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Pabora BrInoIHEHA B (hesiepatibHOM rocy1apCTBEHHOM OI0JKETHOM YUPEXKACHUU
«HannoHanbHBI MEAMIIMHCKUN HCCIIEA0BATENbCKUI IEHTP FeMaTOIOTUIDY

MunuctepcTBa 3apaBooxpaneHus Poccuiickoit deneparuu

Hay4Hblil pyKOBOAUTEJIb!

Joxtop MmeaunHckux Hayk Pextuna Mpuna ['epmanoBHa

O¢uunanbHbie ONMOHEHTHI:

Cemoukun Cepreil BsiuecnaBoBUY — JOKTOp MEAMIIMHCKUX HAyK, 3aBEAYIOIIUN TPYNIOMl BBICOKOJI03HOM
XUMHUOTEPANMM M TPAHCIUIAHTAlMd KOCTHOTO MO3ra OTJela JIEKapCTBEHHOrO JIEUEHHUs OIyXOoJeH
MOCKOBCKOT0 HayYHO-MCCIIEIOBATEILCKOTO OHKOJIOTHYeckoro nHcTuTyTa nMenu I1. A. I'epuena — ¢punmnana

OI'BY «HMMUL] pagnonorun» Munucrtepersa 3apaBooxpanenus Poccuiickon @enepannu, r. Mocksa

Mutuna TarbsgHa AnekceeBHa — JOKTOP MEIMLMHCKHUX HAyK, 3aBEIYIOLIMM OTAEICHUEM KIMHUYECKOU
remMaToJjoruu 1 uMMmyHotepanuu I'bY3 «MockoBckuil 06;1acTHON Hay4HO-HCCIE10BATENbCKUM KIMHUYECKUI
uHCTUTYT WM. M. @. Brmagummpckoro», 3aBenyrommii kadeapoil reMaToJorHM W KIMHUYECKOM
Tpancdy3uonoruu (akyiapTeTa ycoBepmeHcTBoBanus Bpaued MOHUKU umenn M. @. Biagumupckoro, T.

Mockaa.

Benymas opranumzanus: @DenepanbHOe TOCYAapCTBEHHOE OOKeTHOE Yyupexaenne «HanmnoHnampHbIN
Menuko-xupypruueckuii Llentp mmenn H.M. ITuporosa» MmuHucrepcTBa 31paBooxpaHeHus Pocculiickoin

®enepanuu, r. Mocksa.

3amTa COCTOUTCS € » 2026 rona B 4acoB MUHYT
Ha 3aceqanuu auccepranuoHHoro cosera 21.1.023.01 npu dexepanbHOM TOCYAApCTBEHHOM OIOIKETHOM
yupexaeHun «HannoHanbHbIN MEAUIIMHCKUIN UCCIIeI0BaTeIbCKUM IEHTp remMaToiorum» Munsapasa Poccun

o agpecy: 125167, r. Mocksa, HoBelii 3bIKOBCKHII Tpoe3, 1. 4.
C nuccepranueil MOXKHO O3HAKOMUTHCA B OuOnuoTeke ¢efepaibHOr0 rocyAapCTBEHHOTO OHOIKETHOTO
yupexaeHus «HanuoHanbHbId MEIUIIMHCKHUI UCCIEA0BATEIbCKUI LIEHTP reMatosiorun» Munsapasa Poccun

U Ha caiite www.blood.ru.

ABTopedepaT pa3ociaH « » 2025 roma

VYueHblil CeKpeTaph AUCCEPTALMOHHOTO COBETA,

KaHJIMJaT MEIUIIMHCKUX HayK CricoeBa E.II.



OBIIAS XAPAKTEPUCTUKA PABOTbI

AKmyanbHocms uccie008anus u CHeneHs ee pazpadomaHHocmu

OCHOBHOM MPUYUHOMN HU3KOH 001IIel BEDKHBAEMOCTH MAIUEHTOB ¢ CUCTEeMHBIM A L-amunoniozom (AL-
A) sBIIsieTcs mporpeccupyronias qucyHKIUs KU3HEHHO BakHBIX opranoB [Manwani R, 2019; Palladini G,
2018]. HecMoTpst Ha mpakTHYECKH OOJIMTaTHOE BOBJICUYCHUE COCYOB B MATOJIOTHYECKHIA Tporiece mpu AL-
A, aToreHe3 COCYAMCTHIX MOPAKEHUH U UX KIMHUYECKOE 3HAYCHUE OCTAIOTCS HEIOCTaTOYHO M3YYCHHBIMU
Y 3249aCTYIO HEJOOIICHCHHBIMHU.

OcHOBHBIE MEXaHU3MBI IIOBPEKICHUS COCYIOB BKIIIOYAIOT OTJIOKEHNE aMUJION A B COCYTUCTON CTEHKE,
MPUBOJSIIEE K CY)KSHHIO TIPOCBETa BIUIOTH JIO TIOJTHOM OOTYpally, a TAKXKE MPSIMOE TOKCHYECKOE JICHCTBUE
aAMUJIOMIOTCHHBIX CBOOOMHBIX Jierkux Iernedl (CJIL[) MMMyHOrI00y/IMHOB Ha SHAOTEIHATIbHBIC KJIETKH
[Modesto K.M, 2007; Sucker C, 2006]. Dunorenuanbhas guchynkuus (31) y nanuentoB ¢ AL-A Obuta
MOATBEPKICHA HHCTPYMEHTAIBHBIMH U JIA0OpaTOPHBIMU MeToaMu. [loBbIieHne Takux Mapkepos D], kak
anTuret axropa hon Bunmnedpania, pacTBOpUMBIN cympeccop Tymoporenesa-2, hakrop auddepeHupoBKu
pocta-15 accormrpoBaHo ¢ HeraTUBHBIM BIMSHUEM Ha 001yt0 BeKkHBaecMocTh [Kastritis E, 2016; Dispenzieri
A, 2015; Modesto K, 2007; Kempf T, 2006; Xu J, 2006; Berghoff M, 2003]. OaHako maToreHeTH4eCKOe U
KIIMHUYEeCcKoe 3HadeHue D/J[, B TOM Yuciie B pa3BUTUU OPTaHHOW HEJOCTATOYHOCTH, TPeOyeT JallbHEUIIeTo
yrouHeHus. OcoOEHHO aKTyalbHBIM OCTaeTCs BOMPOC O BO3MOXKHOCTU oOpatumoctu D]l Ha ¢oHe
npoBoauMon Tepanuu. COBpeMEHHbIE METOJbl JUAarHOCTUKU, BKIIIOYAIONIME BBICOKOYYBCTBUTEIbHBIC
OMOXMMHYECKHE MapKEPhI, PaCIIUPSIIOT BO3MOKHOCTH ISl YTITyOJICHHOTO N3YYeHUS (DYHKIIUN YHITOTCITHS.

Cepbesnoil mpobinemoit mpu AL-A ocraercss BbICOKass TOKCHUYHOCTb IIUTOPEAYKTUBHOM Tepanuu,
paccMmarpuBaeMasi Kak OJlHa M3 OCHOBHBIX NPUUWH paHHei neransHoct [Chakraborty R, 2024; Manwani R,
2019]. CymiecTByeT rumoTe3a, 4T0 TOKCHYHOCTh MTPOTUBOOIYXOJIEBBIX MPEMAapaTOB MOKET ObITh CBSI3aHa C UX
MOBPEKIAOIINM JCHCTBHEM Ha SHJIOTEIWH, KOTOpas NMPHUBOJUT K HAPYIICHUIO Ba30JWJIATAIMH, yTpaTe
TPOMOOPE3UCTEHTHOCTH, MUKPOTPOMOOOOPa30BaHUIO U YCYTYOJIEHUIO MUKPOLIMPKYISATOPHBIX PacCTPOMCTB
[Migrino R.Q, 2011]. B sT0ii cBsA3M, U3yueHHE TUHAMUKH CojiepykaHus MmapkepoB D/ (10 Hauasia u B mporiecce
TEpaIuu) U UX COMOCTABJICHUE C KJIMHUKO-JIA00PATOPHBIMU JTAHHBIMH MTO3BOJIMT BBISIBUTH HOBBIC MEXaHHU3MbI
OpPraHHOH TOKCHYHOCTH U, BO3MOXHO, Pa3padoTaTh MOJX0/IbI K €€ CHUKCHHIO.

VYcranoBneHo, yto npu AL-A MOBbIIIEH PUCK KaK TPOMOOTHYECKHX, TaK U TeMOpPParuyecKux
OCJIOXKHEHHUH, KOTOpBIE camH 1Mo cebe yxyamiaroT nmporuo3 [Fotiou D, 2024; Bever K.M, 2016; Halligan C.S,
2006]. B maroreHe3e TpOMOOTHYECKMX OCJIOKHEHHH JOKa3aHO 3HAYCHHWE MHOTUX (DaKTOpOB: OpraHHOMN
TUCHYHKITMHM, aMWJIOWIHOW aHTHONAaThUH, Bo3jaehcTBHs aMuiouaoreHHbsix CJII[ WMMyHOTJIOOYJIMHOB Ha
crenky cocynoB [Park H, 2018; Sucker C, 2006]. Duaorenuanbhas TucHyHKIUSA TaKKe paCCMaTPHBAETCS Kak
MOTEHIMAIBFHO 3HAYMMBIH (akTOp pucKa TpoMmOO30B MpH JaHHOM 3aboneBaHud. OTHAKO, OCTAIOTCS
KITFOUEBBIE BOMPOCHL: (PAKTOPBI PHCKA pa3BUTHS TPOMOOTUYECKUX OCIOKHEHHI, 000CHOBAHHBIEC MTOKA3aHUS K

AHTUTPOMOOTHUYECKON Tepanuu U 0€301acCHOCTh €€ MPUMEHEHHUSL.
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[IpoBenenue wucciaenoBaHUs, BKIIOYAIOUIETO KOMIUIEKCHYIO OLIEHKY coJepkKaHusi MapkepoB O]l B
MpoIIecce JICUCHUSI, UX KOPPEIAIUIO ¢ KIMHUYECKUMU MPOSBICHUSMH, TApaMeTpaMu CUCTEMbI T€éMOCTa3a, a
TaKKe C TeMATOJOTUYECKUM M OpTraHHBIM OTBETOM Ha TEPAIHIO, MIO3BOJIUT YIIIYOUTh TOHUMAHUE KITFOYEBBIX
MaTOr€HETUYECKUX MEXaHU3MOB CHUCTEeMHOro AL-A W BBISIBUTH HOBBIE MHILIEHHU JUIsI TEPANIEBTUYECKOIO
BO3ECHCTBUS.

Henwv uccneoosanusn

HccnenoBanue copepkaHuss MapKepoB AUCHYHKIMHM dHAOTEIHMS COCYJI0B, YACTOTHI TPOMOOTHYECKUX
OCTIO’)KHEHUH U (PAaKTOPOB PUCKA UX PA3BUTHS y MAIMEHTOB ¢ CUCTEMHBIM AL-ammmonnozom.

3adauu uccnedosanusn
1. OmnpenenuTh UCXOAHOE cOoAepkKaHHEe MapKepoB nuchyHKIUU >HI0TeNnus (E-cenexTH, acCuMeTpUYHBIHi

TUMETHIIAPTUHUH, OOJIBIION SHAOTENNH) Y TAIlMEHTOB C BIEPBbIE JUArHOCTUPOBAHHBIM CUCTEMHBIM AL-
aAMUJIOUI030M.

2. OueHHTh JWHAMUKY COJCpKaHHUS  MapKepoB  sHAorenwanbHoW auchynkuumu  (E-cenexTus,
ACCUMETPUYHBIA  JUMETHJIAPTUHUH, OOJIBIION SHIOTCIMH) B 3aBUCHMOCTH OT  JOCTHIXKCHHUS
reMaToJIOTMYECKOTr0 M OPraHHOTO OTBETAa HAa IUTOPEAYKTUBHYIO TEPAIIHUIO.

3. HccrmemoBaTth W3MEHEHHME KOHIEHTpaMKW MapkepoB auchyHkumud sHpoTenus (E-cemektuw,
ACCUMETPUYHBIA JTUMETUJIAPTUHUH, OOJIBIION HHAOTEIWH) TMpPHU TOBBIIICHUU KapJUOMApKEPOB W
CEPJIEYHO-COCYAUCTBIX OCIIOKHEHUSX BO BPEMS IIUTOPEYKTUBHON TEpaIuu.

4. TlpoaHanu3upoBaTh YacTOTy TPOMOOTHYECKHX OCIOXHEHUU, JT1a0OpaTOpHBIE MMapamMeTphl CHUCTEMBI
reMocTa3a M COIMOCTaBUTH TOJYYCHHBIC JaHHBIE C KIWHUYECKHMMH CHHIPOMAMH M MapKepaMmu
SHJOTENNATBEHON TUCPYHKITUH.

5. BBIABUTH OCHOBHBIE KIIMHUKO-Ta00paTOpHBIEe (haKTOPHI pUCKA PA3BUTHS TPOMOOTUYECKUX OCIIOKHEHUHN Yy

HNalUuECHTOB C CUCTCMHBIM AL'aMI/IJ'IOI/II[O3OM.

Hayunaa noseusna

Brnepseie y manneHToB ¢ AL-A HCCI€I0BaHO COAEPKAHUE M YCTAHOBJIEHO IMOBBILIEHHE KIIFOUEBBIX
OMOXMMHUYECKUX  MapKepoB  DHJIOTENUaNbHOM  AuCPyHKIMH:  E-cenekTnHa,  acCUMMETPUYHOIO
numetunapruauHa (AJIMA) u Gonbioro saaotenuHa (097T), yTo moaTBepANUIO HapylIEHHWE aAre3UBHON U
Ba30MOTOPHON (PYHKIIUHM SHIOTEIHS COCYIOB. BriepBbie mMpo/ieMOHCTpUpPOBaHA MOJOKUTEIbHAS AMHAMHUKA
COZIepKaHUsl MapKEPOB PHJIOTEIMATIBHON TUCHYHKIUHU MPH JTOCTHXKEHUU TeMaTOJIOTHYECKOro U OpraHHOTO
OTBETa Ha Tepanuio. BriepBbie nomydeHs! yoeaAuTeapbHbIe JOKa3aTeNbCTBA SHAOTEIHATBLHOTO MOBPEXKICHUS B
MaTOre€He3€ CEPACYHO-COCYIUCTHIX OCIOKHEHUN U PAHHEH JIETAIBHOCTH y MAIUEHTOB C CUCTEMHBIM AL-A.

BriepBble n0KkazaHO mpeobiafaHue TUIEPKOAryJSLMOHHBIX HapyIICHHH CHCTEeMBl TeMocTaza Hu
TPOMOOTHUYECKUX OCJIOKHEHUH HaJ TIeMOpparnyecKMMH Y TMAIUeHTOB C CUCTeMHbIM AL-A, 4To

00OCHOBBIBAET MOKA3aHMsI K HA3HAYEHHUIO aHTUTPOMOOTHYECKUX MPEnapaToB ¢ MPOQUIAKTUYECKON LENbIO.
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BriepBbie BBISIBIEHO, YTO MPOSIBICHUS aMWIOUHON aHTMONAaTUH (KOKHO-CIIM3UCTBIN FeMOpparnuecKuii
CHUHJPOM, OTJIOXKEHHE aMIJIOHJa B COCYIMCTOM CTEHKE <JIErKOJOCTYNHBIX» JIOKYCOB) SBIISIOTCA
HE3aBUCUMBIMH (PaKTOpaMHU pUCKa TPOMOOTHUECKUX OCI0KHEHUH. Ha 0OcHOBaHMHM 3TUX AaHHBIX pa3pab0TaHbl
KPUTEPHUH U1l Ha3HAUCHHSI MPODUIAKTUYECKON aHTUTPOMOOTHYECKOH Teparuu.

Teopumuueckasa u npakmuueckas 3HAYUMOCMb padomul

1. IMauveHnTam c aMUIOMAHOM KapAuOMHOIATHENH HEOO0XOAWM MOHUTOPHHI Kapauomapkepon: N-
TEPMUHAILHOTO MO3roBoro Harpuityperrueckoro mentuaa (NT-proBNP) u tportonnta I/T B TedeHHe epBhIX
YeThIpEX KypcoB MPOTUBOONYX0i1eBoi Tepanuu. [lpu nossimenuu coaepxanus NT-proBNP Gonee yem B 2
pa3a u 6onee 5000 nr/mur /WM Mpu HapaCTaHWM KOHIICHTpaIu TponoHuHa Ha 0,1 HT/MII OT MCXOTHBIX
3HA4YEeHUH MOBBIIAETCS PUCK PA3BUTHUS CEPAECUYHO-COCYTUCTBIX OCIONKHEHUH.

2. Bcem nammentam ¢ cucteMHbIM AL-A pEeKOMEHIOBaHO HCCIEI0BaHME CUCTEMbI IeMOCTa3a,
BKJTIOYaroIIee onpenenenue pudpuHorena u D-gumepa. [Ipu 1abopaTopHBIX MPpU3HAKAX THIIEPKOATYIISIINY,
a TaKKe TPU HATMYHU JAPYTUX (PaKTOPOB pUCKa Pa3BUTHS TPOMOO30B (KOKHO-CIM3UCTBINA TeMOpPpParHueCcKuil
CHHJIPOM, JIEMO3UThl aMWJIOMJIA B COCYyJaX HpPU T'MCTOJOTMYECKOM HCCIIEOBAaHMM OHOINTATOB AOCTYIHBIX
JOKaIu3aluid, HeppPOTHUUECKUH CHHIPOM C runoanbOymMuHemued MeHee 27 T1/i1) cieqyeT paccMOTPETh
Ha3HAYEHUE aHTUTPOMOOTHYECKUX MTPENApPATOB € MPODYUIAKTUIECKON LENbIO.

Memooonozus u memoowt uccied06anus

UccnenoBanme BoimonHeHo Ha 6aze DI'BY «HMUIL[ remaromorun» MunzapaBa Poccun. B
uccnenoBanue BkiItoueHo 104 manuenta ¢ cucteMHbiM AL-A. bbuta co3iana 6a3a JaHHBIX, T7ie TPOBOIMIIACH
OUHAMHYECKas perucTpanusi KIMHUYECKUX M J1a0OpaTOpHBIX TMoKa3zarenel OoibHbIX. [lomyueHHbIE
pe3ynbTaThl MOJABEpPrajid CTaTUCTUYECKOMY aHaJM3y C HCIOJIb30BAaHMEM KJIACCHUYECKUX METOJ/I0B
OIUCATEIbHOI0, YACTOTHOTO aHajIn3a (TabJUIlbl COMPSHKEHHOCTH ), aHAJIN3a BEPOSITHOCTHBIX pacIpee/ieH i
n ROC-ananu3a.

Cmenens 0ocmogeprocmu u anpodoayus pe3ynbmamaog

OCHOBHBIE TIOJIOKEHHUS NUCCEPTAIlMU MPECTAaBIEHbI B MaTepuaiax W CTeHIOBbIX jgokimanax XVIII
Poccuiickoif kKoHpepeHIINN ¢ MeXIYHApOIHOM ydacTueM «3i10KkadecTBeHHbIe TuMpoMbl» (Mocksa, 2021 1.);
VI xonrpecce remaronoroB u lll konrpecce tpancgysuonoros Poccun (Mocksa, 2022 r.); 27 Konrpecce
EBporneiickoit remaronoruueckoit acconnanuu (Asctpusi, Bena, 2022 r.); XX Poccuiickoil koHpepeHnu ¢
MEXIYHapOAHBIM yuyacTHueM «3iokadecTBeHHble auMdomb» (MockBa, 2023 r); HayuHo-mpakTuyeckoii
KoH(pepeHmH «Jleiiko3sl 1 mumpomsl. Tepanus u pyHaameHTanbHble uccnenoBanus» (Mocksa, 2023 r.)

Anpobarus auccepTalii COCTOSUIach Ha 3acelaHuM NpoOieMHoil komuccun «DyHAaMeHTaIbHbIE U
KIMHUYECKHE UCCIEAOBAaHMs B TEMAaTOJNOTMM; NpoOJeMbl KIMHHUYECKOW M MPOU3BOICTBEHHOMN

tpancdysuonorum» PI'BY «HMUI] remartonorum» Munsapasa Poccun ot 24.03.2025 roaa (mpotokos Ne4).



Ilyonukayuu
ITo Teme Hay4HOI paboThl ONy0aMKOBaHO 14 paboT, M3 HUX 6 cTaTel B KypHAJIaX, PEKOMEHI0OBAaHHBIX

BAK MununcrepcTBa 00pa3oBaHusi 1 Hayku P®D, 8 Te3UCHBIX COOOITICHUHA.

OcHogHbIe NOI0IHCEHUA GLIHOCUMDbLE HA 3AU{UMY

1. ¥V 90% namuentos ¢ AL-aMuiaon1030M ObLIO BBISIBJICHO HapyIIEHHUE aAre3UBHON W/WIIM Ba30OMOTOPHOM
GYHKIUM SHAOTENHS COCyloB. M3MeHeHue colep:kaHus MapKepoB SHAOTEIMATBHON AUCOYHKIHUU B
IIPOLIECCE TEPAIIMH OTPAKAET IUHAMUKY COCTOSIHUSI CEPACUHO-COCYUCTON CUCTEMBI.

2. Hopmamuzamusi mokasarteneil MapKepoB SHAOTETUAIBHOW AUCHYHKIMHU JOCTUTACTCS JIMIIb IPH
rI1y0OKOM reMaTOJIOTHYECKOM OTBETE M aCCOIMMPOBAHA C OPTaHHBIM OTBETOM Ha MPOTUBOOMYXOJIEBYIO
Teparnuio.

3. TloBblmeHne copepikaHusl KapauOMapKepoB Ha ()OHE MPOTHBOOITYXOJEBOW TEpamuu OOYCIOBIICHO
MPOTPECCUPOBAHUEM SHAOTEIUATBFHON JUCHYHKIIMH U KOPPEIUPYET C pa3BUTHEM HEOIAronpHusTHBIX
CEepJCYHO-COCYIUCTBIX COOBITUH.

4. T'unepkoarynsiiMOHHbIE U3MEHEHHs B JIaDOpATOPHBIX MapameTpax CHUCTEMbI F€MOCTa3a BBISBICHBI Y
73% mamuentoB. Ilpu stom y 16% mnamuentoB ¢ AlL-amunoumozom B aebroTe 3abosieBaHUs
JUarHOCTUPOBAHbI TPOMOOTHUUECKHE OCIIOKHEHMUSL.

5. Hapymienus remoctasza y nanueHToB ¢ AL-amMiionn030M 00yciIoBIEHbBI aMHJIOMIHON aHTHOIIATUEN 1
opraHHoi nucyHkiuei. Bricokuii puck TpoM0030B (0COOEHHO NMPH HATUYHUU KOXKHO-CIHU3UCTOrO
reMOpparuueckoro CUHAPOMA, OTIOKEHUH aMHJION/1a B CTEHKE COCYIOB «JIETKOJOCTYITHBIX» JOKYCOB,
a Tak)Ke Mpu He()POTUUECKOM CHHJIPOME C TUNOAIbOyMUHEMUENH MeHee 27 T/11) SBIISeTcs MOKa3aHUuEM

AJIs HpO(I)I/IJ'IaKTI/I‘IeCKOFO Ha3HAYCHUS aHTUKOATl'yJITIHTOB.

Bueopenue pesynomamos uccinedoeanus
Pe3ynbrarhl MccneaoBaHys BHEIPEHBI B PAKTUKY HAYYHO-KJIMHUYECKOIO OT/ie]a reMaTOJI0TUU
U XUMHOTEpaluu MapanporenHeMudeckux remobmacrozoB PI'BY  «HMUL] remaromorumn»

Munsapasa Poccun.

Obvem u cmpykmypa ouccepmayuu

PabGora wm3nokena Ha 125 cTpaHWIIax MAaNIMHOMUCHOTO TEKCTa, COCTOWUT W3 BBEICHHS, 0030pa
JUTEPATyPBI, MATCPUATIOB U METOJIOB, KITMHUYECKON XapaKTEPUCTUKH OOJBHBIX, PE3YJIbTATOB UCCIICIOBAHUS,
0OCYXKIIeHHS, 3aKITIOYCHHsI, BBIBOJOB, CITUCKA JUTEPATyphl U mpuiiokeHud. Texct copepkut 18 Tabmun, 4
pucynka u 8§ mpminoxkeHuid. CHHCOK JHUTEpaTypbl BKIIOYAEeT 7 OTEUYECTBEHHBIX M 196 3apyOekHBIX

HCTOYHHKOB.



MATEPHUAJIBI U METOAbI UCCJIIEJOBAHUS

B npocnektuBHOe uccienoBanue BkIOYeHO 104 manueHTa ¢ BOEpBble TUArHOCTUPOBAaHHBIM AL-A,
HAXOJMBIIMXCS HA JICYCHUH B OTIECJICHUU T'e€MATOJIOTMH M XHMHUOTEpAluH IJIa3MOKJIETOYHBIX JAMCKpPA3Hid
OI'BY «<HMUI] rematonorun» M3 PO (3aB. otaenenuem, A.M.H. Pextuna W.I'., 3aB. otaenom, npodeccop,
n.M.H. Menneneesa JI.I1.) B nepuox ¢ mapra 2020 roga mo certssops 2024 rona.

JlnaruHo3 BO Bcex ciydasx ObUI MOATBEPkKACH pe3ylbTaTaMHU THUCTOJIOTUYECKOTO HCCIEIOBAHUS
OMONTAaTOB OpraHoOB M/WiK TKaHed. OTI0KEHUS aMUIION 12 UICHTU(UIIMPOBAIN Ha OCHOBAaHUH OKpAIlIBAHUS
KoHro-kpacHbIM M 3€JE€HOT0 CBEYEHHUS B MOJAPU30BAaHHOM cBeTe. OmnpeneneHue THIIA aMHUIOUIA
MIPOBOAMIIOCH UMMYHO(ITIOOPECIICHTHBIM METOJIOM IOCie 00paboTKH mapaMHOBBIX CpPE30B MPOHA30U C
UCIOJIb30BaHUEM (IIyOpECIIeMH-U30THOIIMAHAT-MEUEHbIX aHTUTEN K Kamma W JsAMOJa JIETKUM IersM
MMMYHOTJIOOYJIMHOB. Pe3ynbTar cunTasy moJ0KUTEIbHBIM MPU MOATBEPKICHUU IKCIIPECCUU OJTHOM JIErKOM
L[€NY UMMYHOTJI00yJIMHA U OTCYTCTBUU IKCIIPECCUU APYTOM.

Craguio AL-A ycTaHaB/IMBaJIM HA OCHOBAHUU IMOPAKEHUS cepara o kputepusm Mayo 2004/European
[Dispenzieri A, 2004]. BosieueHne BHYTPSHHHUX OPraHOB B IMATOJOTMYECKUI MPOIECC YCTAHABIMBAIMA Ha
OCHOBAaHHHU KJIMHUYECKHX JAHHBIX COINIACHO 0OImenpuHaTeiM Kputepusm [Gertz M.A, 2005].

WNupyknuonnyto tepanuto o nporpamme BorCyDex (6opte3omu0d, nukinodocdamu, nekcameTa3oH)
npoBogmn 86 (82%) mnammentam, DaraBorCyDex (mapatymymab, Oopte3omu0, 1ukinopochamu,
nexcametazoHn) — 10 (10%) GonpubIM. Jleuenne mo mporpamme RCd (nenammmomun, iwkinodochamun,
nekcametazoH) nonydanu 8 (8%) maumenTtoB. [ manuMeHTOB 0e3 MOpaXKCHUs Cepilia TEPAIUI0 IO
nporpamme BorCyDex mpoBoaunu B cranmapTHbeix go3ax. [Ipu Bosneuenuu cepama (I u Il cramum) na
TIEpBOM Kypce Tepalliy CHIDKAIN 0361 penapaTos Ha 1 crynens (6opresomu6 1,0 mr/m2 B 1, 4, 8, 11 mau,
nukinodochamun 300 mr/mM2 B 1, 8, 15 muu, nexcamerason 20 mr B 1, 4, 8, 11 num). [Ipu orcyrcTBUUM
OCIIOKHEHHil pa3oBble 03B MPENapaToB dcKamupoBanu (6oprezomud 1o 1,3 mr/m%, nekcamerazona g0 40
mr). TIpu Il cragum mopakeHus cepiia MPOBOIMIN TEPANHUIO0 B PEKHUME BBEICHHS MpernapatoB 1 pas B
Henento (6oprezomud 1,3 mr/m® B 1, 8, 15, 22 nmwu, nukinopochamun 300 mr/m? B 1, 8, 15, 22 numu,
nexkcameta3oH 40 mr B 1, 8, 15, 22 nuu). Bo Bcex mpoTokosiax XUMUOTEPAIIUH 103y JIEKCaMeTa30Ha CHUKAJIH
70 20 MI' B HEZIEITIO TIPU BBIPAXKEHHOM OTEYHOM CHHJIPOME.

Kontpoab coaep:kanus kapauomapkepoB (tporonura | u NT-proBNP) B mporecce eueHus
MIPOBOJIMIIN TIOCTIE KKIOTO Kypca Teparuy y MalueHToB C MopaXxeHneM cepAana. HAYKINOHHYIO Teparuio
BPEMEHHO OCTaHABIINBAIIH:

. npu noBbleHNH conepxkanus NT-proBNP Gosnee uem B 2 paza u 6onee 5000 nr/mi u/uinu

. TIPH MOBBIIIEHUU KOHIIEHTpauu Tpornonuna [ > 0,1 ur/mu;

[Tocne cHMKeHUs cofiepKaHus KapJUOMAapKEPOB IO UCXOAHBIX 3HAYEHUH JieueHne BO30OHOBIISLIU CO
CHIDKEHHEM J103bl 0opTe30oMuba M JleKcaMeTa3oHa Ha | CTYNeHb WIM C MEepPeXOoAOM Ha PEeKHUM BBEICHHS

npenapaToB 1 pa3 B HEJEIIO.
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Db GEeKTUBHOCTL JIEYEHUsT OICHUBAIM 10 KPUTEPUSM TE€MATOJOTMYECKOTO WM KIHHHYECKOTO
(oprannoro) orseroB [Palladini G, 2014; Comenzo R.L, 2012]. Ilpu omeHKe reMaTOJ0rHYECKOro
BBIJICISUTH: CTPOTYIO MOTHYH0 pemuccuto (cI1P), monnyto pemuccuto (ITP), 04eHb XOPOIIyI0 YaCTHUHYIO
pemuccuto (OXYP) u yactuunyro pemuccuto (UP).

Mennana (Me) cpoka HaOJIIOICHHUS 32 MalMEHTaMH cocTaBuiia 25 mecsieB (0T 6 mecses 1o 4

JIET).
Jm3aiin uccaenoBanus npeacrapieH Ha Pucynke 1.
Omnpeenenne YACIa TPOMOOMATOB B KPOBH
+
M3yuenne napaMeTpoB IIA3MEHHOIO 3BE€HA IreMocTa3a:
1. AYTB
104 nan@EeATA C BIepBEIe 2. ITH
—
JAHATHOCTHPOBAHABLIM AL-A 3. TB
4. KommeETpanus ¢HOpHHOTeHA
5. ATINI
6. D-paMmep
7. AKTHBHOCTH (aKTopoB cBepThIBAHHA KpoBH: FVIII,
FX 51 vWF (mo KTHHAYeCKAM DOKA3AHHAM)
+ I'pynma KoHTPOJIs:
Heccnegyemas rpynma: 10 3TOpPOEBIX IHI
30 narHeHTOR + I'pynma cpaBHeHH::
I AL'ﬂA\'IH.‘IOHﬂOSO_\'I 10 mammenTOR ¢ MM ¢ CeI\'pBHI/Ieﬁ
CJIT AMMYHOTIOOVIIHHOB
HecenegopatHe Mapkepos 311 «——
(AIIMA, E-cemektuH, 03T)
‘,P
CremmdHTecKAT TepaIHT
6 — 12 kypcos Tepanun, n=20 Bpemernoe npexpamenHe mocae 1 —4
(mauseHTH 0e3 NOBBIIEHHT KypCoE Tepamis, n=10
COASPEAHHA KAPTHOMAPEEPOE BO [HZi.U;HeHTBI C NIOBBIIIEHHEM COJEPEAHIA
Epend TEpanHH) — rpymma 1 KapJHOMapKepoE) — IpyTma 2
OI.LGHI\'E. TeMaTOIOTHYISCROTO H KIMTHHHYeCKOT0 OTBETOB
HecaenosaHHe Mapkepos 3]
(ATMA, E-cenekTnH, 037T)
[Mpumeuyanme: AL-A — AlL-amunounno3; AUTB — akrtuBupoBaHHOEe dYacTHyHOe TpomOorulactuHoBoe Bpems; [ITHU —

nporpomOuHOBHIi MHAEKC 1Mo KBuky; TB — tpomOunoBoe Bpems; CJIL — cBoboaubie nerkue nenu; AJJMA — acuMMeTpHYIHBINA
quMeTuiaapruant; 09T — 6onbinoit sugotenun; AT 111 — anturpomoun IIT; FVIII - dpaxrop VIII; FX — ¢dakrop X; vWF — akTop
¢on BunneOpanna;

Pucynok 1. /luzaiin uccinenoBanusl.
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Onpenenenne koHueHTpanuu mapkepos I/ nposogwin 30 nanuentam ¢ AL-A. B uccnenyemyro
rpyniy Bouuma 15 myxxuun u 15 xenmun, Me Bo3pacta cocrasmia 59 ner (34 — 73 rona). bonsabim AL-A
onpeereHue coiepkanusl MapkepoB D/ mpoBOAMIM 10 HaYalla U MOCJIE€ OKOHYAHUs TePAlluy UM B MOMEHT
BPEMEHHOIO MpeKpalieHus: jedenus. ['pynmna cpaBHeHus Biitoyana B ceOs 10 mamueHTOB ¢ BIEpBbIC
JMAarHOCTUPOBAHHOW CHMITOMATHYECKOW MHOKECTBeHHOM wmueromoir (MM) 6e3 AL-A ¢ cekpeuueit
MoHOKJIOHATBHBIX CJIL] mmMmyHOrnoOynmuHoOB B Bo3pacTe oT 45 mo 60 ser. IlanmeHTaMm M3 3TOH TPYHIBI
uccaea0BaHue MapkepoB DJ1 MpoBOAMIM OJHOKPATHO /10 Hadaja IPOTUBOOMYXO0JIEBOU Tepanuu. B rpynmy
KoHTpoJiss Bonuid 10 340poBBIX Jidil B Bo3pacte OT 45 g0 60 jer, He KypsIUX M HE CTPAJAIOIIUX
XpOHUYECKHMH 3a00J1eBaHusIMU. BonoHTepam ncciiegoBanne MapkepoB D/] BBITOTHSIINA OTHOKPATHO.

Omnpenenenre MapkepoB NUCHYHKIUU SHIOTEIHUS BBIMOIHSIN MOCPEICTBOM HMMYHO(GEPMEHTHOTO
aHanm3a Ha 0a3e LEHTPATU30BaHHOW KIMHUKO-AHarHoctuyeckoil maboparopun DI'BY «HMUILL
rematosiorun» Munsznpasa Poccun (3aB. maboparopueit, k.M.H. [IBupusix B.H.). MccnenoBanue npoBoauian
Ha aBTOMatudeckoMm aHamm3atope «Personal Laby» (Mramms), mporpammuoe obecneuenue Personalab
Workbench. YuunTsiBasi, 4To mepuoj MOXyBbIBEACHUS dHIOTENUHA-1 U3 MIa3Mbl COCTABISIET MEHEE OJTHOM
MUHYTBI, A7l ONPEIeICHNUs KOHIIEHTPAIMK HCIOIb30BAIN €ro Oosiee cTaOMIbHBIN mpenmecTBeHHUK — 09T.
Bce uccrnenoBanus ObUIM BBITIOJTHEHBI B COOTBETCTBHHU C MPOTOKOJIOM HaOOpa MCIOIBb3yEeMBIX PEaKTHUBOB.
OnTHyecKylo TUNIOTHOCTh BCEX 00pa3IOB PACCUMTHIBAIA aBTOMATUYECKH C MCIIOIB30BAHUEM JUTMHBI BOJIHBI
450 um. OneHKa pe3ynbTaToB IPOBOAUIIACK MTOCIIE TPOBEPKU IOCTOBEPHOCTH TyOIHpyromuxcs 3HaueHui. [1o
PEKOMEH AU POU3BOIUTENS pedepeHCHbIC 3HAUCHUSI HOPMBI ObLITN MPUHSATHI HA OCHOBAHUU KOHTPOJIBHBIX
HCCIIEIOBaHU 00pa3IoB 370POBBIX JIML. B rpymnme 3710poBbIX JHI] MaKkCUMalbHOE 3HaueHue E-cenexTuHa
coctraBmwio 42,8 ur/mn, AIIMA — 0,59 mxmons/n, 69T — 0,825 nmons/n. Oy 3HaYeHUS! ObUTA MPUHATHI B
KaueCTBE BEPXHEW IPAHUIIBI HOPMBI.

Iloka3aTenu cucTeMsbl MJIA3MEHHOI0 FeMOCTAa3a U KOTUYECTBa TPOMOOIIMTOB HCCIIEIOBAIN Ha Oa3e
LEHTPATN30BaHHOW KIIMHUKO-IHarHoctuueckoi tadboparopun ®I'BY «HMMUIL] rematonorun» M3 P® (3as.
naboparopuii, k.M.H. JBupHbik B.H.). Bce mpoObl BBINMOTHSINCH B COOTBETCTBUU C WHCTPYKIIUEH TIO
UCIOJIb30BAHUIO CHUCTEM, OIPENICICHHBIX (PUPMOI MPOU3BOAUTENEM. AHATU3 PE3YIbTATOB OCYIIECTBISUIIN
IIPU IOMOILM MPOTPaMMHOT0 00eCIeYeHus, TOCTABIIEMOI0 COBMECTHO C IPUOOPOM.

C uenbio NPOPUIAKTHKM TPOMOOTHYECKHX OCJI0KHEHMil HazHayald UWHTUOUTOp (Qakropa
CBEpTHIBaHUS KPOBU Xa — anukcadaH B ieueOHOM (10 Mr/cyT) unu B mpodunaktuyeckoi (5 mr/cyr) noze. B
KayecTBE aHTUArperaHTHOM Tepanuy HCMOJIb30BAIM KHUIIEUHOPACTBOPUMYIO (OpMY alleTUIICAIUIIMIIOBOM
KHCIOTHI B jgo3upoBke 1| Mr/kr/cyt. [lokazaHus K Ha3HAu€HUIO BKJIIOYAIM KaK KIMHUYECKUE, TaK U

71abopaTopHbIe TapaMeTphl (PUCYHOK 2).
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/ JleueOHas m03a \ ﬁpﬂ(I)HJIaRTHIIECKaH IlO?h

anukcadaHa annkKcabaHa

1. ' umoansOyMuUHEMHSA MEHEE

(omuH HIH GoNee MPH3HAK)
20 1/7;

1. OuOpHIIALIA TIPEICEPAHE; 2. IToBbImenne coaepKaHug D-

2. IlepeHe ceHHbIIl nuMepa 6oree 500 Hr/wmu,

apTepHaIbHBII TPOoMOO3 MeHee

3. IloBeIIEHHE COEpPKaAHUS
1 ropa Hazax;

¢ubpurorena domnee 4 r/1;

3. Tlepenecénnas TOJIA MeHee 4. VBennueHHe aKTHBHOCTH

1 rona Hasanm; FVIII 6onee 150%:

IIpn maaEvHA IBYX H OoJ1ee
BBINIEYKATAHHBIX HAKTOPOB

\ / \ T00ABJIAIH AHTHAIperaHT

[IpuMeuanne: V Beex MAIHEHTOE NOMYUAMINNK JeUeHHe ¢ IpHMeHeHREM IeHATHIOMHATA HMeTHCh GaKToph!
11 HA3HAUeHHd NpodHIaKTHIecKO 03kl anHkcadaHa. [ONOIHATEIbHYID AHTHTPOMOOTHYE CKYIO TePAIIHO
3THM OOIBHBIM He HasHadamH. TOJIA — tpoMOosMOomna merouroit aprepun, FVIII — dakTop 8.

Pucynok 2. TakTuka aHTUKOAryJIsHTHOW W aHTHAarperaHTHOW Tepanuu y mnanueHTtoB ¢ AL-

AMUJIOHIO30M.

JUid craTucTHYecKoii 00padoTKH JAaHHBIX HCIOJIb30BaHbl KJIACCUUECKUE METOJBI OMMCATEIBHOIO,
YaCTOTHOTO aHAJM3a (TaOJIMIBI COTIPSKEHHOCTH ), aHAIIN3 BEPOSTHOCTHBIX pacnpeneneHuii 1 ROC-anamus.
OnucarenpHasi CTaTUCTHKA Ipe/ACTaBiIeHa B BUJAE 3HaueHUH Me u nuana3zoHa. Bce naHHbIe NpUBEIEHBI C
ykazaHueM 95% noseputenbHoro natepana (J{1). OnHodakTopHbIM aHaIM3 TPOBOIWICS C UCTIOIb30BAHUEM
kputepus @umepa. OneHka MPOrHOCTUYECKOrO MOTEHIMANIA OCYIIECTBIsAIach ¢ noMompo ROC-ananusa.
AHanu3 BBINONHSJICS B MHGopMalmoHHo-aHanuTHaeckoM otaene ®I'BY «HMMUIL] remaronorun» M3 PO
(magampHuK oTaena K.T.H. KymukoB C.M.). Pacuersl mnpoBoAWINCh B CTAaTUCTUYECKHUX IMaKeTaX

GraphPadPrism9 u SAS 9.4. Kputnueckuit ypoBeHb 3HAUUMOCTH p NPHUHAT paBHbIM 0,05.

KJIMHUYECKHUE JAHHBIE
JIJ1st TUCTOJIOTMYECKOTO TTOATBEPKIACHUS Aruarno3a y 72 (69%) manueHToB Oblia BBIOJTHEHA OUOTICHS
nopaxeHHoro oprana. Hau6osnee yacto nccienoBanu 6uonrtat noyku (63 ciaydas), B 3-X ciydyasix BHIIOTHSIIN
ouorncuio cepaua, y 4-X MaueHToB — OHOIICHIO TIEUYSHH U Y 2-X MaUeHTOB — Ononcuro Jerkux. Y 32 (31%)
OO0JBbHBIX JAMArHO3 ObLI TOJATBEPKIEH HAa OCHOBAHMM THCTOJIOTMYECKOrO HCCel0BaHus OuonTara
«JIETKO/IOCTYITHOT'0» JIOKYyca. JlaHHBbIE 0 4acTOTe OOHAPYKEHHsI aMUIIOUA B «JIETKOAOCTYITHBIX)» AJIsl OMOIICUH

JIOKycax MpeCcTaBleHbl B Ta0muie 1.
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Ta6auna 1. YacToTa BBISIBICHUS aMUJIOUA B «JIETKOAOCTYITHBIX) JIJIsi OMOTICHH JIOKYyCaX.

Yucio BepuhuimpoBaHbl OTI0XKEHUS
HCCIENOBAHUN, N ammonsa, N (%)
TpenaHoOHONTAT KOCTHOTO MO3Ta 104 69 (66)
Buonar MOAICIH3ACTOTO CII0st 65 46 (71)
JIBEHAIATHIIEPCTHOM KUIIKH
buontar moakoXHO-)KUPOBOU KJICTUYATKH 20 9 (45)
Buornrat Majoii CIIFOHHOM JKeJIe3bl 19 5 (26)

HaunGonee mH()OpPMAaTUBHBIM ISl BBISBICHHS aMHJIOMJA OKa3aJCs OHONTAT IMOJCIU3UCTOrO CiOs
JIBEHA/IIATUTIEPCTHON KHUIIIKH, B KOTOPOM OTJIOKCHHS aMHJIONAa ObLTH BBISIBICHBI B 71% cnyuaes. Ilpu
MIPOBEJICHUU THCTOJIOTHYECKOTO MCCIICAOBAHUS OMONTATOB U3 4-X (JICTKOJOCTYITHBIX» JIOKYCOB XOTsI ObI B
OJTHOM M3 HHX aMIJIOn] Obl1 0OHapyskeH B 99% ciyuaes.

[lo HamuMm JaHHBIM, Y MAalUEHTOB, KOTOphIM AL-A JIHarHOCTUpPOBaIM HA OCHOBaHHUH
TECTOJIOTHYECKOTO HCCIICOBaHUsl OWonTaTa MOYKH, 3a00JICBAaHUE BBISBISUIM HAa 0OJee PAaHHUX CTaIUsIX
(Tabmuna 2).

Tabauna 2. CTa,I[I/IH AL-aMI/IHOI/II[OSa B 3aBHCHMOCTH OT BBIIIOJIHEHHS OMOIICHMH ITOYKH Ha PaHHEM STaIie

o0cienoBanus.
g}[ig;emm C MOPAKCHUEM MTOYCK Craaus AL-amumonnosa p
| cramust, n (%) 1 cramus, n (%) 1l cragus, n (%)
Brimonaena Ouorcust oYKu 18 (28) 32 (51) 13 (21)
(n=63) p<0,01
be3 BhImoHEeHNS OMOTICUH TTOYKA 7(27) 7(27) 12 (46)
(n=26)

Cpenu manyeHToB, KOTOPHIM ObIJIa BBITOJHEHA OWOIICHS MOYKM HAa TMEPBOM JTalle IHArHOCTHKH,
no3auioro 111 craguio AL-A ycranaBnuBanu pexe (B 21% ciiyuaes), B TO BpeMs Kak, Y MallMEHTOB KOTOPBIM
HE BBINIOJIHSUTH OHOTICHIO TIOUKH — B 46% ciydaes (p<0,01).

Hanbonee yacTo B CHCTEMHBIH Tpoliecc ObUTH BoBIeueHbI OuKkU (86%) u cepaie (76%). 13 89
MAaIMEeHTOB ¢ mopakeHhueM mouek y 44 (49%) Obur auarHoctupoBaH HedpoTuueckuii cunapom (HC). YV
MAIMEHTOB C MOpPaXXCHUEM cepilia npeumyiinectBeHHO (B 63% cnyuaeB) BoisiBisuin |l cramuio AL-A, 11
craaus 3a00seBaHus ObUIa JUarHocTHpoBaHa y 32% mnanueHToB. [lopaxxeHnue neyeHu, MArKUX TKaHEH, TeTKUX
WJIM HEPBHOW CHCTEMBI HE BCTPEUYAIOCHh U30JMPOBAHHO, a BCET/Ia COUETAIOCH C MOPAKEHUEM CepIa 1/Iiu
nmoyvek (Tabmuma 3).

Tadamua 3. MannuanpHas XapakTepucTuka naueHToB ¢ AL-amunoungo3om (n=104)

[TokazaTensb 3HaueHue
XKenmmuer:Myxuausbl, N (%) 56:48
Bospact mauuenTos, Me (pa3max), jget 59 (34 —74)
Bosacuennas CJIL- A, n (%); Me (quana3on), mr/i 78 (75); 122 (16,9 — 4930)

Bosneuennas CJIL- x, n (%); Me (anana3on), Mr/i 26 (25); 64,5 (9,45 — 1120)
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[Tponomxenue Tadbaub 3

[ManeHTsI ¢ «Maon3MepsieMbIM» 3a0osieBanuem, N (%) 26 (25)
Craaust mopakeHus cepia

| cragust, n (%) 4 (5)

Il cramus, n (%) 50 (63)
Ila cragus, n (%) 18 (23)
I1b cragus, n (%) 7(9)
NT-proBNP, ir/mit; Me (auarna3on) 2035 (58 — 56610)
Tpomnonus |, ar/ma; Me (nuamna3on) 0,04 (0-1,01)
Craguu nopakeHus NoYeK

I cramgust, n (%) 27 (30)

Il cramus, n (%) 42 (47)
1 cramgust, n (%) 20 (23)
[Tporeunypwus, r/1; Me (1uamna3on) 3(0-11,4)
[Mporeunypus, r/cyt; Me (quamna3on) 4,45 (0 — 26)
Hedporuueckuii cunapom, n (%) 44 (49)
[Mopaxenue Msarkux tkanei, n (%) 10 (10)
[MTopaxenue nedenu, N (%) 24 (25)
[Mopaskenue HepBHOI cuctembl, N (%) 15 (15)
[Mopaxenue nerkux, N (%) 8 (8)
KosnuecTBO BOBJICUEHHBIX OPraHOB

Onun opras, N (%) 23 (22)
JlBa oprana, n (%) 46 (44)
Tpu u 6011€ee opranos, N (%) 35 (34)

JletanbHOCTb BO BpeMsl MHAYKIIMOHHOW Tepanuu (6 mecsueB) coctaBuia 7% (2 OONbHBIX yMEpJIH Ha
¢one COVID-19, y 5 nanueHToB KOHCTaTMpOBaHA BHE3alHasl CepAeyYHasi CMEpPTh). YMepIINe MalueHTh
WCKJTFOUEHBI U3 TalbHENIIero ananu3a. Pe3ynbraTel Tepanuu nepBoil JMHUN PEACTaBICHbI B TabmwIe 4.
Tabauna 4. YactoTa JOCTH)KEHUS TeMaTOJIOTHYECKOTO OTBETA Ha TePAINnuy MEePBON JIMHUY Y MALUEHTOB C

AL-aMuiionmo3zom.

Yacrora 'O Ha Yacrora 'O Ha Yacrora 'O Ha
Cemaronormieckuii oper | TEPAHA BorCyDex, Tepanuu tepariuu RCd, n (%)
n (%) DaraBorCyDex, n (%) (n=8)
(n=79) (n=10)
cITP 6 (8) 1 (10) 1(13)
1P 18 (23) 5 (50)
OxYP 15 (19) 3 (30) 5 (62)
ITP + OxYP 39 (50) 9 (90) 6 (75)
qp 12 (15) 1 (10)
<4yp 19 (24) 2 (25)
HeB03MOXXHO OLIEHUTH OTBET 9(11)

IIpuMevaHue: B KOJIOHKE «HEBO3MOXKHO OIICHUTH OTBET» YUTEHBI OOJbHBIC, KOTOPHIM HE BBITIOHSIIH
uccienosanne CJIL IMMYHOTIIOOYJTHHOB, & TAKIKE MAIIMEHTHI C KHEU3MEPAEMBIMY HITH «MaJIOU3MEPSIEMBIMY
3a00JIEBAHUEM.

Ha repanuu BorCyDex nonnast pemuccus (I1P) u odens xopormas yactuunas pemuccus (OxYP) 6pun

nocturHyTtsl y 39 (50%) Gonbubix. [Ipu coueranuu nporpammsl BorCyDex ¢ maparymymabom riryO0oKoro
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remarosiornueckoro orsera (I'O) mocturmm 90% mnanuentoB. Bo Bpems jiedeHHs] ¢ NPUMEHEHHEM
neHanugomuna raybokoro I'O ymanocs moctuus B 75% ciiydaeB, OJIHAKO CTOUT OTMETUTH Majlo€ YHCIIO
BKJTFOYEHHBIX OOJIbHBIX ISl OKOHYATEJILHOTO BhIBOA (Tabmuia 4).

[Tocne nepBoii TMHUM Tepauu NOYEUHbIN OTBET JOCTUTHYT y 20 (22%) u3 89 nanueHToB, cepieyHbli
—y 16 (20%) u3 79 GonbHBIX, eueHOUHBIH — Y 9 (37%) U3 24 manueHToB. YiydiieHue QyHKIHHA XOTS ObI
onHOro oprana Habmoganoch y 32 (33%) 60JIbHBIX.

N3 89 manueHToB, KOTOPBHIM B MEPBYIO JIUHUIO TPOBOAMIIM Teparnuio no nporpammam BorCyDex unu
DaraBorCyDex y 20 (22%) 6onbHBIX TIOcTe 1-4 KypcoB Tepamuu OBUIO BBISBICHO PE3KOE HapacTaHue
conepxkanusi NT-proBNP (8 1,5 — 5 pa3). Menuana conepxxanust NT-proBNP no neuenust cocraBumna 3521
rr/mi (537 — 10000 rir/mut), a MoMeHT noBbItenus — 8450 nr/mi (3000 — 20913 nir/mun). BakHo, 9TO K 3TOMY
MoMeHTY y 19 u3 20 nauuenToB 6bu1 JocTUrHyT I'O (y 5 maumentos — I1P 3aboneBanus, y 9 G0ONbHBIX —
OXUYP u y 5 nanmmentoB — YP 3a6oneBanns). Y 12 u3 20 6onpHBIX noBbieHue KoHeHTpamu NT-proBNP
COIIPOBOXAAJIOCH PA3BUTHUEM CEPJCYHO-COCYAUCTBIX OCI0KHEHUH (Tabnuua 5).

Ta6auua 5. [{lunamuka nossieHus conepxxkanus NT-proBNP u cepaeuno-cocyaucToie cOObITHS Ha TEpaTuu
BorCyDex/DaraBorCyDex.

Yucno 'O na momentr  NT-proBNP  NT-proBNP Ha PazBuBmmecs cepaeyHo-

<
- % KypcOB =~ OTMCHBI TEpallid 10 HaYaJla  MOMEHT OTMCHBI COCYAMCTBIE COOBITHS

% Tepamnuu, Tepanuu, Ir/mi

= TIT/MJT

1 2 [P 7256 14700 CmepTh

2 2 yp 7582 14236 CMmepTb

3 2 [P 1790 4118 bes cummtoMmoB

4 2 1P 7704 12120 bes cumnroMoB

5 1 OoXYP 9669 14200 be3 cummtomoB

6 1 P 635 3540 WudapkromnonobHble

N3MCHCHUSA

7 1 He ycranosieHo 2882 6286 Hexomnencanus XCH

8 2 OoX4p 1225 3000 Hapymenus putma cepana
9 1 OXYp 1552 3343 Hexomnencamus XCH
10 1 I1P 7158 12000 Hexommnencamus XCH
11 1 OX4Yp 8532 20913 bes cumntoMoB
12 1 qp 9300 11100 be3 cumnTomoB
13 1 yp 10000 17232 Jexomnencamus XCH
14 1 OXYp 4160 9140 be3 cumnTomoB
15 3 yp 2180 7760 Hapymenns putma cepaia
16 3 yp 741 3098 Hexomnencanus XCH
17 4 oXYyp 1225 3127 Hapymennst putma cepaia
18 4 OX4Yp 537 3130 bes cumntoMoB

19 1 OXYp 4700 9350 be3 cumnTomoB
20 1 OX4Yp 1552 3343 Hexomnencanus XCH

Tepanuto ¢ npumeHnenuem neHanuaomuna noiaydanu 32 (33%) nmanuenta. M3 vux 10 manuenTtam
npoBoauiu tepanmuio RCd B mepByto nauHWI0O W 22 TanuMeHTaM B KayeCTBE BTOPOW JIMHUM TEparuu.

Hccnenoanue conepxxanust NT-proBNP B nmpouecce Tepanuu 66u10 ipoBeieHO y 12 O0IBHBIX, U3 KOTOPBIX
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y 9 (75%) 3aperucTpupoBaHO pe3KOe MOBBIINICHHE KOHLEHTpAaUUK Kapauomapkepa (B 2,6 — 7 pa3). YV 7
nanueHToB nosbiieHue NT-proBNP oTrmedeHo Bo Bpems 1-ro Kypca Tepanuu, y OJHOTO - BO BpeMs 2-TO
Kypca U emé y OoIHOro OOJILHOTO TOJBKO BO BpeMs 4-ro kypca. JIumb y 3-X MalKMeHTOB MOBBILICHHE
KOHIICHTPALIMHU KapIMOMapKepa He COMPOBOXKIAIOCH KITMHUYECKIMHU MPOSBICHUSAMHU. Y 4 OOIBHBIX B MOMEHT
noBblieHUs conepkanuss NT-proBNP pasBunuce remoarHamMuuecKkyd 3HAYUMMBbIE HapylIEHUS pUTMa, y 1
0onpHOTO — Mpu3Haku AekomiieHcanuu XCH, a eme 1 maruenT ymep (tabnwuia 6).

Tabauna 6. [{lunamuka noseimenus coaepxkanus NT-proBNP u cepaedno-cocyiucToie COOBITHS HA TEPAITUH

C IPUMCHCHHUECM JICHAJIMAOMU AA.

z FOma  NT-proBNp |\ PrOBNP

= HA MOMEHT

5 MOMEHT 710 HaJasa Pa3BuBImMecs cepaeuHo-

Z = Ywucno xkypcos OTMEHBI
= OTMEHBI Tepamnuu, COCYIIUCTBIC COOBITHUS
s y TeparmH,
Teparuu T/ MUT
T/ MJT
1 1 yp 9982 27214 Hexomnencamus XCH
2 1 yp 4431 16000 Hapymenus putma cepana
3 4 He 771 3117 be3 cumnromoB
OTIpEACTISUTH
4 1 qp 4392 27000 CmepTh
5 1 yp 1230 3300 Hapymenwus putma cepama
6 2 qp 1140 4000 Hapymenus putma cepaua,
OTEK JIETKUX

7 1 qp 5140 8618 be3 cumntomoB
8 1 yp 1951 3933 Hapymenust putma cepana
9 1 yp 58 3140 be3 cummromoB

®enomMeH peskoro ysenunueHus conaepkanus NT-proBNP y manmentoB ¢ nocturnyteim 'O,
0e3yclioBHO, TpebyeT ocoboro BHUMaHMA. KiMHHYeckne MpOSBIEHUS BapbUPOBAIM OT OECCHUMITOMHOTO
TEYEHMsI IO OTEKa JIETKUX M JaXke B 3-X CIydasX — CEpJeYHON cMepTH. BakHO OTMETUTH, UTO MOBBILLIEHUE
koHueHTpauuu NT-proBNP koHcTaTHpOBaHO TOJIBKO y MAIIMEHTOB ¢ MOpakeHueM cepaua. 13 79 nanueHTos
c mopaxkeHueMm cepaua nosbimieHue cojepxkanuss NT-proBNP na ¢one neuenust nadbmonanu y 29 (37%)
OonpHBIX, U3 HUX y 18 (62%) manueHTOB OTMEYECHO yXY/IICHHE (YHKIIMOHAIHHOTO COCTOSHUS CEpACYHO-
COCYIMCTOM CUCTEMBI.

VY mnanMeHToB C pa3BUBIIEICS TOKCHUYHOCTBIO Ha OopTe3oMHOCOAepXk alllix MporpaMmax IMpu
noctmxennn IIP (5 mnamueHToB) jeyeHHWE BPEMEHHO OCTAHABJIMBAIU U TPOBOJIWIM JAUHAMUYECKOE
HabmoaeHue. OctanbHbIM 00JIBHBIM NMPpOoaOKaIK Tepanuio BorCyDex, 0JJHAKO U3MEHSUIN PEXUM BBEICHUS
npenaparoB (CHIKEHHE 1036l OOpTe30MHOa 1 IeKcaMeTa30Ha Ha | CTyIeHb WM epeXo/] Ha PEKUM BBEICHHS
npenapaToB 1 pa3 B Henelnto). bolbHBIM, KOTOpBIE TOTyYalll JICHATUAOMUI, TPOBOAUIN CMEHY Tepanuu: 6
MAlMEHTOB NIEpeBE/IeHbl Ha Tepanuio MedanaH + JIeKcaMeTa3oH, U 3 OOJbHBIX MEpPEBEACHBI Ha TEPaInio C
pUMEHEHHEM JapaTymymaba B MOHOpexuMe. [1oBTOpHBIX 3113010B pe3koro nossiieHns NT-proBNP y

[MAlMEHTOB HE HAOJIIOIAIIH.
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PE3YJIBTATBI UCCJIEAOBAHUA

1. Buoomenuanvuan ouchynxkyus

1.1 Cooepotcanue maprepoe ouchynkuyuu s3noomenusn

OmpeneneHne KOHIIGHTpaluu MapkepoB O] Obuto BBEINOJHEHO B jae0rTe W mocie jedeHus y 30
nanueHToB ¢ AL-A. IloBbimenue conepxanusi E-cenextuHa Obuio BhisiBIeHO Y 26 (87%) manueHToB,
yBenuuenue Konuentpauu AJIIMA —y 18 (60%) 6ombubIX, 60T —y 2 (7%) nanuentoB. Takum oOpaszom, y
27 (90%) 60nbpHBIX AL-A ObUTa TMArHOCTHPOBAHA MOBBIIIEHHA KOHIICHTPALUS OJHOTO WK O0Jiee MapKepoB
3O/1 B nebrote 3aboneBanusi. 3HaUCHUS UCCIeyeMbIXx MapkepoB D/ ocTaBanuch B mpeenax HOPMbI JIMIIb B
3-x (10%) cnyuasx. B rpymme nanuentoB ¢ MM yBenuuenue coaepxkanus E-cenextrna u 09T BbIsIBICHO He
056110, a ToBbIeHHEe AJ/IMA oTMEueHO TOJIBKO Y 3-X MannueHToB. 3HadeHus: MapkepoB /] y manuenTos ¢ AL-
A, MM B ne6roTe 3a00J1€BaHMS U Y 3JI0POBBIX JOOPOBOJIBIICB MPEACTABICHBI B TAOIHUIIE 7.
Taéauuna 7. 3HaueHus: MapKepoB SHIOTENUANBHON nucyHKIMU y nanueHToB ¢ AL-amunonnosom,

MHO’KECTBEHHOM MHEJIOMOM U B IpYIIIC KOHTPOJIA.

[TamueHTs! ¢ [TanueHTs! ¢ 31mopoBbIe IHUIa
Mapxep 571 AL-A (n=30) MM (n=10) (n=10) p

E-cenexkTun, Hr/mi, Me (1uama3oH) 60 33,5 31,7 p1< 0,001
(19,9-132,1) (29,9 -41) (17,25 - 42,8) p2< 0,001
AI[MA, MKMOJ'II)/J'I, Me (I[I/IaHa3OH) 0.63 051 0.39 p1= 0.036
(0,37 -3,27) (0,34 -0,77) (0,33-0,59) p2< 0,001
00T, nmoune/n, Me (nuamna3on) 0 0,42 0,07 p1=0,31
(0-1,09) (0-0,59) (0 —0,825) p2=0,34

[Tpumeuanue: p1 — JOCTOBEPHOCTH paznuuuii Mexay nanuentamu ¢ AL-A u MM, p2— 10CTOBEpHOCTH
paznuuuii Mexay nanuentamu ¢ AL-A 1 3710pOBBIMU JTUIIAMHU.

Conepxanue E-cenektrHa y manneHToB ¢ AL-A oka3aoch MOYTH B 2 pa3a BBILIE, YEM Y MAIUEHTOB C
MM u y 3n0poBsix auil. Konnentpanus AJIIMA y 6onbHbix AL-A 6bi1a B 1,6 pa3 Gomblue, yeM B TpyIine
cpaBHeHus. Paznmuunii B copepkanuu 09T o6HapykeHO HE ObLIO.
1.2 /Qunamuxa nokaszameneii mapkepog OucynKuyuu >Hoomenus é npoyecce NPomMuUOONYXo.ie6oil
mepanuu.

Hayuenmot 0e3 nosviueHus KOHYernmpauuu KaD()MOMCZDKQDOG (ZDVI’ZI’ZG 1)

[TonHbIil 00BEM 3aruTaHUpOBaHHON Tepanuu ObuT IpoBeneH 20 (67%) nammentam ¢ AL-A (rpymma 1).
[ToBbIIEHNS cONlepKaHUs KapIMOMapKepPOB B 3TOH IpyIiIe MalueHTOB BhIIBICHO He ObL10. [loce okoHuaHus
neuenus y 16 (80%) uz 20 6onpHbIx O0bu1 gocTUTHYT ['O, B ToMm uucne [1P — y 8 manuentos, OXYP —y 5
narueHToB, YP — y 3 6onbubix. He gocturnu 'O 4 nanuenTa (y 2-x NalMeHTOB OTMeYaaach CTaOuIn3anus,
y 2-X MalueHTOB — mporpeccusi). YiydiieHHe (yHKUIUU XOTS Obl OJHOTO W3 BOBJIEUEHHBIX OpPraHOB
(KTMHUYECKUN OTBET) HAOJIOAIN TOJBKO Yy ManueHToB ¢ remaronorudeckor TP u OXYP. Kimanueckuit
OTBET KOHCTaTHpoBaH y 9 (56%) u3 16 nauuenTos, B ToM uncie y 6 u3 8 nauuenTos ¢ [IP, y 3 u3 5 maunenTos

c OXYP.
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[Tocne nevyeHus B 3TOU TPyIINe MAIMEHTOB OTMEYECHO CTATUCTHUECKU 3HAYMMOE CHUKCHHE COJIEPIKaHUS
E-cenexkruna (Me mo u mocine neuenus: 83 [19,5 — 132] ur/mu u 59 [28,5 — 104] ur/mi, p=0,006) u AJIMA
(Me mo u mocie neyenus: 0,68 [0,4 — 3,27] mxmons/n u 0,58 [0,37 — 0,82] mxmons/a, p=0,01). ITpu stom
coniepkanue E-celekThHa Mociie JICYCHHS] OCTaBAJIOCh BBINIE, YeM Y 3A0pPOBbIX Jui. CTaTUCTHYECKH
3HAYUMOM pa3HUILI Mex Ty coaepxkanneM AJIMA y 6onbHbIX ¢ AL-A mocre JiedeHus U 310pOBBIMH JTHUIIAMH
BBIsIBIICHO He Obuto (Tabmuua 8). Tem He MeHee, koHIeHTpanust AJIMA coxpaHsiiack BbIlIe pedepeHCHBIX
3HaueHHni y 13 u3 20 O0IbHBIX.

Ta6auna 8. CozmepxkaHre MapKepoOB dHAOTEIHATBLHON AUCHYHKIIMU 70 U mocie JeueHus (rpymma 1, n=20).

I'pynna
Mapxkep /] o neuenus [Tocne nevyenus KOHTpOIIS p
E-cenextun, Hr/mi, 83 59 31,7 p1=0,006
Me (auarma3on) (19,5-132) (28,5 -104) (17,25 -42,8) p2=0,04
AJIMA, MKMOJIB/I1, 0,68 0,58 0,39 p1=0,01
Me (nuarma3oH) (0,4 -3,27) (0,37 -0,82) (0,33-0,59) p2=0,05
00T, nmoJib/i, 0 0 0,07 p1=0,3
Me (nuarma3oH) (0-1,09) (0-1,5) (0 —0,825) p2=0,1

[IpumMeuanue: p1 - JOCTOBEPHOCTh PA3IUYUI 10 U MOCIIE JICUCHUS]; P2 —IOCTOBEPHOCTh PA3IMUUN MEXKIY
3HAUEHUSIMU TI0CTIE JICYCHUS U 30OPOBBIMU JIHIIAMHU

[Tpu Gonee neTaqbHOM aHaNIM3€ BBISABIEHO, YTO HOpManu3anus coaepxanus E-cenekruna u AJIMA
HabJro1a1ach MPEMMYIIECTBEHHO IIPU JOCTUKEHUH FeMaTOJI0rM4eCKOro U OPraHHOTO OTBETA Ha TEpanuio (B
44% n 67% cay4aeB COOTBETCTBEHHO). I[IpM IOCTMKEHHMH TOJBKO TIeMaToJIOTMYeckoro orpera (6e3
OpPraHHOI0) cojiepaHue E-celeKkTHHa CHHM3WIOCH 0 HOpMallbHBIX 3HadeHUd y 2 (28%) mauueHTOB, a
koHueHTpauus A/IMA — mumb y ogHoro. B ciydasx orcyrctBust 'O Ha Tepanuio (y 4 O0JIbHBIX) CHUKEHUS
coziepkaHusi MapkepoB D /] He 3aperucTpupoBaHO HU B OJTHOM cirydae (Tabnuma 9).

Tabauna 9. Yucno naieHToB ¢ HOPMAIBHBIM COJIEPKaHUEM MAPKEPOB IHAOTETHATBHON TUCHYHKIUU

B 3aBUCUMOCTH OT OTBeTa Ha Tepanuio (rpymnna 1, n=20).

Yuci1o manueuToB
Yucno nanueHToB ¢

Mapxep /1 T'O 1 opraHHbiM c 'O 6e3 HaLII/IeHTfI 6e3 10
_ OpPTaHHOTO OTBETA (n=4)
otBeToM (N=9) (n=7)
E-cenextun (< 42,8 Hr/mi) 4 (44%) 2 (28%) 0 0,06
AJIMA (< 0,59 MKMOJIB/7T) 6 (67%) 1 (14%) 0 0,007
69T (< 0,825 mMosb/1) 1 (11%) 1 (14%) 0 0,1

Hayuenmor ¢ noswviuenuem  konyerumpauuu  NT-proBNP  u  passumuem cepoeuno-cocyoucmuoix

OCHOdACHEHUU (2pynna 2).

Y 10 (30%) OGonpHBIX (rpynma 2), B TedeHHe MepBbIX 1 — 4 KypcoB Tepamuu, ObUIO BBISBICHO
noselieHue koHueHTpauuu NT-proBNP (B 1,6 — 5 pa3). Me conepsxanus NT-proBNP no neuenust cocrasuna

5714 (635 — 9982) nir/mut, mocie sedenuns 8950 (3343 — 20913) nr/mi (p<0,01).
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Hecmotpst Ha nosbimenue coxaepkanust NT-proBNP y 9 u3 10 GonbHBIX K MOMEHTY BPEMEHHOTO
MpeKpalleHus: Tepanuu Habmoaanu cHwkenue coaepxanust CJIL[ uMMyHOrnoOynuHOB, B TOM 4ucie y 3-X
koHctatupoBaHna [P, y 4-x manmentoB — OXYP. Takum 06pa3om, Obu1a OTMEUEHA JUCKOPAAHTHOCTD MEXKTY
HapacTaHUEM COJEp)KaHUs KapJUOMapKEepOB M CHWKEHHUEM CEKpeluMH MOHOKIOHaNbHbIX — CJIL]
umMmyHornooynuHoB. Hapacranme conepxanus NT-proBNP wmm tpomonmna | compoBoxaanoch
CTaTUCTUYCCKHM 3HAYMMbIM YBeludeHueM cojaepxkanus E-cemektmHa, AJIMA u 03T (tabmuma 10).
YBenuueHue KOHIEHTPAUU KapAHOMapKepoB ObLII0 OECCHUMITTOMHBIM JIMIIB Y 2-X MAMeHTOB. B 310l rpymme
MAIMEeHTOB OBLJIO 3apETUCTPHPOBAHO 2 Cllydash BHE3AITHOH CMEPTH, Y ABOUX Pa3BUIIMCh T'€MOJIMHAMUYECKH
3HAYMMble HapyIICHUs pUTMa (TperneraHue U (GUOPWILIALMS Mpencepuii); y 4-X MAIMEeHTOB TMOSBUINCH
uH(papkTo-nogooHsie u3MeHeHus Ha DKI', B 0IHOM ciiyyae ¢ pa3BUTHEM OTEKa JIETKUX.

Ta6auna 10. [{lunamuka cogepaHusi MapKepOB SHI0TENUATBHON TUCHYHKIIUH Y TAIIIEHTOB C IOBBIIIICHHEM

KapanoMapKepoB B mporiecce Tepanuu (N=10).

Mapxkep /] Mo neuyenus [Tocne neuenus p
E-cenextun, Hr/mi, 56 67,5 ~0.007
Me (nuanasom) (27,5 - 82) (32— 102,5) p1=F
AJIMA, MxmoIb/1, 0,53 0,8 _

Me (nnamazon) (0,4-1,01) (0,49 — 1,8) p1=0,005
00T, nmous/1, 0 0,41 _
Me (auanason) (0-0,8) (0 - 1,26) p:=0,008

[Ipumedanue: p1 - JOCTOBEPHOCTh PA3JIMYMN MEXIy MOKa3aTeleM B JeOr0Te 3a00JeBaHUS U B MOMEHT
noBbieHus coaepxkannsi NT-proBNP

BaxxHO OTMETHTb, UYTO BpPEMEHHOE IMpEeKpallleHue IPOTUBOOINYXOJIEBOM TEparuu HPUBOJWIO K
cHIkeHuto conepkanus NT-proBNP 1o ucxoaHsIx 3HaUY€HU, YTO UCKIIIOYAIo YXyaIeHne GyHKIUHN cepLa
BCIIeCTBHE IporpeccupoBanus AL-A. Menuana BpeMeHHU 10 BOCCTaHOBJICHHs MOKa3aTeseil coctaBuia 28
naHer (852 nmus). TpouM maieHTaM y KOTOpbIX Obula JOCTHTHyTa rematosoruyeckas I[IP B nanpHeiimem
Teparnuo He BO30OHOBISLIN (IIPOBOAWIN AUHaAMu4eckoe HaOmoaeHue). Tpoum nmanumentam ¢ OXYP mocne
CHIDKEHHUS COJIEp>KaHUsl KapJMOMapKepoB JieueHHe ObLJI0 BO30OHOBIIEHO CO CHMKEHHEM J103bl OopTe3oMubda
U JiekcaMmeTa3oHa Ha | cTyneHb. [IoBTOpHBIX S1IM30/10B TPAaH3UTOPHOTO MOBbIEHUs coaepkanust NT-proBNP
He HaOJI0AaIoCh, U BCEM MAaIMeHTaM ObLI MPOBEJIEH 3allIaHWPOBAHHBIA 00BEM MHIYKIIMOHHOM TEpamuH.
[Tocne oxoHuaHus neueHus y 4 nanueHToB Obuia gocturuyra [1P 3a6oneBanus, y 3-x — OXYP, y 1-ro — YUP.

Oprannoe ynyunienne Habmonanu y 1 maruenta c [1P 3a0oneBanust.

1.3 Cpasnumensustii ananus 2pynn nayueHmos
[ToBeimenne conepkanus NT-proBNP Ha ¢done Tepanuu HaOMOgaNM TONBKO y NAIlMEHTOB C
amMuiIonIHON Kapaunomuonatuei. Yame, y 7 u3 10 manuentos, Oblna quardoctupoBana III ctagus AL-A. Y

MAIMEHTOB C HapacTaHWEM KOHIEHTpAaLMyU Kaparomapkepa B npouecce tepanuu cogepxanue NT-proBNP u
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TpononuHa | B nedrore 3ab6oneBaHus ObLIO BBINIE, YEM y MAIMEHTOB, KOTOPbIE MEPEHECTH UHIYKIMOHHYIO
Tepamnuio 0e3 OCI0KHEHUH.

CpaBHeHHE UCXOIHOTO COAEPKaHUs MapKepoB D/ Mexay rpynmnaMu 1mokasano, 4To y HalleHToB 0e3
MOCIIEAYIOMIETO TIOBBIIICHUS KapauoMmapkepoB (rpymma 1) mokaszarens E-cemexktuHa ObUT  BBIIIE.
JlocTOoBEpHBIX pa3inyuil B ucxonHoM coaepxkanuu AJIMA u 60T mexay rpynnaMu BbISBIEHO HE ObLIO
(Tabmuna 11).

Tabéauna 11. VcxoaHbsle nmapameTpsl HOpa)Ke€HHs cepiua U MapKepbl SHIAOTEIUAIBHOW AUCHYHKIMH Yy

MAI[MEHTOB B 3aBUCUMOCTH OT AMHAMUKH KapJIUOMapKepPOB Ha UHAYKLIIMOHHOM 3Tarne (n=30).

I'pynnma 1 I'pynma 2

Hapamerp (n=20) (n=10) p
[Mopaxxenue cepaua, N (%) 13 (65) 10 (100) 0,04
Cranus mopakeHus cepa:
| cramgus, n (%) 1(7) 0.003
Il cramus, n (%) 9 (70) 3 (30) ’
A cragus, n (%) 3 (23) 7 (70)
Tpormonun I,
Me (1uanason), Hr/w 0,02 (0-0,14) 0,1(0,02-1,01) <0,001
NT-proBNP,
Me (1uanason), mr/ 739 (58 — 8076) 5714 (635 —9982) <0,001
E-cenextun, Hr/mi,
Me (anasom) 83(19,5-132) 56 (27,5 - 82) 0,04
AJIMA, MKMOJIB/T,
Me (znanason) 0,68 (0,4 —3,27) 0,53(0,4-1,01) 0,2
03T, muom/1, 0(0—1,09) 0(0-0,8) 0,9

Me (nuanazon)
[Ipumeuanue: rpynmna 1 — nanueHTsl 0e3 yBETWYEeHUsT KOHIEHTpAIMK KapIHOMapKepoB; rpymnmna 2 — MalueHThI ¢
TOBBILIEHUEM COJICPAKAHUS KapAUOMapKEPOB B MPOLECCE TEPAIIHH.

Takum 00pa3oM, pa3BUTHIO CEPIIEUYHO-COCYAMCTHIX OCIOKHEHHH HAa WHIYKIIMOHHOM dTare JCUCHUs

MOABCPIKCHBI TOJIBKO MAIUCHTHI C IOPAKECHUEM CepAla (HpeI/IMYH_IeCTBCHHO "I CTaI[I/II/I).

2. Tpomoomuueckue ocnoxcnenusn y nayuenmos ¢ AL-A

2.1 Knunuueckue cumnmomul u (hakmopuvl pucKka pazeumus mpomoomuiecKux 0Cc10HcHeHull

[Ipu nepBuuHOM OcMOTpe remopparuu OblTH BbIsiBIIEHB! y 35 (34%) nanuentoB: y 30 mauueHToB — B
BUJIE COCYTUCTON MypHyphl Ha KOXe, Y 5 OOJNbHBIX — B BUJE OYyJUIE3HBIX KPOBOM3IMSIHUM Ha CIU3UCTOM
MOJIOCTH pTa. Y MAIMEeHTOB C TeMOpPparn4eckuM CHHAPOMOM, B OTJIMYME OT MAIMeHTOB 0e3 Hero,
JIMarHOCTUpOBaHa OObInas cyrounas nporeunypus (Me 6 [0,18 — 26] r/cyr mpotus Me 2,9 [0 — 12] r/cyT,
p=0,01) 1 MeHbIIKe 3HAYEHHsI CBIBOPOTOYHOTO anbOymuHa (Me 22 [12 — 36] r/n npotus Me 30 [14 — 46] 1/x,
p<0,001). CootBerctBenHo, HC pgoctoBepHO wuaimie BCTpedayics y MAlMEHTOB C T'eMOpPpParndyecKum
cunapomoM: 25 (71%) npotus 19 (27%) 6onbubix (p<0,001).

TpomboTuueckre ocnoxkHEeHUs B 1e0r0Te 3a00NeBaHus TuarHoctupoBansl y 17 (16%) mauuentos. B

16 ciaydasx ObUIM AMAarHOCTUPOBAHBI TPOMOO3BI BEH HIKHMX KOHEYHOCTEH, TpOMOO3MOOIHS JIErO4HOM
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aprepun —y 1 manuenTa. [TocpeacTBoM aHanmu3a BEpOSTHOCTHBIX pacpe/iesieHnii ObLUTH BBISBIICHBI OCHOBHBIC

(hakTOphI prcKa pa3BUTHA TPOMO030B (Tabymia 12):

e Hanuune KOXKHO-CIM3UCTOTO TEMOPPArHIECKOT0 CHHIPOMA YBEIIMUUBACT PUCK PA3BUTHUS TPOMOO30B B 5
pa3 (otHocurensHbIN pruck 83%, AU 95%, p=0,01);

e OOHapyXeHHE [EMO3UTOB aMHJIOHJAa B CTEHKE COCYHOB (IO JaHHBIM OMOICUM <JIETKOJOCTYITHBIX)
JI0KycoB) accoruupoBano ¢ 70% BepoaTHOCTHIO pa3BUTHS Tpom0O030B (U 95%,p<0,01);

e ['unoansOymunemus. [TocpenctBom ROC-ananu3a ycTaHOBIIEHO, UTO COJEpKaHUE aTb0yMuHa MeHee 27
/11 SIBJSIeTCS 3HAYMMbBIM MPEAUKTOPOM, C OTHOILIEHUEM IIAHCOB pa3BUTHs Tpom6030B 80% (AU 95%,

9yBCTBUTEIBHOCTH 65%, cneruduanocts 67%, p=0,01).

Ta6auma 12. ConocraBieHHEe YacTOTHl TPOMOOTHYECKHX OCJIOKHCHHHA C OCHOBHBIMH KIMHUYCCKUMH U
1a00PaTOPHBIMU JTAHHBIMH

TpomM06036I 10 NedeHus

Ha (n=17) Her (n=87)
KoxHO-CTU3uCThIH Ha (n=35) 14 21 p=0,01
reMopparuyecKuit Her (n=69) 3 66
CHHAPOM
OToXKEHHS aMHUJION/1a B Ia (n=83) 17 66 p=0,01
CTEHKE COCY/IOB * Her (n=21) 0 21
Bogsneuenne B cucremusiii | Jla (n=79) 16 63 p=0,07
Iporece cepara Her (n=25) 1 24
NT-proBNP, mr/m, 2092 1951 p=0,3
Me (nuanason) 2 (100 - 56610) (58 — 45600)
TpononuH |, Hr/mi, 0,03 0,07 p=0,09
Me (nuanason) 2 (0-1,01) (0-0,4)
Bogneuenue B cucremusiii | Jla (n=89) 16 73 p=0,4
HpoLecce MoYeK Her (n=15) 1 14
Hedporuueckuit cungpom®  Jla (n=44) 10 34 p=0,5
Her (n=45) 7 38
KpeatuaunH, MKMOITB/, 99 115 p=0,5
Me (nuanason) 3 (48 — 344) (46 — 825)
CyTouHas poTenHypHs, T/CyT, 4 4,5 p=0,6
Me (nuanason) (0,33 -21) (0 - 26)
AnpOymuH, T/11, 20 28 p=0,01
Me (nuanaszon) 3 (12 - 30) (14 - 46)
Iopakenue neueHn ITa (n=26) 3 23 p=0,7
Her (n=78) 14 64
[Topaxenne MATKUX Ha (n=10) 2 8 p=0,2
TKaHeH Her (n=94) 15 79
KonnuecTBo BoBiIeUeHHbIX < 2 cucTeM, (N=69) 12 57 p=0,2
cuerem >2 cuctem, (N=35) 5 30

HpI/IMeLIaHI/Iﬂl 1-8 OOHOM M3 «JICTKOAOCTYIIHBIX» JIOKYCOB, 2 — u3 yncia ManreHTOB C IMOPAXCHUEM Cepala, 3-
M3 YUCJia TalfMEHTOB C IMOPAKECHUCM ITOYCK.

VY Bcex 17 manueHToB ¢ TpoMO03aMHU MPUCYTCTBOBATIO KAK MHHUMYM JIBa U3 TPEX KIIFOUEBHIX (DaKTOPOB
pucka. Coderanue Bcex Tpex (aKTOpOB 3aperucTpupoBaHo y 8 (47%) mammentoB. [lapHbIii 9acTOTHBIN

aHaJlM3a MoKa3al, YTo B CIIy4ae COYETaHUs OJHOBPEMEHHO JIBYX M3 BBIJCIEHHBIX HaMU (PAaKTOPOB (HaIu4ue
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KOKHO-CJIU3UCTOI0 TCMOPpAarndycCKoro CUHApOMA, OTJIOXCHUA aMUIIOHWa B COCYI[PICTOﬁ CTCHKC U

rUnoalbOyMuHeMust MeHee 27 1/11) puck pa3Butus Tpomoo3a cocrapisier 100%.

2.2 Jlaﬁopamopmﬂe napamempusl CUCHIEMbL cemocmasa

Tpom6Gorutos (tpomGorutsl Gomee 450x10%m) BeisBen y 17 (16%) maumenToB. MakcHMalbHBIE
TI0Ka3aTeNnu TPOMOOIUTOB KpoBH cocTapuan 800x10%m (y omgmoro mamuenta). Ilo HAmmM JaHHEIM,
TPOMOOIIMTO3 HE COMPOBOKIAJCS TOBBIIICHHEM YacTOTHl TPOMOOTHYECKHUX OCIOKHEHHH WM KOXKHO-
CIIU3UCTOr0 FeMopparuueckoro cuyapoma. CTaTUCTHYECKH 3HAUMMOM B3aUMOCBSI3U MEX1Yy TPOMOOIIUTO30M
Y KJIMHUYECKUMH CHHAPOMAaMH UJTU MOPaKEHHUEM OTJEJIbHBIX OPTaHOB aMHJION1030M HE OOHAPYKEHO.

V3MeHeHrne 0HOTO WIIM HECKOJIBKUX NapaMeTPOB IIa3MEHHOTO 3BEHA FeMOCTa3a ObUTH BhISIBIICHBI Y 80
(77%) 6onpuBIX. Hanbonee yacto HaOmromanuch: MoOBBIIICHNUE coaepxkanus D-nmumepa — y 83% OONBHBIX,
yBeiudyeHne akTUBHOCTH (aktopa ceepreiBanus VI (FVII) — y 76% mnanueHToB, TMOBBIIICHHE
KOHIeHTpauuu GudpuHorena —y 73% nauuentos. [1o coBokynHocTH nokazareneil y 76 (73%) 00bHbBIX ObLT
JMarHOCTUPOBAH TMIEPKOArYJISIIUOHHBIN CUHAPOM, ¥y 24 (23%) nauueHToB — HOpMoKoaryauus, y 4 (4%)
MAIMEHTOB — TUIIOKOATyJISIIHSI.

bbuto ycTaHOBIIEHO, YTO Yy MALIMEHTOB C TUIEPKOATYIISAIMEH M0 J1abopaTOPHBIM TECTaM reMopparuu Ha
KO)Ke HaOmofanuch B 3 pasa yaiie, 4YeM MPH HOPMOKOAryJslUU: COOTBETCTBEHHO y 32 (42%) u 3 (12%)
6ompHbIX, p<0,05 (Tabmuima 13). 'unepkoaryasiMOHHBIA CHHIPOM MPOTEKAT 0€3 KIMHUYECKUX TTPOSBICHUMA
B 37 (48%) ciyuaeB, B OCTaJbHBIX CIy4asiX OH ObUI aCCOLMMPOBAH C TPOMOOTHUYECKMMH OCJIOKHEHUSIMU (Y
17 GONBHBIX) W/WIIN HATTMYUEM KOXKHO-CITU3UCTOr0 reMopparuyeckoro cuapoma (y 32 60JIbHBIX).

HauOonee 3HaunMble U3MeHeHUs1 remMocTa3a OblTH BbIsBIEHB! Y nmauueHToB ¢ HC. ITpu nanmmuun HC
TUIEePKOAryISIIMOHHBIN CUHAPOM pa3BuBaiics B 93% ciydaes, npu orcyrcTBur HC — b y 60% G0NbHBIX.
VY nanuentoB ¢ HC Obutn Bbiie 3HadeHus pubpunorena: Me 5,27 (2,97 — 11,1) r/n npotus Me 4,52 (1,8 —
8,8) r/m, p=0,02; u D-aumepa — Me 506 (179 — 5778) ur/ma npotus Me 377 (48 — 1085) ur/mi, p=0,003.

VY 24 (23%) OonbHBIX J1abOpaTOpHBIE HapaMeTpbl COOTBETCTBOBAIM HOPMOKoAryssiuuu. M3 stux
MalMEeHTOB y OJTHOTO OOJIBHOTO ObIJIa TUAarHOCTUPOBAaHA O€CCUMIITOMHAS CyOypalibHas TeMaToMa,  €Ile B
OJTHOM CITydae HaOII0JaTNCh PEIHIUBUPYIOIINE HOCOBBIE KPOBOTCUCHHSL.

Ta6auna 13. CpaBHeHHE KIMHUYECKHX TapaMeTPOB y MAIIMEHTOB C TUIIEP- K HOPMOKOAryJIsLueH.

CocTosiHHE CHCTEMBI I'eMOocTa3a

['mnepkoaryJsinus Hopmoxkoarymsius p
(n=76) (n=24)
Tpombotuueckue ocnoxuerus Jla (N=17) 17 0 p<0,05
B J1e0t0Te 3a00/IeBaHUs Her (n=83) 59 24
KpoBoteuenus B nedrore Ha (n=4) 0 2 p=0,5
3a0osIeBaHUs Her (n=100) 76 22
KoKHO-CITH3UCTHIH Ia (n=35) 32 3 p<0,05
remMopparuueckuii cuaagpom | Her (n=69) 44 21
OT1no)xeHus: aMuiIona B Ha (n=83) 59 20 p=0,2

CTEHKE COCYI0B * Her (n=21) 17 4
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[Ipomomxenue Tabmumb 13

Bogeuenune B CHCTEMHBII Ia (n=79) 59 17 p=0,5
Ipoliecc cepara Het (n=25) 17 7

Bogeuenne B CHCTEMHBII Ia (n=89) 68 19 p=0,06
IPOIIECC TOYEK Her (n=15) 8 5

Hedporuueckuii cunapom > Jla (n=44) 41 3 p<0,05
Her (n=45) 27 16

IMopakenue eueHn Ia (n=26) 16 6 p=0,05
Her (n=78) 60 18

KomnuectBo BoBiieueHHbIX <2 cuctem, (N=69) 49 18 p=0,9
CUCTEM > 2 cucrem, (n=35) 27 6

[Ipumeuanus: 1 — nmpu ucciie0BaHWU OJHOBPEMEHHO 3-X JIOKYCOB, 2 — U3 YHCIIa MallMEeHTOB C TIOPaKEHUEM IT0YeK,
P — AOCTOBEPHOCTH Pa3IINUMs TPYIIIIAMH ITAIMEHTOB C TUIIEP- ¥ HOPMOKOAT YA

2.3 Takmuka anmuKoazyi1aHmHuoil mepanuu u ee Ihpghpekmusnocms

Bcem mamumentam ¢ TpomOo3amu (n=17) [0 Hadajga LMTOPEIYKTHBHOW TEpamuu Ha3HAYyallu
He(ppaKIMOHUPOBAHHBIN T€NApUH B JIEYeOHON J103€ JI0 MOITHOTO pa3pelIeHus: TpPoOMO03a UM peKaHATU3AIIH
6onee uem 50% mpocseta cocyna. Meauana mpooybKUTeNbHOCTH Tepanuu — 18 gueit (10-21 neHs).

N3 104 6onpHBIX, BKIIOYEHHBIX B uccienoBanue, 100 (96%) G0nbHBIM ¢ MPOPHUIAKTUYECKON LIETIBIO
MIPOBOAMIIM aHTUTPOMOOTHYECKYIO Tepamnuio. Anukcaban B jedeOHoi mo3e (10 mr/cyr) HazHayamu mpu
bubpmLIsIIMY npeacepani (2 marueHTa), mocie TpoMO0IMO0IINH JIETOUHOM apTepun MeHee 1 roga Hazan (1
narueHT). [lokazaHusMHU IS Ha3HAYCHHS anmuKkcabaHa B MPOQIIAKTHYECKON 1o03e (5 MI/CyT) CUMTaH:
CHIDKEHHUE cofiepxaHus anbOymuHa meHee 20 1/, yBenudenue koHeHTpauuu D-nqumepa 6onee 500 Hr/mo,
noBbllieHue GpudpuHoreHa 6oinee 4 r/in u yBenuuenue aktuBHoctH FVIII 6onee 150%. Ipodunaktuueckyro
no3y anukcabana npumeHsu y 97 (93%) 6onbubIx. Y 38 (39%) n3 HUX ObUTH BBISIBJICHBI OJJTHOBPEMEHHO 2 U
OoJiee OIpesIeNICHHBIX HAMH TTOKa3aHUM, B CBSI3U C YeM JIOTIOJTHUTENIBHO K anukcadaHy UM Obljla Ha3HaueHa
KHILIEYHOPACcTBOpUMast (popma areTUIICATUIIUIOBON KUCIOTHI B JO3UPOBKE | MI/KT/CYT.

Dpdhexmusnocms u bezonacHocms mepanuu.

Ha done npodunakrtuueckoit tepanuu Tpom603 paszBuics y 1 (1%) GompHOro. Ha ¢one mpuema
MpopUIAKTUYECKOHN /T03bI antiKcabaHa, Ha3HAYEeHHOU BeieACTBUE MoBbIeHUs1 aktuBHOCTH FVIIL, y ogHOTO
ManyeHTa Pa3BUIICA UIIEMUYECKUH WHCYIbT. Ba)kHO OTMETUTH, U4TO Y OOJBHBIX C MEPEHECEHHBIM paHee
TpOoMOO30M MMOBTOPHBIE AMHU30/1bI Ha (HOHE MPOBOIUMON aHTUTPOMOOTHYECKON Teparnuy He OTMEYAIUCh.

VY DanueHToB ¢ KOXXHO-CIHM3UCTBHIM T€MOpPparvyeckuM CHHAPOMOM HaOIIo/ajcs MOJHBIA perpecc
MeTeXui U SKXMMO30B Ha (JOHE TPOBOAMMOMN aHTUKOATYJISTHTHON TEpaIuu.

VY 2 (2%) narueHToB, MOTY4YaBIIUX TPOMUIAKTHIECKYIO 103y anuKcabaHa, Ha3HAUYEHHYIO BCIIEJICTBUE
noBblleHUs] akTUBHOCTH FVIII, jeyeHne OCIOKHWIOCH Pa3BUTUEM KENYI0YHO-KUIIEUHBIX KPOBOTECUEHUN
JIETKOM CTETICHH TSHKECTH, He TPeOOBABIIMX 3aMECTUTENLHON TpaHCc(y3MOHHON Tepanuu. B o0oux ciydasx
KpPOBOTEYEHHE TMOSIBUIOCH B TEUYEHHE MEPBBIX 3-X MECALIEB TEPANMHM, YTO SIBUJIOCh INPUYHHONW OTMEHBI
npenapara.

VY ocTanbHBIX MAIIMEHTOB B TEUEHHE MEepHo/ia HaOII01eH!sI TPOMOO30B ¥ KPOBOTEUEHHI HE ObLIO.
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3AKVIIOYEHUE

VY 6onpmuacTBa (90%) manueHToB B nedrote AL-A BbIABICHBI TabopaTopHblie nMpu3Haku JJ1 B Bue
3HAYMUTEJILHOTO TIOBBIMICHUS cojaep)aHus B cbhiBOpoTke E-cenexktuna, AJIMA u 063T. CraTtuctudecku
3HAYUMOE YBEJIMYEHHE KOHLEHTPALMU 3TUX MapKepOB II0 CPAaBHEHMIO C Ipynmnoil nmanueHtoB ¢ MM u
3I0POBBIMHM  JIOHOpAaMH IOJATBEP)KIAET MPAMYIO TOKCUYHOCTH HMEHHO amuiouporeHsusix CJIL]
UMMYHOTTIOOYnHHOB Ha »HpoTenuid. Copepxanue mapkepoB JJ[ koppenupoBano ¢ 3¢G(HEeKTUBHOCTHIO
Tepanuu: MX KOHLEHTpalus ITOCTOBEPHO cHMkanach npu goctmxeHuu ['O. Ilpu stom Hopmanuzanus
cogepkanuss  AJIMA  HaOmropanach  HUCKIIOUUTENBHO Yy  IMALMEHTOB, JOCTUTIIMX HE  TOJIBKO
reMaTOJIOTHYECKOT0, HO ¥ OPTaHHOTO OTBETA. DTH JaHHBIC TOATBEPXKIAIOT 00paTUMOCTh D] y MalMeHToB ¢
AL-A npu ycnoBuu 3¢GeKTUBHOCTH MPOTUBOOIYXOJIEBOM Tepanuu. YuuThiBas GakT Hopmanuzanuu AJIMA
napajuieNibHO ¢ yay4lleHHeM (DyHKIHUU OPraHoB, Mbl MPEIoiaraéM, 4To YMEHbIICHUE BbIPaXEHHOCTH D/]
SBJIIETCS OJHUM M3 KJIHOYEBBIX MMAaTOr€HETUYECKMX MEXAHHW3MOB BOCCTAHOBJICHMS (PYHKIIMU MOPAKEHHBIX
opranoB npu AL-A.

3HAYUMBIM PE3YJIBTaTOM PabOTHI CTaJO0 JOKA3aTENbCTBO OCTPOTO IMOBPEKICHUS SHIOTENUS MPH
napagokcanbHoM HapactaHuu NT-proBNP y manueHTOB ¢ TskenbIM mopakeHHeM cepAana Ha 1-4 kypce
tepanuu. Hapacranme NT-proBNP u uacroe pa3BuTHE CepACUHO-COCYIUCTHIX OCJIOXHEHUW Ha (oHe
UTOPEIYKTUBHOM Teparuu MOXKET OBITh OOBSICHEHO TOKCHYHOCTHIO MPOTHUBOOITYXOJIEBBIX MPENapaToB IO
OTHOIICHHIO K YK€ IMOBPEKICHHOMY 3HJIOTEIHUIO COCYIOB. Pa3BhBaromiascs aHTMOTOKCUYHOCTb MOKET
OOBSICHUTh CTOJIb BBICOKYIO DPAHHIOIO JIETaJbHOCTh ManueHToB ¢ AL-A. Takum o006pa3oM MOHUTOPHHI
MapkepoB D/I, Hapsiny ¢ KapAMOMapKepaMu, MOXKET OBbITh MOJIE€3€H AJIs IEPCOHU(UIIMPOBAHHOTO NOAX0Aa K
tepanuu AL-A.

[Tpobnema HapymeHuid B cucteme remocraza npu AL-A Tpebyer nanpHeilmero nsydeHus. B
MEXIYHapOAHbIX KIMHMYECKUX peKoMeHmaimusax mno AL-A wnccienoBaHHME CUCTEMBI TeMoOcTa3a He
paccMmarpuBaeTcs Kak 00s13aTesIbHas OIS, a TOKa3aHUsI K NPOQUIAKTHKE TPOMOO30B ONPEAEIIOTCS TOIBKO
OpraHHoM JucPyHKUMed. Mbl BBISIBWIM 3 OCHOBHBIX (DaKTOpa, YBEJIWYUBAIOLUIUX PUCK Pa3BUTUSA
TPOMOOTHUYECKUX OCIIO)KHEHHMI: HAIWYHE KOXKHO-CIM3UCTOIO FeMOpparn4eckoro CHHIpoMa, OOHapyKeHue
JITIO3UTOB  aMWJIOMJIa B COCYJHCTOM CTEHKE TpPH TUCTOJIOTMYECKOM HCCIEIOBAHUUM OMONTATOB
HENmopaXEHHBIX OPraHOB U CoJiep’KaHHWE albOyMHHAa ChIBOPOTKM MeHee 27 r1/n. Hamuume opHoro us
BBIIIETIEPEUNCIICHHBIX (PaKTOPOB YBEIMYMBACT PHCK Pa3BUTHUS TpoMOOTHYecKoro ociokHeHus Ha 70-83%
(p<0,05), a mpu OTHOBPEMEHHOM COUETaHUHU 2-X (haKTOPOB PUCK TpomMOo3a yBenuuuBaeTcs 10 100% (p=0,01).
ITpu KOMIUTIEKCHOM OIleHKe ToKa3zarenel remoctasza y 76 (73%) manueHToB ObUIM BBISBIEHBI JaOOpaTOpHbIE
MPU3HAKY TUTIEPKOATYJISIIUOHHOTO cCUHApoMa. TakuM 00pazom, HopakeHHe COCYI0B BCIIEACTBUE OTIIOKEHUS
amwioyaa U OJ] B coyeTaHWM C THUMNEPKOATYISIIUOHHBIM CHHAPOMOM — OCHOBHBIE IMaTOT€HETHYECKHE
MEXaHU3MBbI Pa3BUTHS TPOMOO030B TIpH cucTeMHOM AL-A.

BaxxHBIM pe3ynbTaToOM HCCIE0BaHMS SIBUJIOCH OoJiee r1yOOKOe MOHUMaHHUEe MaTOreHe3a COCYANCTOM

nypnypsl. [larorenes reMmopparuii Ha Ko>ke IpeCTaBIsAeTCS HaM Kak TPOMOMPOBAHUE MEITKUX COCYAOB, UTO
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NPUBOAUT K HMX pa3pblBy U TEMOPPArMueckoMy MPONUTHIBaHUIO KOxHU. [IpuMeuarenbHO, YTO
AHTHKOAryJSIHTHAsI Tepamusi He yCyryOusiia KOXKHO-CIM3UCTBIA TeMOpparnyeckuii CUHAPOM, a, HAIPOTUB
crocoOcTBOBaa perpeccy SKXHMO30B, BEPOSATHO, 32 CUET YJIYYIICHUS PEOJOTUYECKHX CBOMCTB KPOBH U
MUKPOLUPKYIISIUH.

Pazpaborannas Hamu cTpaTerusi MPOPHUIAKTHKH TPOMOOTHYECKHUX OCIIOKHEHHH, OCHOBaHHAs Ha
OLIGHKE KIIMHUKO-JIa0OpaTOPHBIX (PAKTOPOB pPHUCKA, IMOKa3ajla BBICOKYIO 3(dextuBHOCTh. Haznauyenwue
npoUIaKTUYECKUX J03 aHTHKOAryiasHToB (anmukcabana) y 93% manueHTOB MO3BOJIWIO CHU3HUTH YacTOTY

TPOMOOTHUYECKUX OCIONKHEHHI Ha ()OHE IUTOPEAYKTHUBHOU Tepanuu 10 1%.

Buieoown

1. TloBpexnaenue sHmoTenus cocynoB npu AL-ammnounose BwisiBieHO y 90% manueHToB, MpU 3TOM
NOBbILIEHUE  cojepkaHusi E-cenexktmHa ormeueHo y  87%  MalnMeHTOB, aCUMMETPUYHOIO
auMeTuinapruaraa — y 60% O0bHBIX, OOJBIIOTO SHAOTENNHA JHUIIb Y 7% MalMeHTOB.

2. JlokazaHo, YTO JOCTH)KEHHE IeMaTOJIOTHYECKOr0 OTBETa Ha TEPAlMI0 COMPOBOXKIAIOCH TOCTOBEPHBIM
CHIKeHHeM cojepkanust E-cenektuna (Me mo u mocne seuenus: 83 mporuB 59 ur/mu, p=0,006) u
aCUMMETPUYHOTO quMmeTmiiapruania (Me mo u mocne sedenus: 0,68 nporus 0,58 mxmous/n, p=0,01).
Hopmanuzanuto congepxanus E-cenexktuna 1 aciMMETpUYHOr0 AMMETUIApruHuHa Habmonanu y 44% u
67% manueHToB (COOTBETCTBEHHO) MPH TOCTUKEHUU OPraHHOI'O OTBETA Ha TEPAIIUIO.

3. YcraHoBneHo, 4To y 37% 60nbHBIX AL-aMUI0M1030M C TOpaKEHUEM cepJilia B MEPUOl MHIYKIIMOHHOMN
TEparuyd  OTMEYAeTCsl MHOTOKpPAaTHOE TOBBIMIEHHE cojepkaHus N-TepMHHATBHOTO MO3rOBOTO
HAaTPUHYPETUYECKOTO TMENTHIAa, KOTOPOE COIMPOBOKIAETCS HapacTaHHWEM KOHIEHTPAIMH MapKepoB
noBpexaeHus sHaoTenus. [lopbimenne N-TepMUHAIBHOTO MO3TOBOIO HATPUMYPETHUECKOTO MENTHIA BO
BpeMsl Tepanmuu y 62% TMalueHTOB COMPOBOXAAIOCh PA3BUTHEM TSKENBIX CEPACUHO-COCYIUCTHIX
ocinoxkHeHnd. OIHOBpPEMEHHOE TIIOBBIIICHWE KOHIEHTpPAIMM  KapJUOMapKepoB W  MapKepoB
SHIOTETHATBFHON TUCHYHKIIMN MOXKET YKa3bIBaTh HA QaHTHOTOKCUYHOCTH TIPOTUBOOITYXOJICBON TEPATTHH.

4. YcraHoBieHo, uto B nedrore AlL-amuionnosa y 16% nanueHTOB AWArHOCTUPYIOT TPOMOOTHUYECKHE
OCJIO)KHEHUS, THIIEPKOAryJIAlMOHHbIE M3MEHEHUs1 B cucTeMe remocraza — y 73% OonbHbIX. Y 52%
MAIMEHTOB THUIEPKOATYIISIIMOHHBIA CHHIPOM OBLT aCCOIMMPOBAH C TPOMOOTHYECKUMH OCIOKHEHUSIMH
W/WIM  HAMYAEM KOXKHO-CIIM3HCTOTO TeMOopparudeckoro cuHapoma. CTaTHCTHYECKH 3HAYUMOM
B3aHMOCBSI3H MEXTy COACpP)KaHUEM MapKePOB YHIOTEIHATBHON TUC)YHKIIMH U HAPYIICHUSIMA B CUCTEME
reMOCTa3a He YCTaHOBIICHO.

5. OmnpeneneHsl (GakTOpbl, MOBBIIIAIONIME PHUCK PAa3BUTHS BEHO3HBIX TPOMOO30B: KOXKHO-CIM3UCTBIN
reMopparuueckuii CHHAPOM, OTJIO)KEHHE aMUJIOUa B CTEHKE COCY/I0B (B THCTOJIOTHYECKUX MpenapaTax),
He(ppoTHYECKUN CHHAPOM C TUNoalbOymMmuHeMuen menee 27 r/1. PUCK TpOMOOTHYECKHX OCIOKHECHHUI

Bo3pactaer A0 70-83% npu Hanmmuuu ogHOTO U3 3TUX (hakTopos u 10 100% — npu AByX (hakTopax.
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Cnucok UCno1b3yemblx coxpamenuﬁ

AJIMA — acuMMeTpUYHBIN TUMETUIAPTMHUH

69T — 607b1110} YHIOTENUH

I'O — remaTonornyeckuii OTBET

JI — noBepUTENbHBIM HHTEPBAI

Me — mennana

MM — MHOX€ECTBEHHAsi MUEIIOMa

HC — nedgpoTtnueckuii cunapom

CJILI — cBOoOOIHBIC JICTKHE IETTH

XCH — xpoHuueckas cep/ieqHasi He10CTaTOYHOCTb
OJ1 — sHAOTeNnMaIbHas TUCHYHKIUS

FVIII — dakrop ceeproiBanus VI

NT-proBNP -

N-TepMHHAIBHBII ~ MO3TOBOI1

HaTPUNypETUYECKUN MTETITHU]L

Oyenxa omeema

cIIP — cTporas noJyiHas peMuccus

[TP — monHast pemuccus

OXYP — oueHb xopoliasi YaCTUYHASL PEMHUCCHS
YP — yacTtuyHas pemuccus
Cxemvl mepanuu
BorCyDex (6opre3omu6, mukiaodochamu,
JIeKCaMeTa30H)

DaraBorCyDex (nmapatymyma0d, OopTe3omuo,
nukinodochaMu, 1eKkcaMeTazoH)

Rd (meHamumoMuI, 1eKcaMeTa3oH)

RCd

(TenamuIoMu I, nukiodochamm,

JIEKCAaMETa30H)



