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MATEPHAJIBI IOCTEPHOU CECCUM
11 KOHT'PECCA TEMATOJIOTOB POCCUH

MepBnYHbI MUenodpnbpos: 20-1eTHNIA ONbIT ANArTHOCTUKIN 1 JIeYeHUA

A6pynkagbipoB K.M.,, LLlysaes B.A., MapTbiHkeBuy U.C., A6gynkaabipoBa A.C., Ynanbesa B.1O., fTonosueHko P.A., 3otoBa U.U.,
MonywkunHa J1.6., ®omumHbix M.C., XKepHAkoBa A.A.

OIBY Poccuinckuin HAW rematonorum n TpaHcoysunonoruv ®MBA Poccun, CaHkT-lNeTepbypr

Benenne. Kiimandeckue ucclieOBaHUs HOBBIX MPEIapaToB
HAIPaBJICHHOTO (TapreTHOT0) BO3ACHCTBHS MPU MEPBUYHOM MH-
enodubposze (IIMD) nokaszanu UX BHICOKYIO TE€PAEBTUYECKYIO
3 (EKTHBHOCTH U MOBBIICHUE Ka9eCTBA )KU3HH OOJbHBIX.

Leab padorbl. AHanu3 20-TE€THETO OMBITa IUATHOCTUKU H
nedyenus 6osbHbIX [IM® B Cankr-IlerepOypre u coznanue 6asbl
JIAHHBIX JJISI MCTIONb30BAHUS MPU OLEHKE d(PPEKTHBHOCTH Ipe-
MaparoB TAPTEeTHOU TEparuu.

MarepuaJibl 1 MeTOAbI. bbuiM npoaHanu3upoBaHbl amOy-
natopHble KapThl 296 OONBHBIX C YCTAHOBJIEHHBIM JHArHO30M
[IM® B Teuenne nocnennux 20 yer. CoOpana nHpopMaius o
YacTOTE IMEPBUYHON 3a00J€Ba€MOCTH, KIMHMYECKOW KapTHHE,
pe3yabTaTax MmepBUYHOTO 00CIIEI0BaHHs U BEDKUBAEMOCTH OOJIb-
HBIX B COOTBETCTBHH C IPOTHOCTHYECKIMHU CUCTEMAMH.

Pesynbrarbl m obcyxaenue. 3aboneBaemocts [IM®D B
Cankr-IletepOypre cocrasuna 1,06 (0,76—1,56) ciyuas Ha
100 000 Hacenenus B rox. Hanbomnee 9acTIMU KIIMHUYECKUMH
nposiBiieHus MU Oblu: cruteHomeranust (71,4%), omyxounepast
natokcukanus (33,3%) u tpom6o3bl (25,4%). IIpedubpoTn-

yeckas craaus (0 6annos) O6buta BeisgBiIeHA Yy 26,7% OONBHBIX,
peTuxynsapHbii Gpudpo3 (1 6amn) — y 20%, oyaroBslii KojIa-
reHoBbld GuoOpo3 (2 Gamna) —y 29,2%, nuddy3Hblii Kosiare-
HOBBIH (pubpo3 (3 6amna) —y 24,2%. Ilpu nuToreHeTHYECKOM
UCCJIeIOBAHUM HOPMAJIbHBIM KapuoTui BwiABIsICA Yy 72,4%
00bHBIX, Y 7,9% MUTO30B He modyuyeHo. [{urorenernyeckue
aHoManuu ObLIM BBISIBIECHBI y 19,7% OonpHbIX. MyTanus
JAK2V617F obuapyxena y 49,7%. O6mast 10-meTHsisi BBI-
JKMBAaeMOCTh cocTaBuia 44,4% c¢ menuanoi 7,6 roma. brmact-
HbII Kpu3 paszBuiics y 5,7% OOJbHBIX C MEAMAHOW BpEeMEHHU
OT YCTAHOBJICHHS JTUarHosa 1o Tpancopmaruu 5,1 roga. Bei-
JKUBAEMOCTh OOJIBHBIX CTaTUCTUYECKU 3HAYUMO pasjinyanach
B 3aBUCHMOCTH OT I'PYIII PHUCKa.

3akurouenne. [IM® — muenonponupepaTuBHOE HOBOOOpa-
30BaHME, 3HAYMTEIBHO OrPAaHMYHMBAIOLICE IPOIOIKUTEIBLHOCTD
JKU3HU. BBDKHBaEeMOCTh OOJIBHBIX pa3iInvaeTcsl B 3aBUCUMOCTH
OT Tpyni pucka. [TomydeHHbIe JaHHbIE MOTYT HCIIOIb30BAThCS B
KaueCTBE HCTOPUYECKOTO KOHTPOJIS [TPU UCTIBITAHUH JICKAPCTBEH-
HBIX CPEJCTB.

JcceHumnanbHaAa TpombouuTemus: 10-neTHNI aHaNN3 pe3ynbTaToB HabnaeHui

Abpynkaabipos K.M., LLlysaes B.A., MapTbiHkeBuy U.C., Abgynkaabiposa A.C., YaanbeBsa B.10., ®omuHbix M.C., fTonoByeHko P.A.,
3otosa W.N., MonywknHa J1.b., YeueTknH A.B.

OrBY Poccuiicknin HUW rematonorum n tpancoysvonorun ®MBA Poccnn, CaHkT-MeTepbypr

BBenenune. DccennuanpHas Tpomoouutemus (3T) — mue-
nonpoinudepaTiBHOE HOBOOOPa30BaHUE, KOTOPOE CYI[ECTBEH-
HO HE OIPaHUYHMBACT MPOJOJIKUTEIHHOCTh XU3HU OOJBIINH-
cTBa OOJIBHBIX, HO MOXKET CHMKATh €€ KaueCTBO M BBI3HIBATH
WHBAJIUIU3AIHIIO.

Leabr padorsl. [IpoBenenne ananmza 3a00J€BACMOCTH U
nposieneranidi OT B Cankr-IlerepOypre (CI10.) B Teuerue 10 net
JJIsA pa3p360TK1/1 ONITUMAJIBHOI'O aJITOPUTMA AUATrHOCTHUKH U JICYEC-
HUS OOJIBbHBIX.

MarepuaJbl 1 MeToabl. B Teuenue nocnexnux 10 ner qua-
ruo3 DT Obl1 ycraHoBieH y 215 GonbHBIX. B Xozme uccnenosa-
HUsE OblTa coOpaHa v MpoaHaIU3UPOBaHa HHPOPMALIUS O YACTOTE
MIEPBUYHOH 3a00JIEBAEMOCTH, Pe3yJIbTaTax epPBUUHOTO 00CIIE0-
BaHUs, IPOBOJUMON TEpanuHu, 4acToTe TPOMOO30B U BBDKHBAC-
MocTH OONBHBIX. [IpoaHaIM3upoOBaH PHCK Pa3BUTHS TPOMOO30B
B Ipynrax OOJIBHBIX, pa3leeHHbIX M0 MPOTHOCTUYECKOH IIKaje
BO3-OT.

PesyabTaThl M ob0cy:xkaenue. [lepBuynas 3a00neBaeMOCTb
OT B CII6. cocrauna 1,3 (0,6-2,1) va 100 000 HaceneHust B ro1.

Mennana Bo3pacta Ha MOMEHT yCTAaHOBJIEHUS AWarfo3a 57 Jer.
Haubonee 4yacTeiMM KIMHHYECKMMH CHUMIITOMAMHM OBLIM: Clia-
60cth (34%), rosoBHbIE OOJIU U TOJIOBOKpYxeHUe (27%), Oonu B
cycraBax (22%), spurpomenanruu (17%), xoxusiit 3ya (7%), y
39% OGonbHBIX HE UMENOCh cuMITOMOB. MyTanus JAK2V617F 06-
HapyxeHa y 58% OonbHBIX. BonbHbIE MoTydamu TepartHiio THIPOK-
cuMoueBnHOH (61%), uaTepdeponom (17%), anarpenugom 5%.
TpomOoTudeckue ocnokHeHust HaOmomanuck y 31% O0IbHBIX
(46 aprepuanbHbIX U 29 BeHO3HBIX TpoMO030B). HacToTa pa3BUTUs
TPOMOO030B CTATHCTUYECKH 3HAYMMO PA3THIANach 110 FPyIITIaM pPH-
cka mkansl BO3-OT (ot 7,2% 1pu HU3KOM pHCKE TPOMOO30B 110
61,5% npu BbicokoM pucke). OOmas 10-1eTHSs BBIKMBAEMOCTb
coctaBuia 83,9%. Pacuernas mennana BepKrBaeMocTH 13,4 roma.

3ak/04eHue. DCCCHIUATIbHAS TPOMOOLUTEMUSI — OIHA U3
HanOoJIee YacTBHIX MHENIONpONU(EepaTHBHBIX Heomnasuid. B pe-
3ynbTaTe MCCICAOBAHMS pa3paboTaH alrOpHTM AHATHOCTUKH H
JIe4eHHs, OCHOBAHHBII Ha MPOTHO3€ PUCKA TPOMOOTHUUECKHUX OC-
JIOXXHEHUH, OKa3bIBAIOIINX HAMOOIBIIee BIUSHUE Ha MPOIOIIKHU-
TEITBHOCTD M KaUeCTBO KU3HHU OONBHBIX.

3HaueHne GpyHKUMM SHAOTENNA B ANArHOCTUKE reMopparn4yeckoro cCMHapoma y 60ibHbIX nguonaTuyeckom
TpOMGOLIMTONEHNYECKOI Nypnypoli naToreHese ngnonaTnyeckom Tpom6oumnToneHnyeckoi nypnypbl

AspownHa M.C., fasbigkuH W.J1., KypTtos A.B.

['BOY BIMNO Camapckunin rocyfapcTBeHHbIN yHuBepcuteT MuHsgpasa Poccuu; HAW rematonorum, TpaHcdy3nonornm n uHTeHcBHow Tepanuu, Camapa

Beenenue. Mnuonaruueckas TpoMOOLUTONICHUYECKas IIyp-
nypa (UTII) — 310 npuoOpeTeHHOe UMMYHHO-OIOCPEI0BaHHOE
3a001eBaHNe, XapaKTepU3yolIeecs H30JMPOBAHHBIM YMEHbIIIC-
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HHUEM YKClia TPOMOOIIMTOB MPH OTCYTCTBUH JIPYTUX MPUYHH JUIS
BO3HUKHOBEHHs TpoMOoruToneHnu. B ocHoBe jpaHHOrO 3abose-
BaHMs JICKUT MOBBIMIEHHOE pa3pyLIeHIe TPOMOOIUTOB KJICTKaMH



Mpunoxerue 1

PETUKYIOIHIOTENNABHON CUCTEMBI, 00YCIOBICHHOE CHHTE30M
AQHTUTPOMOOIUTAPHBIX aHTHUTET. OCHOBHOE KIIMHUYECKOE TIPOSIB-
nenne UTII — remopparuueckuii CHHIPOM, YpE3BbIYAHO Bapua-
OeJbHBIN: OT OTCYTCTBUS MJIM €AMHUYHBIX METEXUH U SKXMMO30B
JI0 OOLIMPHBIX TEMOPpPAruii Ha KOJKe M CIU3UCTBIX M BHYTpHUE-
PEeNHBIX KPOBOM3IHUSHUN. PUCK BOSHMKHOBEHHS KPOBOTCUCHHUIH
3aBUCHT OT TSDKECTH TPOMOOLUTOIICHUH. JIOTIOTHUTEBHYO POJIh
B BO3HMKHOBEHHH I'€MOPPArMYECKOI0 CHHIPOMA MOTYT UIPaTh
uHble (haKTOphl, B TOM YHCIE COCYyAUCTast CTeHKa. Hapymenus
B CHCTEME TeMOCTa3a TECHO CBS3aHBI ¢ (DYHKIIMOHAIBHBIM CO-
CTOSIHMEM JHJOTEJHs, YTO B AaJbHEHIIEM CKa3bIBa€TCs Ha pas-
BUTHH TSDKEJIBIX TEMOPpPAarndeckux OCJIOKHEHHH. B pesynbrare
JAHHOTO MCCIIeJOBaHUs ObLIa MPOBEACHA KOMIUIEKCHAs OIIEHKa
(YHKIIMH HJOTEIHUS M CHCTeMbI reMocTasa y 6osbHbIX UTII, uto
MO3BOJIMJIO BBISIBUTH HapyIIEHUs (DYHKIIMH SHOTEIUS U IPOTHO-
3MpOBaTh PAa3BUTHE TSKEIBIX TEMOPPArMYeCcKUX OCJIOXKHEHUH, a
TaK 7K€ ONTUMHU3MUPOBATh TAKTUKY JIEUECHUS.

Heas pa6orel. M3yunth BO3MOXHBIE MEXaHH3MbI pa3BH-
THSI TEMOPPArMYeCcKOro CHHAPOMa Ha OCHOBAHUH MCCIIEIOBAHUS
(YHKIIMM SHIOTENHUS M CUCTEMBI TeMocTasa y 0onbHbIx UTII.

MarepuaJibl 1 MeTofibl. Ha 6a3ze reMaTonornyeckoro orae-
JIeHUsl KJIIMHUKKM rocnuTtanbHoi tepamun CamI’ MY obcenenosa-
Hbel 90 GombubIX UTII (56 xeHmmH U 34 My»X4YHH) B BO3pacTe
18-40 ner (cpennuit Bozpact 27 ner). bonpabix UTII pazgenunu
Ha 3 Tpynmbl MO KOHIEHTpPAIUU TPOMOOLUUTOB B mepudepuye-
CKOH KpoBH: B 1-10 Tpyniy BKIrOUMIH 28 00nbHBIX (18 sKeHIMH
u 10 myxuun) ¢ 0-30 - 10°/1; Bo 2-10 — 32 6051bHBIX (20 KEHIHH
n 18 my>xunn) ¢ 31-50 « 10%1; B 3-10 30 GonbHBIX (18 MKEHITHH 1
12 mysxuun) ¢ 51-100 - 10%/51. Kakayro rpymimy moapasaesiiig Ha
2 IOATrpYIIIBI B 3aBUCMOCTH OT HAJIMYHMS WIIK OTCYTCTBHS FE€MOp-
parmdeckoro cuaapoma. B 1-if rpymnme HaOmonancst reMopparu-
yeckuit cuaapom y 17 (60,7%) 6onbHBIX, BO 2-i —y 20 (62,5%),

B 3-it —y 8(26,7%). CHmKeHHe KOHLEHTPAIMH TPOMOOIMTOB
y OONBbHBIX 0e3 MPOSBICHUH reMOpparndeckoro CHHAPOMa BBI-
SIBJIGHO IIpU cllydaifHoM oOciienoBaHuu. KoHTponbHyIO rpymiy
cocraBmwin 30 310pOBBIX JHI — JOHOPoB CamMapckoi 00IacTHON
CTaHIH NepeuBaHus KpoBH B Bo3pacte oT 18 mo 40 ner. K-
HHUYecKkoe 00CIeJOBaHNE BKJIIOUAIO U3yUYEHHE ka0, aHaMHe3a
3aboeBanusl, GU3UKAIBLHOE U JJabopaTopHOe 00cienoBaHus (00-
Uil aHaTU3 KPOBU C MOACYETOM TPOMOOLMUTOB B MasKe, TeMo-
CTa3uorpamMMa — I10Ka3aTenu TPOMOOLUTAPHOIO U IUIA3MEHHOTO
3BEHBEB TeMOCTa3a). BceM OONBHBIM MPOBOIMIN KOMIUIEKCHYIO
1a00PaTOPHO-UHCTPYMEHTAJIBHYIO OLEHKY (QYHKIUH DHAOTE-
nust. HenpsiMylo MM HHCTPYMEHTAJIBHYIO OLICHKY AUC(HYHKINU
sHorenus npooamwn Ha anmnapare JJAKK-OIT (OOO "Jlazma",
Mocksa). [Iyist HenpsIMOii OLICHKH (YHKIIMU SHAO0TEIHS IPHUMEHSI-
JIM METOJI KOMIIPECCHOHHOM poOkl. [IpsiMyro oneHky QyHKINU
SHJOTEJHS TPOBOIUIIM MYTEM OMPENEeNICHNS] YPOBHS MapKepoB
9HJIOTEJIMANBHON TUCPYHKIMU: SHAOTEINHA- 1, (akTopa Buie-
6panna, C-peakTUBHOrO Oelika, a TaK e OIpPEe/e/ICHUEe YPOBHS
(axropa pocra snporenus cocynos (VEGF).

Pe3yabTarbl U 00cy:xkIeHHe. Y BCeX OONBHBIX C HATHMUHEM
reMOpParu4eckoro CUHAPOMA, HECMOTpPsl Ha Pa3iIM4HbIA ypo-
BEHb TPOMOOLUTOIICHNH, BBISIBUIIM HapylleHne (GpyHKIMH 3HIO0-
Tenus, 0OHAPY)KEHHOE C MOMOIIBIO JIA3EPHOM JIOMIIIIEPOBCKOM
(roOMETpUH, YTO MOATBEPKIAIOCH JTa0OPaTOPHBIMU TECTAMHU.
VY GonbHBIX 0€3 reMopparnyeckoro CHHAPOMa, HE3aBUCHMO OT
KOJIMYECTBA TPOMOOIMTOB, (DYHKIMS SHAOTENUS HE OTIIMYaIach
OT KOHTPOJILHOI I'PYTIIIBL.

3akawouenne. Hapyrenne (QyHKIMH SHIOTETHS SBISETCS
OIIHUM M3 OCHOBHBIX MPOTHOCTHYECKUX (DAKTOPOB Pa3BHUTHS Ie-
Mopparudeckoro cusapoma y 6oibHbIX U TII 1 3aBUCHUT HE TOIb-
KO OT KOHIIEHTPALUH TPOMOOIMTOB B NepH(EepUIecKoil KPOBH,
HO ¥ OT COCTOSIHUS SH/IOTEIIHS.

OnbIT NPYMEeHeHNA TPaHCMTaHTaLUVy anforeHHOro KOCTHOro Mmo3sra y 60/bHbIX NepBuYHbIM Muenodpnbéposom
C MPOMEXKYTOYHbIM-2 11 BbICOKMM PUCKOM MO NporHocTuyeckom wkane DIPSS

bapabaHwukosa M.B., Mopo3osa E.B., bapxaTos I1.M., baiikos B.B., 3y6aposckas J1.C., ApaHacbes b.B.

HWW peTckoi oHKonormu, rematonorny n TpaHcnnaHtonoruv nm. P.M. fopbaueoi, Mepsbiii CaHKT-TMNeTepOyprckuii rocyaapCTBEHHbI MeANLNHCKAN
yHuBepcuTeT uM. akag. V.M. MNasnosa

Beenenmne. Ilepsuunbiii muenoduopos (IIM®) — xponuue-
cKoe MuenonponudepaTuBHOE 3a00IeBaHNEe, XapaKTepU3YIOILe-
€Csl HEIIPEPBIBHO IIPOrPECCUPYIOIINM TeueHueM, Iporao3 IIM®
onpenenstoT Gakropsl pucka. s Tepanuu OOJbHBIX € MPOME-
JKYTOUHBIM-2 ¥ BBICOKMM pucKoM Ho 1mkane DIPSS ucnonssyior
THJIPOKCUMOYEBHHY, HTHTHOUTOPBI JAK2. OTHAKO €IMHCTBEHHBIM
paIvKaIbHBIM METOIOM JICUCHHMS SIBISIETCS] TPAHCIUIAHTALNS aJl-
JIOTEHHOTO KOCTHOTO Mo3ra (ayuto-TKM).

Leas padorsr. OneHnTs 3 pexTuBHOCTS ayuto-TKM y 60is-
HbIX [IM® ¢ mpoMeKyTOIHBIM-2 U BBICOKUM PHUCKOM II0 TIPOTHO-
cTryeckoii mkane DIPSS.

Marepuausl u meroabl. B HUU nerckoii oHkosornu, rema-
TOJIOTMH U TpaHcIutanTosnoruu uM. P. M. TopOaveBoii BbINOIHEHA
ano-TKM y 7 6onbubix [IM®. Mennana Bo3pacta coctaBmia 41
(30—49) ron. 13 Hux y 5 GONBHBIX ObLI IPOMEXKYTOUHBII-2 PUCK
no mkane DIPSS, y 2 Gonbubix amno-TKM mposeneHa B dase
TpaHcdopManuu B OCTpLIN Jeiiko3. ¥ 3 OosbHBIX OOHapyxXeHa
myrauus JAK2V617F, y 4 Gonpubix Myrtauus JAK2V617F ne
oOHapyxeHa. MennaHa BpeMEHU OT YCTaHOBJICHHS JHAarHo3a 10
amno-TKM cocrasuna 1,7 (0,7-16,8) roga. Y 4 GonbHBIX ajuio-

TKM BpImIONTHEHA OT COBMECTUMOTO HEPOJCTBEHHOTO TOHOPA, Y
1 — OT 4YaCTUYHO HECOBMECTUMOTO JIOHOPA, Y 3 — OT POICTBEH-
Horo. Bo Bcex cirydasx IpoBOAMIN PEXUM KOHAUIMOHUPOBAHUS
CO CHIIKEHHOM TOKCHYHOCTBIO (Oycynbgan 8 Mr/kr, durynapaOun
180 mr/m?), mpodunaktuky octpoit PTIIX — takpomumyc, MeTo-
TpeKcar/cern-cent ¢ ucnonb3oBanneM ATTAM 60 mr/kr npu He-
poactBerHo# amno-TKM.

Pesyabrarel. Menuana naOmiogenus cocraBwiaa 5 (0,23—
27,5) mec. BoccraHoBieHUE KpOBETBOpPEHUs HaOmomanu y 6
6onbHBIX B cpenHeM Ha J1+30. 13 Hux 2 GOJIBHBIX TOCTUIIIH MOJI-
HOTOo JOHOpcKoro xumepusma Ha J[+30 u JI+51 ¢ nocnenyomum
perpeccoM pudpo3a KocTHOro Mo3ra jio craaud M®-0 Ha JI+365
nocne amno-TKM. [IByxieTHsisi oOmias BbDKHBAEMOCTh paBHA
42%. Ocnoxuenust: y 1 6ompHOro — ocrpas PTIIX, y 1 — xponu-
yeckast PTIIX, y | — undexnus, y 1 — nporpeccusi.

3akiarouenue. Amno-TKM sBusercs MeTonom, mMpUBOISIIIAM
K uznedeHuto OonbHbIX [IM®. HeoOxomuMo paHHee pelieHHe
BOIIPOCA O CpoKaX BblIoyHEHUs anno-TKM y GoibHBIX IpoMme-
JKyTOUYHOTO-2 ¥ BBICOKOTO PHICKA TIO MPOTHOCTUYECKOW MIKaie
DIPSS.

BnuaHmne myTauuii cuctembl remocTasa Ha TeYeHne remopparnyeckoro Backynmra
bepmaH 10.0., faBbigknH WU.J1., Kpmeosa C.I1., XanpetanHos PK.
Kadeppa rocnutanbHo Tepanum ¢ Kypcom TpaHcdysuonorum F6OY BMNO Camapckuil rocyfapcTBEHHbIN MeLNUMHCKIN yHuBepcuTeT MuHagpasa Poccun

BBenenmne. [Ipu remopparmueckom Backynure (I'B) Bcien-
CTBHME BOCHAJIUTEIBHOIO IPOIecca B CTEHKAX MHUKPOCOCYIIOB U

MOBPEKCHNS X SHOTEINSI BOSHUKAIOT THIIEPKOATYIISIIMOHHbIC
C/ABUTH B CHCTEME reMocTas3a, IPUBOSIINE K TPOMOODHINN.
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