TAMPOBAaHUS U 00CIe0BaAHN S JOHOPOB.

Pesyabrarst u oﬁcymaenne. 3a nepuog ¢ 2017-2023 rr. na npea-
BApPUTENbHYI0 AKTUBALMIO HOBOCHMOMPCKUX [OHOPOB OT TPAaHCILIAHTA-
uuonnbix uentpos (TLL) noctynuno 66 sassox (2,95% ot Beex poHopoB
perucrpa, na 01.01.2023 r. — 2237 4en.), ux KoTOpbIX BbIIOJHEHBI 58
3aaBoOK, 4To coctaBuio 38% orT Bcex mpeaBapuTEbHBIX 3asIBOK (LOHOPBI
HOATBEPANIN COMIACHE HA AOHALMIO, CAaMU obpasel] KpoBU AJIsl IOBTOP-
HOTO THUIIMPOBAHMS), OKA3aJUCh HeBBIMOTHeHHBIMM — 8 3asBox (12%).
IlprunHBl HEMCIIOJNHEHUST 3aSBOK: IOJIOXKUTEJBHBIE PE3yJNbTATHl CKPH-
HMHTa Ha IeMOTPAHCMHMCCHBHBIE MHpeKLIMM — 2; mepeess B ApPyroii
pernon — 3; aGCOIOTHDBIE TPOTUBONOKA3AHUS K AOHOPCTBY — 2; OT3BIB
cornaumenus (npexpaiienue obpabOTKM MEPCOHATBHBIX AAHHBIX) — 1.
Bce monopsl mckiodenst us perncrpa. [lns npensapurensHo akTHBH-
poBaHHbIX poHOpoB (2=58) npoBemeH aHaJaM3 YaCTOTHI BCTPEYAEMOCTU
(eHOTUIIOB OHOPOB, OLEHKA KOINYECTBA MOJHOCTBIO COBMECTUMBIX [0-
HOPOB, IIPH NPEABAPUTENILHOM IIOUCKE B APYTUX JOKAJIBbHBIX PETMCTPAX,
sxoagamux B cocta BMDS. Yucsno noaHocTso coBMeCTMBIX JOHOPOB,
nopGupaeMbIx npu npejasapureasHom noucke B BMDS nas scex npep-
BapUTEJIbHO AKTUBUPOBAHHBIX IOHOPOB, cocTaBmwio ot 1 no 165, cpennee
snavenue — 14,06, menuana — 4, moga — 2; 17151 OKOHYATEIBHO AKTUBUPO-
BaHHbIX 10HOPOB (12=9) cocrasasmno or 1 no 50, cpeanee snauenne — 10,77,

mepnana — 3. Yucso nonopos, umeromux 1 pacxoskaenue no renam HLA
(mismatch) nns Bcex npeaBapuTenbHO AKTUBUPOBAHHBIX OHOPOB (12=58)
cocrasuiao ot 4 o 793, cpennee snavenne — 111,06, mepnana — 63,5,
moaa — 28; fu1s OKOHUYATENbHO AKTUBUPOBAHHBIX JOHOPOB (12=9) cocras-
asuno or 17 po 403, cpenuee snauenne — 87,66, meqnana — 29. Taxoxe
IPOBe/leH aHAIN3 CTPYKTYPbl PEABAPUTENBHO AKTHBUPOBAHHBIX [OHO-
pos (7=58): ua 19 nonnocreio cosmecrumbix ponopos (10/10), ronauuro
soinoanuan 9 ponopos (15,62%), 10 nonopos orksonenst TL no npuun-
He-Hal/leH APYTroi COBMECTUMBLH (a/1bTepPHATUBHBIN) JOHOP; BPEMEHHbIE
MeAMLMHCKHE OTBOABL ycTaHoBIeHb! st 6 monopos (10,3%); B 18 cayqasx
BBISIBJIEHO PACXOJK/EHHUE IIOCJ€E TUIMPOBAHUS B BBICOKOM PaspeLIeHHH,
U3 KOTOPBIX aJllesibHasi HECOBMECTUMOCTb — / ciyuaes, mismatch —
11 cayuaes (Bce ciyuam-pacxoxaenue B rerax HLA-DQBI (8/10,9/10)
c peaybraramu tunuposanus no 4 renam HLA-A,-B,-C,-DRBI), T.e. go-
cToBepHO 3Hauumoe kosnmdectso goHopos 11 us 18 (p<0,01) umeno pac-
xoxxenue ¢ nauuertamu no renam HLA-DQBI, necmorps Ha nonnyro
UAEHTUYIHOCTH 10 octandbHbiM HLA-renam.

3axiarouenne. [lpencraBieHHble faHHBIE AEMOHCTPUPYIOT, YTO HO-
BOCHOUpCKHUe MOHOPH B (pefilepabHOM perucTpe SBJASIOTCS HOCHTEJSI-
MM Kak KpaiiHe peakux (DeHOTMIIOB, BCTPEUAIOLMXCS B €JUHCTBEHHOM
WM eJMHUYHBIX OK3eMIUIAPAaX, TAK M PACIPOCTPAHEHHBIX, YaCTO BCTPE-
watonmuxcst B Poccuiickoit Mepeparym, denorumnos. [lpu axtusanuu go-
HOPOB TPAHCIJIAHTALMOHHbBIE LEHTPbHl yYUTHIBAIOT JOTUCTUKY RAOCTABKU
TPaHCIIAHTATA, NPEANOYNTAs AKTUBUPOBATH AOHOPOB, NPOXKMBAIOLIMX
MaKCHMMaJbHO BJM3KO K TPAHCIUIAHTALMOHHOMY LIEHTPY WJIM ajibTepHa-
TUBHBIX. [IpU BKJIIOYEHMU B PErUCTpP, AOHOPOB HEOOXOAMMO TUIUPOBATDH
no ognHakoBomy Konnvectsy HLA-reHosB ¢ nanuentamu.

Motun tO. ', Mamaes A. H.!, Koweep WU. B.!, Motnra H. B.2, Pypakoea . M.

MOP®OJOTNMYECKA A XAPAKTEPUCTUKA IIVIOTHBIX T'PAHYJI TPOMBOLMTOB Y ITAIITUEHTOB
C MUKPOIIMPKYJISTOPHOM KPOBOTOUKMBOCTBIO

'KBY3 «Kpaesas knuHnueckas Gonbruuas, “OIEOY BO «AnTtaickuit rocynapcTserHsii MeauUmMHCKni yHsepcuteT MunnctepcTea agpasooxparetis Poceuiickoit Peaepatim

Beepenne. OnHuM M3 KOMIOHEHTOB IpaHyJoMepa TPOMOOLUTOB SIB-
JISIIOTCSI IVIOTHBIE TPAHYJIBL, TIOJLy YMBIIME CBOE HABBAHME B IIEPBYIO OUEPEb
13-3a BBICOKOTO CO/IEP’KaHUSI B HUX MOHOB Kanbius u docdopa, obecrneunsa-
IOLLMX BBICOKYO 3JIEKTPOHHYIO IIOTHOCTD. TaK)ke OHU COAEpPIKaT MHOXKECTBO
APYTMX HU3KOMOJEKYJSAPHBIX coefuHeHuil (apenosunpudocdar, ageHos-
untpudocdar, ceporonun, noandocdarsr), UTPAIOLMX PEryNSTOPHYIO POIb
B peakuusX BHICBOOOXK AeHM s TPpY akTUBaLuu Tpombountos. Henocratounoe
CofiepykaHue IUIOTHBIX TpaHysl, UX MOP(OQPYHKIMOHAIBHYI HEMOIHO-
LIEHHOCTb B HACTOSILEe BpeMs HABBIBAIOT Ae(PULUTOM IJIOTHBIX T'PaHyl
(A1), xoTopblii NPOSIBISETCS KPOBOTOUMBOCTBIO MUKPOLMPKYJISITOPHOTO
THMMA, CXOAHOH C KJIMHMYECKUMU NposiBieHusmu Gonesnu BunneGpanpa.
Onpenenenre KOMMYECTBA IVIOTHBIX IPAHYJl UIPAET CYLIECTBEHHYIO POJIb
B yCTaHOBJIEHMHU HapyleHusi Py HKINKM TPOMOOLMTOB, IOCKOBKY BEPOSITHO
10 30% nanuenTos ¢ nedUIMTOM My/a XPAHEHUS] MOTYT UMETh HOPMAJbHbIE
NOKa3aTe/v arperainy TpoMGoLnToB U BbicBoboskxeHns ATO.

Ieas paGorbr. Onpegenuts mopdosornueckue 0coOEHHOCTH MIOT-
HBIX TPaHyJI TpomboruTos y nanuenros ¢ JIIIT.

Marepuansr u meropbl. [lnsa peanusanuu ueau MCCIeOBaHUS
[POBOAMIIM uccienoBanue Goraroii
rpombouuramu nnasmsl no meropuke J. White y 10 nanuenros ¢ peuu-
AMBHUPYIOIMMHU remopparusimu pasanguoit sokanmmusaunu (ISTH BAT:
Me=5,8; Q25=4; Q75:8). HHOTHBIMVI Fpa,HyflaMl/[ CYUTAJN TUIIHUYHbIC
5JIeKTPOHHOIMJIOTHbIe 06pasoBaHus OKpyrioil (pOPMBIL, a TaKKe € «XBO-
CTAMM» WJIM «B BUJIE€ KOLIEJbKa» KOTOpPbIE GOJBIIMHCTBO JabopaTopuit

NASCOLA pacuenusator kak maorabie X-rpanynsr (Hayward C.P.

9JIEKTPOHHO-MUKPOCKOIINYECKOE

u ap., 2012). OnexrponHomnoTHBIE OOpasoBaHUs CpejHell M HUSKOI
BJIEKTPOHHOI IJIOTHOCTH, HeGONBIMX pasMepOB MM B BUJE <LENO-
YeK» He UHTEPHPETHPOBAJINCH KAK MJIOTHble X-rpaHy/bl U UCKJII0OYATUCH
us nopcuera. Mopdomerpuueckue uccnenoBaHus NpOBOANUIN C UCTIONb-
soBanueM nporpammuoil obonouku ITEM muxpockona Libra 120 (Carl
Zeiss, Germany). PesynbraTsl paboTsl npeacTtasiensl B Bufe sHaueHUi X
(cpennsist apudmernueckasn) + SD (cranpaprHoe OTKIOHEHUE).

Peayanbrarsl u obcyxaenune. Ilpu uccnenosanun B npoceeunsaro-
IleM 3JIEKTPOHHOM MUKPOCKOIIE IJIOTHBIE [PAHYJIbl UMEJIH BUL OKPYTJIBLX,
OBAaJIBHBIX WJIM OTPOCTYATBHIX CTPYKTYP BBICOKOH BJEKTPOHHOM IJIOTHO-
CTH C paBHOMEPHBIM KOHTPAaCTHPOBAHMEM, PACIOJArajlnch 0 BCe M10-
waau rpombouuros. CpefHee KOJIMUYECTBO MIOTHBIX FPAHYJl COCTABIISIO
4,09+0,82, uto B coorsercTBum c gannsimu J.G. Brunet u gp. (2018) co-
OTBETCTBOBaJO yMmepeHHOMY Aepunnty myna xpanenns. Cpeay naoTHbIx
rpaHys npeobsafanu obpasoBaHUs OKpyrJoil (OPMBI, UX KONHUYECTBO
cocraasio 87,3+3,5%, rpanysbl MMenn 3HAYUTENbHYIO BAPUATUBHOCTD
paamepoB, pacroaaranuck anddysHo mo Beeil MIOWAAN TpaHyIOMepa.
OrpocruaTble rpaHyJibl U FPaHyJIbl B «<BUAE KOLIEJIbKa» BCTPEYa uch 3Ha-
unrenbHo pesxke — 8,4:2,4% u 4,3+2,3% cooTBeTcTBEHHO M pacroJsara-
JIMCh IPEUMYIECTBEHHO B epudepUIecKUX yUacTKaX rpaHyJiomepa.

3axarouenne. [Ipu 1" nabarofaercs cHUXKeHME KOJMYECTBA IJIOT-
HBIX IPaHyJ C MpeobJaiaHuem B UX CTPYKTYPe IPaHy. OKpyTJIoi Gpopmbl;
Apyrve BApMaHTbl (OTPOCTYATbIE M TPAHYJIBI B «BU/E KOLIEJIbKA») COCTAB-
JISLIOT MEHBLLYIO 4acTb I1yJida XPAaHEHUS M 3aHUMAIOT [PErMyLeCTBEHHO
nepudepuuecKre 30HBI TPAHyJIOMEpPa.
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Peayabrars: u o6cysxaenne. [lanuent B., 40 ner noctynua B otnene-
nue remarosoruu Knuauxk GI'BOY BO CamI'MY M3 PO ¢ xanobamu
Ha 0buLyio cnaboCTb, OABILIKY, TSKECTh B PPYAU U 4yBCTBO cepAuebue-
nus. B anamuese: 8 2009 r. — TOJIA, Tpom603 BeH HUMKHUX KOHEYHO-
creit. [lanuenT 6611 10OGCEIOBAH, BBISIBIIEHBI TeHETUYECKHE MY TALLUU Te-
mocrasa (MTHFR — rereposurora, PAI-1 — rereposurora) u Beicoxuit
ypoBens romouucrenna. [Ipunuman sappapun (uenessie snasennss MHO
OBLIN OCTUTHY ThL), (l:)OIII/IEBy}O kucsory (5—10 mr/cyT.), BuTamuub rpy st
B. B cBs3u ¢ penuaANBUPYIONIMMYU KMIIEYHBIMU KPOBOTeYeHUssMU Bapda-
puH 3ameneH Ha puBapokcaban 20 mr/cyT. B 2014 r. — mesenTepuanbublii
TPomMb03 ¢ peseKLMell YACTU TOHKOI KMIIKU. YXy/lIeHne CAMOYYBCTBUS
c utonst 2023 r., Korza NOSIBUIKMCH BbILIEONUCAHHBIE KaJ00bl. YPOBEHb ro-
moumcrenHa cocrasua 182,9 mxmoan/n, auarnocruposan tpombos BI1B
npasoii HukHell koHeunoctu. Hasnauen pusapokcaban 15 mr 2 pasa
B cyT. l'ocnuranusuposan B oTnenenue remaronoruu B asrycre 2023 r.
[Naunuent orpunaer xypenue, npuem anxorons. Ilpu aycxkynpranum —
ocnabieHHOe BE3UKYISAPHOE AbIXaHUe, 3auKCHpoBaHa ofblKa. B Guo-
XMMUIeCKOM aHaIu3e KpoBu: yposenb romouucrenta 194 mxmons/n. KT-
anruorpadus serounoit aprepun: TOJIA menxux HUKHEROIEBBIX BeTBel
cneBa. OxoKI': cucronnueckoe nasnenue B serounoit aprepun — 37 mm
pr. cr. @B JIXK no Cumncony — 568%. Ilpun Y3II' cocynos: Heoxkio-

aupyoWKil Tpomb03 nopranbhoii Benst. [Ipusnaku I[ITOB cenesenounoii

Benbl. [Ipusnaxu nopranvuoit runeprensuu; [ITOB rny6okux sen snesoit
HVDKHE KOHEYHOCTH B CTafANM YaCTUYHON peKaHAIN3aLUHY, SBJIEHIS NH-
TEpPCTULMAIBHOIO OTEeKA Ha YPOBHe rosieHu ciesa. IlocTaBieH auarHos:
Myansrudakropuansnas rpombodunus renernueckas (MTHFR — re-
teposurora, PAl — rereposurora) remarorenHast (rMnepromonucTen-
nemus). Cocrosinue nocne nepenecennoit TOJIA, Tpombosa Ben JeBoit
nwxkHeir koneunoctn (2009 r.). CocrosiHue mocse mMeseHTEpPHAJBHOTO
Tpombo3a ¢ pesekiuueii yactu Tonkoit kumku (2014 r.). Tpom6os BIIB
npasoit HrxkHed koneunoctn ot 05.07.2023. TOJIA menkux Berseit ciue-
Ba 07.08.2023. 60 6annos no PESI. Jlerounas runeprensus. [Togoctpoe
nerounoe cepaue. JJHO. ITauunenty nasnauen: gaburarpan 150 mr 2 pasa
B cyT., anruoBut 5 mr 2 pasa B cyT., muasmadepes. Hecmorps na mpo-
BOAMMYIO TEPAIMIO, COCTOSHME MAaLMEHTa HNPOIPECCHMBHO YXYALIAJ0Ch.
Hcxopom rocnurannsanyuu ssBUIach CMEPTDb HALMEHTA.

3akouenne. [laHHbI KIMHMYeCKMH ciyudail MHTepeceH MHOrO-
obpasuem KJIMHUYECKMX MPOSIBJIEHMIl TMIEProMOLUCTEMHEMUU WU €&
OCJIOKHEHWIl B BUJE MOBPEXKAEHMS >XUZHEHHO-BA)KHBIX OPTaHOB M OT-
HOCHTEJIBHO Y/OBJIETBOPUTE/ILHBIM COCTOSHMEM MAaLMEHTa Ha HPOTSIIKe-
HUM AJUTENHLHOrO BpeMeHW. Takum obpasom, rUnepromonucTenHeMus
TpebyeT HesameIUTENbHON AMATHOCTUKM AJsi CBOEBPEMEHHOrO HayaJja
a/leKBaTHO Tepanuu U NpoQUIAKTUKY FeMOAMHAMUYECKUX U OPTaHHBIX
OCJIOXKHEHU.

Hesepposa O. E.', BapanHukoea J1. B!, Benosepckas I. I.', Momor A. .2, Ka6ak B. A, lloreunoea O. C.!, Kanenoea A. B,
lony6es E. M.!, Pocca A. A

OLIEHKA BJISTHAS CTPYKTYPHO-®YHKIIMOHAJIBHBIX CBOVICTB JIOKAJIBHBIX IIOKPHITHN HA MX TEMOCTATUYECKHUE CBOVICTBA

'DreY «HMULL rematonorum> Munappasa Poccun, ?Antarickuii dunnan PreY «HMUL rematonorums Munaapasa Poccum

Beenenme. MaccuBnble mocTrpaBMaTH4ecKue KpPOBOTEYEHMS SIB-
asoTcs HamboJsiee 4acTOW NMPUYMHON CMepTH Ha mose ©6os M BTOpPOIi
[0 3HAYMMOCTH NPUYMHON CMEPTH OT JOrOCHMTAJIbHOM TPaBMBI CpeAU
rpa’kiaHCKOro HacejeHus. [lepcnexTHBHBIMM AJISL MCCIEAOBAHUS U IIO-
CJIEAYIOLIEr0 BHEAPEHUSI B IPOMSBOLCTBO SIBJSIIOTCS TEMOCTATUYECKHE
MOJMMepHBIe TIOKPHITUS B pOpMe TYOKM U MIEHKH.

Iens paGoTsr. Onenxa BAMAHUS PA3IMYHBIX KOHIEHTPALMIA PACTBO-
pUTENISl U FeMOCTATUYECKU aKTUBHBIX J00aBOK HA FeMOCTATUYECKYIO aK-
TUBHOCTb U (PUBMKO-XMMHUYECKUE CBOMCTBA NMOKpPbITHiI B (opme rybxu
Y IJIEHKU HA OCHOBE XMTO3aHa.

Marepuasnbt u metoapt. i1 13roToBIEHUS MCCIEAYEMbIX TOKPBITHI
ncnonbaoBaauncs pactsopsl xurosdana (X) ¢ maccosoit goseit 1,0%, B xa-
4ectBe pacrsopurens npumensan 0,6% u 3,0% yxcycnyo xucnory (Vk),
namepennl pH u BaskocTs pactsopos. Ha ocHoBanumu nanubix pactsopos
GBI M3rOTOBJIEHBI BKCTEPUMEHTAbHblE 0Opasibl MOKPLITHI B dopme
rybky M NIEHKU C BBeJileHHEM B UX COCTaB FeMOCTATUYECKU aKTHUBHBIX
nobasok. s nokpeituii B popme rybku MsydeHa ONTHYECKAs MUKPO-
cxonus. 3HaueHUsi PUBNKO-XMMHUYECKUX MAPAMETPOM ONpeAesIu Mo-
CTpOEHMEM KMHETHYECKUX KPUBBIX Bogonoriowmenus. ['emocratnueckyo
axktusHocTb (I'A) Bcex mokpbITHI OmpefessIn IOCPeACTBOM U3MEPEHUS
BpeMeHM OCTAHOBKM KPOBOTEYeHUS U 00bEMa KPOBOIIOTEPH.

Peaynbrars: u 06cysxaenne. DKCIIEPUMEHTSI (/2 ¥£00 TIOKA3AJIH, UTO BCE
noxpeirus obsnapator ['A. [Tokasano BinsHue usMeHeHUH KOHLEHTPALUT
TpPOMOMHA U PACTBOPUTEJNsl B COCTABE MOKPbITHil B (popme ryOku Ha ux
cTpyKTypHO-dyHKINOHAIbHbIE CBOCTBA M ['A B yCIOBHAX KaNNIISpHO—
NapeHXMMAaTO3HOIO KPOBOTEYEHM s, a TAKIKE BJIMAHUE BBEAEHUS MUKPO-
n Hanouactul okcunos sxeneza (HY) B noxproitus B popme naéuxu na T'A.

3axawouenue. B pabore usmepenst pH u Bsasxocts pactsopos,
Ha OCHOBAaHHUM KOTOPBIX MOJy4aJd TFeMOCTATMYECKHME MOKPbITUS
B popme ry6xu u naéuxu. {ns nokpertuil B popme ryGru ¢ NoMoLbI0
OINTHUYECKOrO MUKPOCKOIA IIOKA3aHO, YTO yBeJIUYeHe KOHIEHTPALUU
Yx u BBefeHue TPOMOUHA He BIMSET HA MAKPONOPUCTYIO CTPYKTYPY
ry6okx. OcHOBHOH 00BEM MOKPHITHII COCTABJSIOT MOPbHI, 06paszoBaH-
Hbl€ JEHTOBUAHBIM HOJMMEPHBIM KapKacoOM, HA KOTOPOM HET HEPOB-
HOCTEH NJIY BBILYKJIOCTEH, YTO CBUAETENBCTBYET O PABHOMEPHOM Pac-
npejesneHun 106aBok B uccienyembix rybkax. Beepenue Tpombuna
B rybku na ocrnose 1% X B 3,0% Yk ne apdexrusno. Brasnena ssau-
MOCBS3b MEXAY 3HAUYECHUSMH I€MOCTATHYECKON aKTUBHOCTH JIOKAJIb-
HBIX MOKPBITMI HA OCHOBE XMTO3aHA B YK (/2 V(0 TIPY UX ANIJINKALUN
Ha PaHEBYIO OBEPXHOCTH MEYeHU KPOTUKA U PUBUKO-XUMHUUECKUMHU
nokasareasmu (n vilro. Ilposenenne uccnenosanuii (n vivo w in vitro
UHTEpEeCHO U HeOOXOAMMO AJIsl CPABHUTEIBHON OLEEHKHU CTPYKTYPHOrO
COCTOSIHUS M MEXAHM3Ma AeHCTBUS HOBBIX F€MOCTATUYECKUX CPEJCTB
nAokanpHOTO meiictBusa. ns moxpeituit B dopme naéuku moxasa-
HO, 4TO GOJbIIKMHCTBO NOKpHITHi Ha ocHoBe 1,0% X ¢ nobasaenuem
MUKpPO- M HaHOYACTHUIl OKCUAOB >kese3a He crnocobHbl adpdexTUBHO
OCTaHaBAMBATbH KpoBoTeyeHHe. Boabloit pasbpoc skcrnepumeHTANb-
HBIX JAHHBIX OBII CBSI8aH CO CJAA0OBIMU aAre3MBHBIMU CBOICTBAMMU
N18HOK Ha PAHEBOW NOBEPXHOCTU U Pa3JMYHBIM TEMIOM KPOBOTEYe-
Husa. B xopme skcnepumenTos Habaonanoch noaTreKaHue KPOBU M3-
noja Kpaés MJIEHOK. Tenpennusa k yBEJMYEHUIO reMOCTaTUYECKOMN aK-
TUBHOCTH Gblia oTMeueHa Toabko y obpasuos X (300 x[a) 1,0% +
HY-29 (25 mr) u X (600 x/la) 1,0% + HY-29 (50 mr) (79,80+12,90%

u 75,78+12,66% cooTBeTCTBEHHO).

Hukutnua T. MN.', MensHuuenko B. 9.2, Depopenko [. A.2, Capxesckuit B. O.2, Bannukosa A. E.2, Boratsipes B. C.2, Mameposa A. A2,
Moukun H. E.2, Manuenko A. K.2, Pykaeuubin A. A.2, Camoinosa A. A.2, LLlopoxoe H. C.2, Mopdupsesa H. M.?, UoHoea T. U.!

PA3PABOTKA 11 AITPOBAIIA 9JEKTPOHHOI'O JTHEBHMKA CAMOYYBCTBUA ITAIIMEHTA «31-CAM» VIS MOHUTOPUHTA
KAYECTBA )KM3HU MAIIMEHTOB OHKOT'EMATOJOTMYECKOI'O ITPO®UJIS B KJIMHNYECKOM ITPAKTUKE

'Knuhuka sbicokmx mepmumnckux texionoruit nm. HM. Muporosa CM6ITY, HaunonansHsii megmko-xupyprudeckuit ueHtp um. H. Muporosa M3 PD, *MexHaunoHanbHbil ueHTp
MCCNEAoBAHUS KOYECTBA XM3HM

Beenenne. Onenka kadyecTBa XU3HU SBISETCS OMHOM U3 COCTABIISIIO-
HIMX MalMeHT-OPUEeHTUPOBAHHON MeJIUIMHCKON MOMOIIM 1 HalpasJjeHa
Ha IMOJy4YeHHUe OT MalueHTa m{(bopmauww 00 MBMEHEHUH ero COCTOSTHUS
B IIpoLecce Je4eHuns.

284

Ieas paGorsr. Llens uccneposanus — paspaborka u anpobanus
5JEKTPOHHOTO MPHUJIOKEHNUS AJI5l MOHUTOPUHTA Ka4eCTBa YKU3HU U CHMIT-
TOMOB y MaLlMEeHTOB C OHKOIeMATOJNOrMYeCKMMU 3aboneBaHMAMY, Oy Ya-
IOLMX BHICOKOTEXHOJIOTMUYHY0 MeULMHCKY0 nomous (BMIT).
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Meixreesa M. B.!, Tpyxuna [1. A.', Mamaes A. H.2, Tomununa O. M.}, Koweepn U. B.!, Tepexos C. C.!, TapaneHnko M. A3, Tpuropseea E. B.3,
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PE3VJIBTATHI OIPEAEJEHNA ®UEPYH-MOHOMEPA Y BOJIBHBIX C CEIITUYECKUM [IBC-CUHAPOMOM METOAAMU,
OCHOBAHHBIMU HA UMMYHOTYPEOPUMETPUN

'KIBY3 «Kpaesas knunnueckas Gonbrmuas, r. baprayn, 2Antaiickuit punnan PIBY «HMULL rematonorms Munsapasa Pocemn, *PIBY «HMUL, rematonorms, Munsapasa Poceun

Beenenne. Onpenenenne ¢pubpun-monomepa (OM), naxonsmerocs
B IJIa3Me KPOBH YeJioBeka B cBoboaHoit popme, 1160 B cocTaBe pacTBOpHU-
mbix pubpun-monomepubix kommiaekcos (POMK), umeer kaunuueckoe
3HauYeHMe B psijie KIMHUYECKUX CUTyalUid — NpU AMAarHOCTHUKE apTepy-
aJbHBIX U BEHOZHBIX TPOMOO3OB, UCCEMUHUPOBAHHOIO BHYTPUCOCYAU-
croro ceeproiBanus kposu ([IIBC-cunapom), a Taxske a1 moHMTOpHHTA
aHTMKOATyJISHTHON NOMUIAKTUKY U TEPATUH.

ITens paGoTsl. 3axaouanacs B CpaBHUTEILHOM ONpPe/ieJeHUH Y POBHS
®OM y nauuentos ¢ centuueckum [IBC (1a ocHoBe nmmyHoOTY pbOAUMeT-
pHN) pU UCHOJIb30BAHUM OTEUYECTBEHHOI 1 3apybeskHOIi TecT-crucTeM.

Marepuaant u meToabl. B uccnesosanue Gbuin BKIIOUeHB 06pasibl
kposu 60 naneHToB 060€ro Nosa, HanpaBJIeHHbIX AJs1 06C/Ie0BAHUS B J1a-
6oparopuio naronorun remocraza KI'BY 3 «Kpaepas knmunuueckas 6o1bHu-
na» (r. bapuayu), B Tom uncae 37 HaOIIOIeHU I y MALMEHTOB C CEMTUYECKNM
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HaGop pearentos N2i HaGop pearentos N22
Puc. YposeHb dubpuH-moHomepa y 6onbHbix ¢ centryeckum [IBC-cunapomom
MPK UCNONb3OBAHWM PANMYHBIX TECT-CUCTEM.

JABC-cunapomom us oTaeseHUs FHOMHOM XUpPypruu u 23 yCI0BHO 310PO-
BbIX MalMeHTa KOHTPOJbHOI rpynnsl. Kposb sabupanu us nokTeBoii BeHb!
B IJIACTMKOBY10 pobupky, copepsxkauyio 3,2—3,8% pacrsopa uurpara Ha-
tpust B coorHoutenun 9:1. Crabunnsuposanuyio kposs neHtTpudyruposa-
au npu 1200-1600 g B Teuenue 15 munyr, B pesysbrare nonayuanu Geanyio
rpombouuramu nuasmy (BTII) u ocywectsasiu eé orbop Ha aHanus He-
MOCpe/ICTBEHHO nocJe neHTpudyrupoanus. Vccnenosanue nposoaniocs
C ucrosb3oBanuem crepyromux Habopos: «I'S-Dubpun-monomep» (OO0
¢dupma «Texnonorus-Cranpapr», Poccusa — nabop pearenrtos Ne 1), «STA
Liatest FM» («Diagnostica STAGO», @panuus — nabop pearentos N 2).
Wamepenus mposopumuch Ha xoarysiomerpe «Technology Solution 190»
(<Technology Solution», Poccus). Crarucruueckas obpaborka nomyueHHbix
AAHHBIX OCYILECTBJEHA C MCIIOIb30BAHUEM KOMIIBIOTEPHBIX aJIrOPUTMOB
«Microsoft Excel» 2003 u «Statistica» v.6.0. CrarucTryeckn 3HaAUUMBIMU
cumrasn pasnuaus p<0,05. [Las yuera conocraBumocTn pesynbraTos onpe-
[eJeHUS] PA3HBIMM AMATHOCTUYECKMMH CUCTEMAMU MCIOJb30BAIM PAHIO-
Bblit koadpdunuent koppensuuu Cnupmena (R).

Peayabrarot u o6cysxnenue. B rpynne kourpons conepxanue GM
B II71a3Me KPOBM He PeBblLIaJIo HopMaJbHble 3Hadenus (menee 6,0 mxr/ma).
B 1o >xe Bpems y maumenrtos c¢ cenruueckum [IBC-cunppomom ypo-
BeHb [JAHHOIO BBICOKOMOJIEKYJISIPHOTO NPOUSBOAHOrO pubpunorena Gbun
CTaTMCTUYECKM 3HAYMMO BbILIE KOHTpPoabHbIX 3HaueHun (p<0,0001) —
[P MCIOJIBb30BaHNU 0DeMX 3a/lefiCTBOBaHHBIX TecT-cucTeM (Habop pea-
rentos Ne 1: Me=9,7; Q25=4,9; Q75=23,6; nabop pearentos Ne 2: Me=8,2;
Q25=4,1; Q75=30,0). Kak cepyer ns npeacrasieHHOro pucyHka, He G110
OBHApy KEHO CTATUCTUYECKM BHAYUMbIX PA3JIMUYMIl MeX /Y MOy YeHHBIMU
nannbimu. [Ipu cpaBHenun nanubix tTect-cucrem (2=60) Gblna BIsiBIEHA
CTaTUCTHYeCKU 3HaYMMas koppensunonnas cssasb (R=0,87, p<0,0001).

3axrouenne. Y nauuentos ¢ cenrtuueckum JIBC-cunppomom 6suto
BblsiBJIeHO nosbiuteHne yposHs OM ¢ nomombio kak s3apybeixHBIX, Tak
U OTeveCTBEHHBIX TecT-cucteM. Hecmorps Ha onpejesnenHble pasanuns
B HCIIOJIb30BAHUU TEX WJIM WHBIX MOHOKJIOHAJIBbHBIX aHTHUTeEJ, IPEACTaB-
JIeHHbIe MeTOAb!I uccaenoBanus yposus MM B nnasme kposu gemoHCTpU-
PYIOT COMOCTABUMOCTb Pe3yJIbTATOB UCCJIE0BAHMSL, YTO JOKYMEHTUPYET-
CS1 BBICOKMMH MOKa3aTesIMU KOPPEJISiLMA MEXK/Ay HUMHU.

Matumnsbsanues T. A., Laknpoea A. U., Cepreee B. C., Jlenuk K. B, Monosa M. O., Kynarun A. [I.

HOBAS IIPOTPAMMUPYEMAS HYKJIEA3A EBCL11A-FMPU-TALEN JIJISI TEHHOW TEPAITMA CEPIIOBUTHOKJIETOYHBIX BOJIE3HEN
N B-TATACCEMUN

DrEQY BO «[epsbiit Carkr-NeTepbyprekuil rocynapcTBeHHbIN MEAMLMHCKMI yHUBEPCUTET Mmern akagemuka V. M. [MNasnosa» Munmuctepctea sgpasooxparenms Poceniickon Peaepaumm

Beenenue. CeprioBusHokaeTounble Goneanu u B-tamacceMun oTHO-
cATCs K OfHOM u3 HauboJslee PacNpoOCTPaHEHHBIX B MUPe IPyTiIe Hace]-
CTBEeHHBIX 3aboJseBaHuil — remornobunonaruii Ienetnueckas moaudu-
kauus remonoarudeckux crBosnosbix kiaetok ('CK) ¢ uenbo xoppexkunn
reHetuveckoro fedexkra 06JanaeT MOTEHIIMATOM M3TEIEHHS UX TSXKeTbIX
bopm. Peakrusanus skcnpeccun deranshoit popmot remornobuna (HbF)
SIBJSIETCS. OAHOM M3 NPUOPUTETHBIX CTPATerMii B HTOM HalpaBJIEHUU.
Kuouesyto pons B perynsiuun renos HBGI/2, orBerctBenHbIx 3a op-
muposanue y-cybvenunnn HbF, B xoze onTorenesa orsoast Tpancpery-
nstopromy daxropy tpanckpunuuun BCLI1A, xoropsiii oTBeTcTBeHEH
3a IpeKpalleHue UX BKCIpeccuu u GpopmupoBaHue B3poOCioil (opmbl
remoryobuHa. ['eHHAast Tepanus HOCPeACTBOM HapylIEHMs] SHXAHCEPHOMH
nocaeposareasHoctn rena, kogupytomero BCLIIA (eBCL1la), 8 I'CK
CIIOCOBCTBYeT 3HAYNTEIbHOMY CHUKEHHUIO €0 9KCIPECCHH U y BeJMYEHUIO
npopykuuu HbF B xone spurponossa y 6oabHbIx.

Ieas paGorsr. Llensio nacrosiueit paboTbl ObLTO Co3naHue HOBOM
nporpammupyemoii Hykaeasst TALEN nas sricokoaddextusroro srece-
nusa myrauuii B gokyc eBCL1la pnsa paspaborku rennoit repanuu CKB
n B-tanacemun Ha nnardopme ayrosoruunoi rpancranranuu I'CK.

Marepuanst u meromsr. [lusaitn nyxmeasst TALEN (eBCLlla-
FMPU-TALEN) npousBoauMiu ¢ MCHOJb30BAHMEM OHJIAH-MHCTPYMEH-
ta PROGNOS c yuetrom munumumsauuu uucna in Jilico npenckasanHbix
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NOTeHIMAIbHBIX BHeleaeBbix muieneit ais JIHK-pacnosnaromero nomena
Y TETEPOAMMEPHON APXUTEKTY Dbl HyKJIEA3HOTO IOMEHA. /11 vilro TpaHCKprI-
uuio MPHK eBCL11a-FMPU-TALEN pns tpancdexuuu ocyuiectsas-
JM C NMOMOIUBI KOMILIEKTa peareHToB mMessage mMachine T7 ULTRA
Transcription kit (Invitrogen, CIITA) na maTpue cMHTETHUECKOH MIA3MU/-
noit [IHK, xonupyomeii reBoe u npasoe mieuo Hykaeassl. JbdekTHBHOCTD
cbopMMPOBaHMﬂ KOPOTKMX MHCEPUUIA U Jeeruid (InDels) B niesesom so-
KyCe OLEHUBAJIM B MOfleJbHbIX KieTkax K562 nocse ux rpancdexunu me-
TOJOM BJIEKTPONOpaLUH ¢ ucnonb3osanuem Habopa asyx mPHK, xonupy-
fomnx Jgesoe u npasoe maeun eBCL11a-FMPU-TALEN, B coorHomennn
1:1 B cymmapnoii konuentpauuu 25 mxr/mi. ns ouenxu adpdexrusnoctu
TpaHCCl)eKHI/II/I nposogun ogHoBpemeHHyo anexkrponopaunio mPHK GFP.
INocne arana nocrrpancdekuonnoro Kynprusuposanus npu 32°C B Teue-
nue 24 yacos u nasee npu 37°C B reuenue 96 4acos, U3 KJIETOK BbIAEISIN
JHK. Ananus uenepoii akrusnoctu eBCL11a-FMPU-TALEN nposognnn
MeTO0OM HH(Zt)pOBOﬁ kaneabnoi [T11P.

Peayabrars u 06cyskaenne. Boua paspaborana nykieasa eBCL11a-
FMPU-TALEN rerepoaumepHoii apXUTeKTyphbl, cienupuyHas K JOKYCY
+568 DHS spurponnnoro suxancepa BCLI1A. Ananus nogreepaun Bos-
HukHOoBeHMe myTauuii Tuna InDels B uenesom nokyce B 06pasuax, Tpatc-
bunuposanneix MPHK eBCL11a-FMPU-TALEN. Paccuurtannas otHo-

CUTEJIBHO OO TpaHC(i)VlL[PIPOBaHHbIX KJICTOK LieJjeBast Sd)(:beKTI/IBHOCTb





B cenTsa6pe 2023 r. rocnuTanM3NpoOBaHa B PaiiOHHY0 GOIBHUILY € KOSKHBIM
remopparudeckum curapomom (puc.l), cybdebpunurerom, Tasxenoit ane-
Muel, TpomboruTonenueli, nosbienuem gaxrataerugporenasst (JIAI)
u kpeatununa (Kp). lebior zabonesanus cBsizbBagM C NMepeHeCceHHOM
HaxaHyHe BupycHoi undexuuneil. C npeaBapuTenbHBIM JUATHO30M Cell-
CHC HEyTOYHEHHBIH COIIaCOBAHA MapLIPyTU3auus Bo BiaguBocTrokckyo
kiaununueckyo Gonsauuy Ne 1 (KI'BY3 BKB 1) r. Bnagusocroxa.
PeayabraTe: u chy)K;:(eHne. Ha arane npuemnoro ornenenna BKB 1
02.10.2023 nanuentka B ymepeHHom oriayumennn. Mmenncs
NeTeXUM Ha BEPXHUX KOHEUHOCTSIX, OOLIMpHAsl remMaroma
na cnune. Hopmorepmus. emorpamma: Hb 74 r/n, RBC
2,3 T/n, PLT 20 I'/n, WBC 10 I'/n, 61acter 3%, oxcudumbabre
HOpMoGacThl 7, mofikuaonuros, sxunouutsl 60%. B Guo-
xumnueckom ananuse: Kp 490 mmons/n, JIAT' 1856 en/n
(N no 249 en/n). B xoarynorpamme runopubpunorenemust
0,9 r/n, Hopmoxoarynauust. [Ipoba Kymb6ea He Bbinonnsnace.
ADC anruren ner, ANA-3 npoduns orpunarensusiii. KT
rosioBHoro mosra: npusHaku OHMK no remopparuuecxko-
My THUILy B TEMEHHOH [0JIe c/eBa, 06beMOM ILIOTHON YacTh
remaromsl 10 2,0 ma (puc. 2). KT opranos rpynnoit kiaerku:
CHMU>KEHHUE IMTHEBMAaTHU3alluUu JIETrKMX 3a CYeT MHTepCTI/lLU/l-
aJIbHOM MH(UIIBTPALIMH JIEFOUHOM TapeHX MBI Ha (pOHE /By~
croponHero ruaporopakca (puc. 3). I'ocnuranmsmposana
B orpenenne peanmmanuu. 03.10.2023 xoncynpruposana
remMaToJoroM. YUMTHIBAasi HaJdUuue aHEMHUM, TPOMOOIUTO-
nenny, nossienne yposus JI/II, octporo mospeskpenus
nouek 2 craguu o AKIN, kaacc | mo RIFLE, npepnosno-
>KeH AMAarHo3 TpomboTuyeckoil muxkpoaHruonaruu. Kposb
HampasieHa Ha uccaenosanue axkrtusHoctn ADAMTSI3.
04.10.2023 nuuuumpoBaH TepaneBTHUECKUIl M1a3MOOOMeH
(cymmapho 6 ceancos or 1-1,5 obbema uupxynupyoweit
nnaamol). C 06.10.2023 nobabrensl rII0KOKOPTUKOCTEPOU-
w1 ('KC) (nexcamerason 40 mr 8/B kan Ne 4). B nunamu-
Ke YCTaHOBJIEH CErNCHC, acCOUMUpPOBaHHbIN ¢ KEnlerobacter
acrogenes, SIBJICHUSIMM TIOJIMOPTAHHOM HEJOCTATOYHOCTH.
[IpoBopnnucy aHTUMHUKPOOHAS Tepanus, ceaHChbl MPOAJIeH-
HOH 3aMecTHTe1bHON noyeuHol Tepanuu (4 ceanca no 4 grs)
B pex<uMe remoaradUIbTPALMN ¢ PETMOHAPHON aHTHKOA-
ryasumei nurparom. B remorpamme coxpansiiacs anemust
cpenHeii creneny, npupoct yposHs Tpombonuros go 40 /.
12.10.2023 nonyuen pesyasrar ADAMTS 13 — 5,6%.
[ocse TenemeAMUMHCKON KOHCYJIBTALUM PEKOMEH/OBAHO

Puc.

Mpunoxenne 1

nponoskenue neverns B «HMUL remaronornn». Tpancnopruposka ocy-
LECTBJISINACH B YCJIOBUSX aBUAIepeseTa, C KOPpeKLMeH sKn3HeHHbIX (yHK-
LU, B CONPOBOXKAEHUH 2 Bpaueli-peaHnMaTOIOTOB.

3axuarouenne. TTII — oro yprenrnas curyanus, Tpe6y101.uaﬂ JKC-
TPEHHOM AMAarHOCTUKH U Tepanuu. Ha nepsom aTane, 10 moaTBeps>kaeHUs
AMarHo3a, NpUMeHeHHEe 9KCTPOKOPIOPAJbHON IeMOKOPPEKLUU B COYe-
tranun ¢ 'KC u apexBarHOll conpoBoauTenbHOM Tepamueil MO3BOJSIOT
[pPeJOTBPATUTh HeOIATONPUATHBIA UCXOA.

P " T

TapaHenko U. Al, Tpuropsesa E. B.", Tepexos C. C.2, Kyauroe A. B.!, Momot K. A.2, Tpyxuna [I. A.2, Meixteesa M. B.2, Koweep U. B.2,
Mamaes A. H.', Momor A. .3

CPABHUTEJBHOE MCCJIEJIOBAHUE AHTUTEHA CBOBOJIHOT'O ITPOTEMHA S C TIOMOIIIbIO HOBOV OTEYECTBEHHOM
1 U3BECTHOM 3APYBEKHOIM TEXHOJIOTWH Y BOJBHBIX C IMYHBIM TPOMBOTUYECKUM AHAMHE30M

'Antaiickuit dunran PreY «HMULL rematonorums Munsapaea Pocci, ?KIBY3 «Kpaesas knunmueckas Gonbruuas, r. baprayn, *@reY «HMUWLL rematonorums Munaapasa Poccum

Bsenenue. B mupe crabunbHo Habnonaercs poct cepaeyHo-CoCcyiu-
crbix 3aboneBanuit. indaprTsl, HHCYIBTHI, BEHO3HDBIE TPOMOO3BI 1 JIerod-
Has 95MOOJIMS SIBJSIIOTCSL BaskHOI NpobJemMoil COBpeMEHHON MeaMLMHBI,
3HaueHUe KOTOPOH CJIOKHO IEPEOLEHUTb [JIsl MPAKTUKYIOLUX Bpadeid.
Hepenxo Tpom6osbr passusaiorcs y ambymatopHbix GoibHbIX Ha (oHe
mHuMoro 6naronosnyuus. Vecneposanust cuctembl reMocTasa npu3BaHbl
obecreunBaTh KaueCTBEHHYI AMATHOCTUKY HApyLIEHUIl reMOKOAryJs-
uuu 1 9¢peKTUBHBIA KOHTPOJIb 32 FEMOCTATUYECKON UM AHTUTPOMOOTH-
veckoit mpodunaktuxoit u repanueii. Hemanosasxnas posns B aTom mpu-
HaJJIeXKUT OLeHKe (PU3HONOTMYECKUM AHTMKOATYJSHTOB, B YaCTHOCTH,
HpoTerHa S, SIBJISIOLIEr0Cs BaXKHbIM KOMIIOHEHTOM cucTeMbl nporenna C.

Ilens paGorer. 3akTiouanach B MPOBE/IeHNH CPABHUTENBHOTO aAHAIH-
3a pe3yJIbTaTOB OLEHKM aHnTureHa csoboaunoro nporeuna S (Cn-S), nomy-
YeHHBIX C [IOMOILBI0 HOBOH OTEYECTBEHHON TECT-CHCTEMBI U M3BECTHOIO
3apy0e>kHOro aHaJora, NpefAHa3HAUEHHOTO /ISl ONpe/ie/eHns] aHTUIeHa
nporenHa S.

Marepuanbt u metopsl. ObbekToM HcCIe0BaHUS ABIsIach OegHas
TpomboLUTAMK MIa3Ma, NOJTyYeHHas U3 BEHO3HOMH, CTabuIM3NpPOBaHHOM
LUTpaTOM KpoBU. B pabore ananmusmposanuch oOpasibl, MOLydYeHHBIE
v 29 naumentos ¢ auuHbIM TpomboTnueckum aHamuesom. CpaBHMBaIM
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pesyJbTaThl MCClefoBaHus caenywomnx recr-cucrem: «I'S-Ilporemn S
Anruren» (pupma «Texnonorus-Cranpapr», Poccus, nomana sasska
Ha perucrpauuto B Munsapase Poccuu no TY 21.20.23-119-42349142-
2023) u «Liatest Free Protein S» (Diagnostica STAGO S.A.S.», @panuus).
Ilpunuun meroga AaHHBIX HAOOPOB peareHTOB OCHOBAH HA MMMYHO-
typbunnmerpun. smepenns nposopmnuch Ha koaryiomerpax «STA
Compact» («STAGO», ®@pannusa) u «TS-190» (<Technology Solutions»,
Poccus).

Peayabrarst u obcyxpaenne. Ilpu uccnenosanum obpasuos ¢ mo-
MOILbI0 MMIIOPTHO TECT-CUCTeMbI MoJLydeHbl 3HadeHus: ot 39 po 180%.
Ipuuem cHM>KeHME Y POBHS MICKOMOTO aHTUTeHa Ob1y10 BbisiBaeHO Y 14 us 29
Goabubix (48,3%). Auturen Cn-S y 60abHBIX 10 JAHHBIM UCHOIB30BAHUS

OTe4eCTBEHHOro Habopa peareHTOB Haxoauics B AnanasoHe 29-142%.
Cuuskenue naHHOro nokasarens Habmopanocs y 13 uz 29 naumentos
(44,8%). Kax Buano us pucynka npu onpegenennu anrureda Cn-S, ¢ nc-
MO/b30BAHUEM [BYX Pa3HBIX TECT-CHUCTEM, BBISBJIEHBI MPSIMbIE CHIIbHbBIE
KOPpeJISILMOHHbIE CBSA3U C BBICOKOI cTemeHbio focToBepHocTH (koaddu-
nuent xoppessuun 0,83).

3axmouenne. Hosblit oTeuecTBenHbIil AuarnocTuyeckuii Habop pea-
renToB «I'S-Ilporenn S AnTHuren», OCHOBaHHBIN Ha MCIIONB3OBAHUM OPH-
FMHAJIBHBIX MOHOKJIOHAJIBHBIX aHTUTEJ, IPOAEMOHCTPUPOBAJ XOPOLLYIO
COIIOCTABMMOCTb C MMIIOPTHBIM AHAJOTOM M IOCJE COOTBETCTBYIOLIEH
PETUCTPAIIMU MOKET OBITH MCTIONB30BAH AJs BhisiBaeHUs Aedunura Cn-S
B yUPEe X IeHNsIX OTE4eCTBEHHOrO 3/{paBOOX PAHEHUSI.

TuxoHosa A. U., LLteipkosa C. B, LLyTos C. A., Aanuwsn K. U.

MAJIOMHBA3UBHOE JEYEHUE TEMOPPOUJIAJIBHBIX KPOBOTEUYEHUN ¥ MMAIIMEHTOB C 3ABOJIJEBAHMEM CUCTEMBI KPOBA
DreY «<HMMULU rematonorums Munsgpaea Poccum

Beenenne. Kposoreuenne, kak Befy il CMMIITOM reMOPPOSI, OTMEYAET-
cs 6omee uemy 50% nanuenTos. Y nauneHToB ¢ 3a60/1eBaHN S MU CHCTEMbI KPO-
BY MHTEHCUBHOCTb KPOBOTEUEHUIT MOKeT 00yCJIOBJIeHa He TOJIBKO TedeHueM
reMOppOU/aJIbHOl GOMe3HH, HO U HAPYLIEHUSMHU [JIA3MEHHOTO U TPOMOOLM-
TapHOrO 3BEHATEMOCTA34, a TAK Ke poBoanmoii repanueit. Ckieposnposanue
BHYTPEHHUX TeMOPPOMAAJBHBIX Y3JOB MAaJOMHBA3UBHASI METOAMKA, 00-
Jajaomas Haubosbwas 9 QeKTUBHOCTbIO NPY KPOBOTOUALLEM TeMOpPPOe.
ITpu BBeneHMU cKIeposaHTa B 00/1ACTD FeMOPPOUAIBHOTO Y3/ CO3AAETCS
30Ha PeaKTUBHOrO BocnaseHus, obpasyercs pyOLoBas TKaHb, CAABIMBAIO-
111251 KABEPHO3HO M3MEHEHHBIe COCYABI M (PUKCHPYIOLIas CAUUCTYI0 060104~
Ky K MbllIeYHOMY cJ1010. D¢ deKTUBHOCTb CkIepoTepanuu npu 1-2 craguu
remoppos coctasister 70-90%, npu 3 — 30-75%. Vcnonbsosanne merona
JJ1S1 OCTAHOBKM KPOBOTE€YEHU I BO3MOYKHO Yy MaIMeHTOB C 1106011 cragyeit re-
moppos. [Tocneonepaunonnsiii nepuos, xapakTepuayeTcst HU3KONA MHTEHCHB-
HOCTBIO OJIEBOrO CHHAPOMA UJIM €r0 MIOMHBIM OTCYTCTBUEM.

Iens paGorel. Mayuurs GesonacHocTs n apeKTUBHOCTD CKJIEpPO-
Tepanuu Npy pasBUTHUH FEMOPPOMAAJIBHOrO KPOBOTEYEHUS y TIALLUEHTOB
c 3aboneBaHMAMU CUCTEMbI KPOBH.

Marepuansr u meroabl. B npocnektusnoe uncciaenoBanue 2022-
2023 rr. 6b11M BKJIIOYEHBI TAIIMEHTHI ¢ 3200JIeBAHUSA MU KPOBH U T€MOPPOU-
IaNbHBIMU KpoBOoTeueHUAMU. | [0KazaHMAMM K CKIIepOTEpany ABISINCH
HeapPeKTUBHOCTD KOHCEPBATMBHON TepanmuM, KJIMHUYECKU 3HAYMMBbIe
remoppounzaibHble Kposoredenus. Hannune kposorouamux remoppou-
AaJIbHBIX y3JI0B ONpeie islIn PU PEKTOCKONUHU 1r (puBpPOKOIOHOCKONNY.

[Nocne BUsyanusalmu BHYTPEHHUX e MOPPOMAAJbHBIX y3JI0B € IOMOLLBIO
OKOHYAaTOr0 aHOCKOIA IPOM3BOAMIIAC MHBEK LS IPENapaTa dTOKCUCKIIe-
pon (30 mr/ma) B obbeme 0,6—-1 ma B remoppoupansubiii ysea. O6bvem
CKJIEPO3aHTA ONpPe/e/ISlIN B 3aBUCMMOCTH OT BEJIMUUHBI y3J1a.

Peayabrarst u o6cyxaenune. B nccnenosanue srioueno 9 nanuen-
toB (5 >xeHwuH u 4 mMys>kuuHbl), Mmeguana sospacra 51 rop (26-76 sner).
Buyrpennuit remoppoit 1-2 crenenu auarnoctuposan y 4 maunueHnros,
3 crenenu y 5. Y QByX NanueHTOB TeYeHHE IeMOPPOUIATBHOMN 6oses-
HM OcCOXHUIOCH mocTremopparudeckoii anemueit. VITII 6ba domo-
BbIM 3aboneBanuem y 2 nanueHnTtos, remoduius A, tsoxenas popma —
y 1, XUI)T — 1, BKJI — 1, OMJI — 1, nexomxxuHckas Jmmcboma — 2,
[epBuunas rpombodunus — 1. Cpenussi mIpofoIKUTENLHOCTD TPOLLE-
aypwt cocrasuaa 10 mun., obesboausanue ne Tpebosanocs. [Ipouenypa
nposoauaachk B 1 Mau 2 srana B 3aBUCMMOCTH OT AOCTUTHYTOro adpdex-
ta. Xopowuii pe3yabTaT B BUAE IPEKPALeHUs] KPOBOTEYEHUH U perpecca
APYTUX MpPOSBIEHUH TeMOpPpPOsl AOCTUTHYT y 7/ MALMEeHTOB, YAOBJIETBO-
PUTENbHbINA B BU/ie 3HAUMMOIO YMEHbIIEHUS] MHTEHCUBHOCTH KPOBOTEYe-
Huit — y 2. Penupanss passunucey y 3 naunenTos, B cpoku ot 4 no 16 mecsa-
ueB. DTUM NALVEHTaM BbIIOJHEHbI IOBTOPHbIE npoueay pbl. OctoxxHeHns
passuince y 1 nanuenra c amarnosom XMJI B Buge Tpombo3a BHyTpEeHHe-
ro reMOpPpPOMAAJIBLHOTO Y3Ja.

3akimouenne. CkieposupoBaHue BHYTPEHHUX TeMOPPOMAAJIbHBIX
yau0B addexTuBHAs 1 Ge30nacHas METOANUKA JIe4eHHUs FeMOPPOUaIbHBIX
KPOBOTEeYeHNH y NALMEeHTOB C 3a00IeBAHUSMY CUCTEMbI KPOBH.
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CPABHEHUE ITOKA3ATEJIEN PACTBOPMMOTO P-CEJIEKTUHA U GPIb-AKTIBHOCTU ®AKTOPA ®OH BUJIJIEBPAH/IA ¥V BOJbHBIX
CEIICHCOM BE3 TPOMBOTUYECKHUX OCJIOKHEHUM 1 BOJTBHBIX OCTPBIM MH®APKTOM MUOKAPJIA

DrHOY BO «Cesepo-3anaaHbiit rocynapCTBEHHbIN MenmnumHckuit yHmsepeutet nmern M. Meunnkosa» Munnctepctea sapasooxpanenms Poceuiickoin egepaumn

Beenenue. [lox BospeiicTBrem MegnaTopoB BocnaaeHUs HA IOBEPX-
HOCTH 9HAOTEJIUAJIbHBIX KJIETOK U TPOMOOLMTOB aKTUBUPYIOTCS MOJIe-
Kysabl apre3uu, B yacTHoctu P-cenexrun. Pacrsopumetit P-cenextnn
obpasyetcs npu nporeonnse membpantoro P-cesnexTuna snporennans-
HBIX KJIeTOK U TpombouuTos. Konuuecrso pacrsopumoro P-cenexruna
B KPOBM TIOBBIIIAETCS MPM CENCHCE M OCTPOM HHPApKTe MHOKapAa
(O M). Tpombouurapusiit Membpannstit 6enox GPIb upentudpunupo-
BaH kak auranp P-cenexruna na rpombounrax. GPIb ssasiercs ocnos-
HbIm komnonenTom komnaekca GPIb-IX-V — peunenropa daxropa dpon
Bunnebpanna (vVWF). Dnements cybbepunuun rauxonporenna GPIb
crpykrypHo romosnoruunsl PSGL-1, takike sBasiomemycs aurangom
P-cenexruna. PSGL-1 o6nasaer cnocoGHOCTb HANPSMYIO CBSI3BIBATHCS
cvWF.

Ilens paGorbr. Boimomuuts comocraBienue mokasaTeseil pacTBOpPH-
moro P-cenextuna u GPIb-aktusnoctu vWF y GoabHbix cencucom, mpo-
Tekatomwum 6e3 Tpomboruueckux ocnoxuenuit u' y OMM, o6yciosnen-
HBIM TPOMOO30M KOPOHAPHBIX ApTEPUA.

Marepuass: u metoapl. B nccnenosanue skioueno 16 6onbHbix cencucom
C HOPMAJIbHBIM KOJIMYECTBOM TPOMOOLIUTOB B KPOBH, TPOTEKAIOLIUM be3 Tpom-
Gotnueckux cobbrruit u 16 Gombuerx OVIM, o6ycnosneHHbiM Tpom6o3om
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kopoHapHbIx aprepuil. CsabiBatoityo aktusHocTs VW ¢ TpomboumrapHbim
peuentopom GPIb (vWF:GPIb) uccnenopanu na amanusarope «CS-2000»
(Sysmex, Snonus) (pearentsr INNOVANCE» (Siemens, Iepmanus)).
INokasarens pacrBopumoro P-cenexkTuna oLeHMBany, UCMOJB3YS TECT-CUCTe-
mbt ReyBiotech (ReyBiotech, CIIIA) na ananusarope «Infinite®F50» (Tecan,
Anrnns). CraTneTnyeckuii aHAIN3 BBITIOTHWIN C IPUMEHEHUEM IIPOTPaAMMBI
«StatPlus Pro 7.6.1» (AnalystSoft Inc., Kanana). Pasnuuus mexxny rpynnamun
cumrany craructrdecku sHaunmbimu pu p<0,05. [lanubie B Texcre npencras-
JIEHDI B BUJie MEAUAHDBI U MEXKKBAPTUJILHOTO HHTEPBaJIa.

Peayabrarst u o6cysxaenue. B rpynmne 6onbHBIX cencucom mexuana
HoKasaressi pacTBOPUMOro P-ceslekTuHA ObLI CTATHCTHYECKM 3HAUMMO
Bblllle [0 CPaBHEHUIO ¢ TakoBoill B rpynne Goabubix OVIM (1163 ur/mn
[1080,6-1256,5] nporus 318,3 ur/mn [261,3-349,3]; p=0,0001). Mexuana
nokasatens vWF:GPIb B rpynne Goabubix cencucom Gbuia cratuctuye-
CKY 3HAYMMO BbILUE N0 CPABHEHUIO C TakoBoii B rpynne Gonsubix OVIM
(397% [368,9-412,6] nporus 313,3% [218,4-344]; p=0,004). IToayuennbie
PEe3y/IbTaThl A€MOHCTPUPYIOT, YTO HECMOTPSl Ha BBICOKME 3HAYEHUS IO-
kasateneit P-cenextuna u vVWF:GPIb y Gonbubix cencucom, obecreun-
Baowue Gonbluil noreHuuan s aareauu mysnstumepos VWFE k anpo-
TENUANbHBIM KJIETKAM, 9TO He SBJIAETCS JOCTATOUHBIM ISl peajusanuu






