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OBIIAA XAPAKTEPUCTUKA PABOTbBI
AKTYaJIbHOCTb NPO0JIeMbI

AHIIA-accouunpoBaHHbIE BACKYJIUTBI (AAB) XapaKkTePU3YIOTCA
HEKPOTHU3UPYIOIIUM TpaHyJIeMaTO3HbBIM BOCHAJICHUEM, OOBIYHO C MOpPaKEHHEM
BEPXHUX U HWKHUX JbIXaTEJbHBIX IMYTE€H, U HEKPOTU3UPYIOUIUM BACKYJIUTOM C
MOPaXKEHUEM MEJIKHUX M CPEHUX COCYIOB, YaCTO BCTPEUACTCS HEKPOTUIUPYIOIIHI
rnomepynoHedgpur [Cemenkoa E.H., 1988;Hosukos I1.M., 2013]. B mpouuiom
IpU OTCYTCTBUH JIEUEHUS] CMEPTHOCTH cocTaBisiia 82% B TeueHue | roma mocne
YCTaHOBJICHHs JMarHo3a, MejawaHa BbDKHBaeMoctH — 5 mecsueB [Wolff S.M,
1974].

C nauvana 1970-x rr. B tepanuun AHI|A-acconmmpoBaHHBIX BacKYyJIUTOB
ITUPOKOE pacrpocTpaHeHue noJTy4yusa KOMOWHHUpPOBaHHAS Tepanus
[IFOKOKOPTUKOWJAAMU M IIUTOCTATUKAMU, YacTOTa Pa3BUTHS PEMUCCHHM TPU
KOTOpOH cocTaBigeT He MeHee 75%, a B TOcCieqHEEe BpeMsi  HaKOIUIEH
3HAYUTENBHBIA OMNBIT YCHEIIHOTO TMPUMEHEHHUS Y OTHUX OOJBHBIX TE€HHO-
WH)XCHEPHBIX OMOJOTMYECKUX MpernapaTtoB, B TMEPBYI ouepeab, pUTykcumada
[Myxun H.A., 2012]. YuuTsiBas yaydilieHHE BBDKHMBAEMOCTH Y TaKHX OOJIBHBIX,
00JbIIOE 3HAUYEHHE MPUOOPETAIOT IPYrue acleKkThl OOJNe3HU, OIpeAelsIoIne
KPaTKOCPOYHBIM U OTAAJICHHBIN MPOTHO3, CPEAN KOTOPBIX BCe OOJbIIee BHUMAHKE
PUBJIEKAIOT TPOMOO3BI M TPOMOOIMOOIMUECKHE OCIOKHECHHUS.

[lo nmaHHBIM MHPOBOM JMTEpATyphl, UYACTOTAa PA3BUTHUS BEHO3HBIX
TpoMOodMOoueckux ocinoxHeHudt (BTDO0) npu AHI[A-acconmmpoBaHHBIX
BAaCKyJIUTaX 3HAYUTEIbHO TMPEBBIIIAET OOIMIEMOMYISIUOHHYI0O W CYIIECTBEHHO
BO3pacTas B IEpUOJBI aKTHBHOCTH 3aboneBanus [Stassen P.M., 2007]. B menom
TPOMOOTHYECKHE OCIOKHEHHSI OTMEUatoTCsl y 8-16% OOIBHBIX TpaHyIeMaToO30M C
MTOJIMAaHTHUTOM, KpoMe Toro, B ucciienoBanuu Merkel et al.(2005) 6p110 TTOKa3aHoO,
4TO Ha J0JI0 TpoMOodMOoauu jerounoit aprepun (TDJIA) npuxoautcs no 37%
TaKUX OCJOXHEHUU. B MHpPOBOW M OTEUECTBEHHOW JIUTEPATYPE HE COJECPKUTCS
myOnuKamnuii, B KOTOPBIX ObUTH OBI OMpeaercHbl BO3MOXKHBIE (PAKTOPHI pHUCKA

passutus BTOO y naunentoB ¢ AHIIA-acconunpoBaHHBIMU BacCKyJlIuTaMHu. Takxe
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CTOUT OTMETUTh, 4YTO Ha poccuiickon mnomynssuun AHI[A-acconuupoBaHHbIE
BACKYJIMUTBHI B LEJIOM HM3y4deHbl Mayo. Mcxonas w3 3TOro, OTCYyTCTBYIOT U SICHBIE
KIINHUYECKNE PEKOMEHJALNH, KaK II0 KOPPEKIHMHM TEPANUU IPU BBISBICHHBIX
BT30, tak u B OTHOLIEHUH NPOPUIAKTUKU UX PA3BUTHSL.

[lepcrieKTUBHBIM HalpaBlICHWEM B BeaeHuM mnanueHToB ¢ AHI[A-
ACCOLMUPOBAaHHBIMHA  BACKYJIWUTaMH  SIBISETCS  M3Y4YEHUE IPOTHOCTHYECKUX
¢dakropoB pazsutus BTOO u anropuTMoB UX paHHEro BBISBJICHUS, B TOM YHUCIE C
UCIIOJIb30BAaHMEM METOJIOB aHaliM3a T€HETUYECKUX OCOOEHHOCTEH CHUCTEMBI
reMocTasa, JAuarHoctuyeckas posib KoTopblx npu AHIIA-accoumnpoBaHHBIX
BaCKyJINTaX U3y4€HA MaJo.

eap uccaexoBanus

M3yunuTe 4YacToTy W MNpPOBECTH CTpaTU(UKAIMIO PUCKA BEHO3HBIX
TpoMOO0IMOOIMUEeCKUX ocinoxHeHud y OonbHbIX AHI[A-acconmupoBaHHBIMU
BacKyJIuTamMu: (TpaHyJeMaTro30M C  TOJHUAHTUUTOM, MHMKPOCKOIHWYECKUM
HOJIMAHTHHATOM , Y03UHO(DHUIBHBIMY IPaHyJIEMATO30M C MTOJTUAHTHHTOM )

3agauu uccjie10BaHuA

1. UMByuurp oOmIyr0o 4YacToTy M  (akTopbl pHUCKA  BEHO3HBIX
TPOMOO0IMOOIMYECKUX OCIOKHEHM, B TOM 4YHCIIe TPOMOO30B IIyOOKHMX BEH U
TPpOoMOOSIMOOIMHU JIETOYHON apTepu y marueHToB ¢ pasnmuunbiMu AHITA-
aCCOLMUPOBAHHBIMU BaCKYJIUTAMHU

2. IlpoBecT CKpHHHHT OECCUMITOMHOTO TpoMOo3a TiIyOOKHMX BEH C
MOMOINBIO  YIBTPa3ByKOBOW  mommuieporpadum y marueHtoB ¢ AHIIA-
aCCOLMUPOBAaHHBIMU BaCKYJIUTAMHU

3. YTOYHHTH COBMECTHBIM BKJIaJ  KIMHUKO-IEMOTpapUUecKUX HU
noJuMop(pu3Ma OCHOBHBIX T€HOB CHUCTEMBl I'€éMOCTa3a B pPa3BUTHE BEHO3HBIX
TPOMOOIMOOTMIECKUX OCIIOKHCHHM

4. Onpenenuth BIUSHHE MOIMMOpP(PU3MA T'€HOB CBEPTHIBAIOIIEH CHUCTEMBI
Ha ocobeHHocTH TeueHus AHI[A-acconuupoBaHHBIX BACKYJIUTOB

Hay4ynasi HOBU3Ha
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B Oonpmiold rpynmne nanuMeHTOB ¢ pa3iauuHbiMu  Bapuantamu AHIIA-
aCCOLMUPOBAHHBIX BACKYJUTOB H3ydeHa pacnpocTpaHeHHocTh BTOO, B ToMm
gyucie TpoM0030B rayookux BeH (TI'B), TOJIA, TpoM6030B MOBEPXHOCTHHIX BEH,
BEHO3HBIX TPOMOO30B JIPYTUX JIOKAJIU3ALi, U BbIIEICHBI (DAKTOPHI pUCKA.

BnepBeie moarBepkaeHa BbICOKas dYacToTa OeccuMnToMHbix TIB 'y
nanueHToB ¢ AHI[A-acconMMpOBAaHHBIMM  BACKYJIMTaMHU C  IOMOILIBIO
yIAbTPa3BYKOBOM  jpommuieporpaguu  COCyAOB  HW)KHMX  KOHEYHOCTEH  C
HOCJIEYIOIIMM COMOCTaBICHUEM C OOIIETOMYISIIUOHHBIMUA JAHHBIMH.

VY 85 OonbHbiX AAB mpoBejeH aHanu3 MOJUMOP(PU3MA OCHOBHBIX I'€HOB
CBEpTHIBAIOIIEC CUCTEMBI KPOBHM M BIEPBBIE OXapaKTEPU30BAHO BIIUSHUE
amnenbHbix BapuanToB reHoB I TGA2, FGB, PAI-1 u FV Ha puck pazsutus BT20,
a takke ycraHoBiieHa B3anMocBsi3b reHoB MTHFR wu FXIII ¢ knuHMuyeckumu
0COOEHHOCTSIMU 3200JIEeBaHUS.

IIpakTHyeckass 3HAYUMOCTD

Yacrora BTO0O npu paznuunbix AHIIA-accolMupoBaHHBIX BaCKYJIUTAX
okazanachk comnoctaBuMoi. Ilpeaukropamu BTOO Obutn My>KCKOM MOJI, HaIHYHE
NPU3HAKOB TMOPAKEHUSA JIETKUX M KOPOTKHUH CpoK (1m0 6 MecsleB) IMocie
YCTAHOBJIEHUS JWAarHo3a, 4YTO IIO3BOJISIET BBIAEIUTH B KIMHUYECKOW IPaKTHKE
JAHHYIO TPYMIy MallMEHTOB ¢ BBICOKUM pruckoM BTI0.

VY GonbpHBIX AAB ycTaHoBieHa Bbicokas yactota O6eccumnToMHbXx TI'B,
3HAYMMO MPEBbBIIIAIONIAs OOIMEMONYISIMOHHYIO U B3aUMOCBSI3b OECCUMITTOMHOTO
TI'B ¢ mnokaszaTensiMd aKTUBHOCTH BacKyJIHTa W BPEMEHEM HAONIOACHUS OT
YCTaHOBJIEHHMsI ~ JIMarHO3a, 4YTO  JI€JA€T  LEJIECOOOPa3HbIM  BBINOJHEHUE
yIBTPa3ByKOBOTO HCCJIEIOBAaHUS B OIpeeNIeHHbIe MEpUOAbl HAOMIOACHHUS 3a
MalUeHTaMU.

Ha ocHOBaHMM pe3ynpTaTOB pPETPECCHOHHOIO aHaM3a MPEeIJIoKeHa
MPOTHOCTHUYECKAasE MOJIeNlb, BKJIOYAIOIIAsl KIMHUYECKUE TMoKazaTenu (Mol
MalnveHTa W BpeMs HaOMIOAEHUST OT MOMEHTAa YCTAHOBJICHHMS JWarHosa) u
KOJIMN4eCcTBO mpoTrpoMOoreHHnix asmieneit reHoB ITGA2, FGB, PAI-1, FV, u

MO3BOJISIFOIIAS YIYUIIUTh OLEHKY BEpOSITHOCTH pa3BuTus BTOO.
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IHonoxenusi, BLIHOCUMBbIE HA 3aIUTY
1. Yactora BTOO mnpu AHI[A-accouunpoBaHbIX BacKyJIUTaX CYIIECTBEHHO
MPEBBIIAET OOLIENONYISAIUOHHYIO
2. Puck BTOO sBisieTcsi caMbIM BBICOKMM Ha PaHHUX CPOKaX MOCJIE€ YCTAaHOBICHHUS
JIMarHo3a M CBSA3aH C MY>KCKUM I0JIOM U aKTUBHBIM MOPAXXEHUEM JIETKUX B paMKax
BaCKyJIuTa
3. beccumntomusie  TI'B mpu  AHIJA-acconuMupoOBaHHBIX  BAacKyJHUTax
BCTPEUYAIOTCS] 3HAYUTENIBHO Yalle, 4YeM B OOIIeH MOMyJsIIUu, a PUCK UX CaMbId
BBICOKHMH B T€UeHHE 6 MECSLIEB MOCJIE YCTAHOBJICHHS TMarH03a
4. CouetaHHOe Haimuuue npotpomOoreHHbIX BapuaHtoB renoB ITGA2 807 C/T,
PAI-1 675 5G4G, FGB 455 G/A u FV 1691 G/A y mnamuentoB ¢ AAB
B3aMMOCBA3aHO ¢ pazButueM BTOO
5. Monmumopduzm renoB MTHFR 677 C/T u FXIII 103 G/T accomuupoBan ¢
0COOEHHOCTIMU KIMHNYeckuX nposineHuit AHI{A-acconmnpoBaHHOTO BacKyiIuTa

BHeapeHune B NIpakKTUKY

Pe3ynpTaThl HCclieOBaHUSI HCIIONB3YIOTCS B PabOTe pEeBMATOJOTHMUECKHUX
OTJEJICHUI KIMHUKUA HePPOJOTUH, BHYTPEHHUX M MPOQPECCHOHATBHBIX OOJIe3HEH
uM. E.M. TapeeBa YKBNe3 Ilepporo MI'MVY um. U. M. CedeHoBa, B yueOHOM
npoiecce Ha Kadeape BHYTpeHHUX Oosie3Hed (akynbTeTa (QyHIaMEHTAIBHOU
Meauuasl MI'Y numenun M.B. JlomoHOCOBa

Anpodanusi padoTsbl

Arnipo6arus pa6otsl nposeaeHa 01 urons 2017 r. Ha COBMECTHOM 3aceaHuU
COTPYIHUKOB Kadeapsl BHYTPEHHHX Ooiyie3Hel dakynbTeTa (QyHIaMEHTaIbHOU
mequimael ®I'BOY BO «MI'Y umenn M.B. JlomoHocoBa» u Kadeapbl
BHYTPCHHHX, MNPO(ECCHOHANBHBIX OO0JIe3HEH ¢  MyJbMOHOJIOTHH  MEIUKO-
npodunakruaeckoro ¢akympbreta ®IAOY BO «IlepBpiit MI'MY mm. .M.
CeuenoBa» MunzapaBa Poccum (CeueHOBCKUN yHHBepCUTET). Matepuaibl
nuccepranuu npencrapieHsl Ha kKoHpeperimn “ANCA and Vasculitis Workshop”
(JIonmon, 2015; Tokuo, 2017), koarpecce EULAR (Jlonmon, 2016), kordepeHmu

«AyToMMMYyHHBIE 1 UMMYyHOAehULIUTHBIEC 3a00seBanuss» (Mockaa, 2016).



Myoaukanuu

OcHOBHOE cofepKaHuE AMCCEPTALMOHHOTO HCCIENIOBAaHUSA OTPAXKEHO B 5
Hay4YHbBIX paboTax CoOHCKaTels, B TOM uucie B 3 CTaThsIX B KypHauax,
pexomengoBaHHbix BAK Muno6puayku Poccun, 2 myOnukanuu B 3apyOeixHBIX
W3IaHUSX.

JInuHbIN BKJIAJ aBTOpa

ABTOpPOM CaMOCTOSITENIbHO pa3paboTaH IUIaH, ONpEJENICHbl LeNb U 3aJauu
UCCJICJIOBAHMS, a TAKKE BBITIOJIHEHBI OCHOBHBIEC 3TANbl IUCCEPTAIIMOHHON paOOThI
(bubnuorpaduyeckuii mouck, cO6op, aHaMM3 U O0O0OIICHHE KIMHUYECKOTO
Marepuaina). ABTOp MNpUHUMAT HEMOCPEACTBEHHOE YydYacTHE B OIpeeieHUU
TakTHKA oOcnienoBanust u JjedeHuss mnanueHtoB ¢ AHI[A-acconuupoBaHHBIMU
BaCKyJINTaAMH, TOCIIMTAJIM3UPOBAHHBIX B peBMaTosornueckoe oraenenne YKb Ne3
ITepporo MI'MY um. U.M. CeueHoBa. ABTOpPOM JMYHO CHAEJaHbl BBIBOJBI U
pa3paboTaHbl MPAKTUYECKUE PEKOMEH AU,

O0beM U CTPYKTYpa TUCCEPTALUM

Huccepranus uznoxkena Ha 126 cTpaHHUIaX MEYaTHOTO TEKCTA U COCTOUT M3
BBeJIEHNUs, 0030pa JIUTEepaTyphl, OMUCAHKS MaTepUaIoB U METO/I0B MCCIIEI0BaHMUS,
pE3yJIbTaTOB COOCTBEHHOTO HCCIENOBaHUS, WX OOCYXICHHUS, BBIBOJAOB U
NPAKTHYECKUX pexoMeHaanuii, coaepxxut 20 pucynkoB u 33 tabmuil. Cucok
nuTeparypsl coaepxkut 191 uctounuk, cpeau Hux 20 0TeYeCTBEHHBIX.

ba3a npoBenenus

Knuandeckoe uccinenoBaHue NPOBOAMIIOCH Ha 0Oase kadeapbl Oolie3Hel
dakynpTeTa HyHIAMEHTAIBHOW MEIUIIMHBI B KIMHUKE HEGPOJIOTUH, BHYTPEHHUX
u mnpodeccuoHanbHbx Oone3net um. E.M. TapeeBa YKb Ne3 (3aBemyromuii
kagenapoit M AMpeKTOp KIWHUKH - akagemMuk PAH, n.m.H., mpodeccop H.A.
MyxuH). ['eHeTHueckoe HCCIEeIOBaHUE BBINOIHATIOCHL B Jsadbopatopun MHOIL]

MI'Y umenn M.B. JlomoHOCOBa (pyKOBOJIUTENb — JOLEHT, K.M.H. CaMoxoJicKas

JLM.).
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COILEPKAHUE JUCCEPTAIINAN

MatepuaJj u MeTOIbI HCCJIEIOBAHUSA

B wuccaemoBanme Obutm  BKIrOYeHBl 377 mamueHntoB ¢ AHIIA-
aCCOIMMPOBAaHHBIMU BAaCKyJUTaMH, HaOJrofaBimiuxcs B KimHuke Hedpoioruw,
BHYTpeHHMX U npodeccuoHanbHbiXx 3a0oneBanuii uMm. E.M. Tapeera YKBbNe3
Ilepporo MI'MVY wumenn M.M. CeuenoBa ¢ urons 2013 mo mapr 2017 rona.
JlnarHo3bl yCTaHABJIMBAIUCH COTJIACHO PEKOMEHAAIUAM AMEPUKAHCKOW KOJUIETHH
peBmatosioroB  u HomeHkinarype Kondepenuuu B Yanen-Xwine (2012).
Kpurepusimu 1151 BKIIFOUEHUSI B HUCCJIEAOBaHUE OBUIM YCTAHOBJICHHBIM JIMAarHO3
AHIIA-acconuupoBaHHOTO BacKyJHTa W MOJNUCAaHHOE WH()OPMUPOBAHHOE
corjiacue.

Bce nanuentsl (n=377), BKIIOUCHHBIC B UCCIE0BaHNE, ObUIM 00CIEI0BAHbI
M0 CTaHJApTHOM  kIMHWYecKou TakTtuke s AHI[A-accounmpoBaHHBIX
BAaCKYJIMTOB, BKJIIOYasi J1a0OpaTOpHbIE UM WHCTPYMEHTAIbHBbIE IUATHOCTUYECKUE
METOABI: OONIMH aHalmu3 KpPOBU ¢ JelkorurapHo dopmynon, COD, C-
peaKkTUBHBIN Oe€llok, oreHka Omoxumuueckux mokazarenei (ACT, AJIT, I'TT,
oOmuit  OunupyouH, KpeaTHHWH, MOYEBHHA, OONMH OeloK, aab0yMuH,
Na+/K+/Cl-), ¢pubpunoren, obmuii ananus Mmoun. Yposenb AHIIA orenuBancs ¢
nomotplo Metoma MDA ¢ BepxHei rpanunied HopMbl S5 ME/mn.  [ns
Bepudukanuu guardo3oB TI'B u TOJIA wucnonp3oBanace Y3/JAI' um KT-
aHruorpadusi, COOTBETCTBEHHO.

AKTHUBHOCTb BacCKyJIUTa OLIEHUBAJIM C MOMOIIbIO BUPMUHIeMCKOro MHIEKCa
aktuBHOCTH Backyiura (BVAS score version 3). Taxke OIeHHBAICS HWHICKC
HeoOpaTHMBIX TIOpaKeHWU B pe3yibrare Backynuta Vasculitis Damage Index
(VDI). OnenuBanuch ciydad BEHO3HBIX TPOMOOIMOOIMUYECKUX OCIOKHEHUH,
TPOMOO030B TOBEPXHOCTHBIX BEH, BEHO3HBIE TPOMOO3bI IPYTUX JIOKATU3AIIHH.

HccnenoBanne Takke BKIIOYAIO OTIAEIbHYIO MPOCHEKTUBHYIO 4acTh, B
kotopyto Bomnu 99 manuentoB c¢ ['TIA, MITA u DI'TIA, nHabmogaBmuXxcs B

KJIMHUKE cTamuoHapHo ¢ uroHa 2013 roma mo HOos0ps 2015 roma, KOTOphIM ¢
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uenblo ckpuHuHra OeccumntoMHbeix TI'B ogHokpatHo Bbemonnsiaum Y3 BeH
HIKHUX KOHeuHocTed. KoHTponbHyro rpynmy coctaBwin 514 manueHTOB 06€3
JMarHo3a BacKyJIHMTa, COMOCTABUMBIX MO IMOJY U BO3PACTY C OCHOBOW TI'pYIIIOH,
KOTOpbIM aMOyJIaTOPHO B paMKax MPOQPUIAKTUYECKOTO OCMOTpa BBINOIHSIACH
V3JII' BeH HWKHUX KOHEYHOCTeM. B aHamm3 He BKIIOYAINCh IMAIIMEHTHI C
KIIMHWMYeCKUMH Tpu3HakamMu BTOO. AKTHMBHOCTP BacKylIWTa OLEHHMBAIU C
oMo uHAEKca BVAS, KOTOpBI pacCUUTHIBAICS HA MOMEHT BBINOJHEHMS
VY3I'. Ins onenku pucka BTDO wucnonb3oBanu mkany Padua Prediction Score
[Barbar S. ,2010]. V3/AI' BeH HWKHUX KOHEYHOCTEH BBIIOJHSIM C
ucrnonp3zoBanrem ammapara GE LOGIQ S8 ¢ nuneitneim gatunikom 10-14 MHz
COIJIaCHO CTaHIapTHOMY IpoTokoy [Bates S.M., 2006].

Y 85 manuMeHToB NPOBOAWIOCH HCCIIEIOBAHUE MOJUMOPPU3MOB TEHOB,
accoruupoBaHHbIX ¢ TpomOodunueit : MTHFR 677 C/T, FV 1691 G/A, FII 20120
G/A, FGB 455 G/A, PAI-1 675 5G/4G, ITGA2 807 C/T, ITGB3 1565 T/C, FVII
10976 G/A, FXIII 103 G/T. 3aTteM BBIAEISIIUCH TPYMIBI MAIUEHTOB C PA3IMYHBIMU
noJMMOpPU3MaMH, U MEXJy HUMH MPOBOJIUIACH OLIEHKA PA3IUYMM 10 KIMHUKO-
7a0bopaTOpHBIM MpU3HAKaM. [ OIeHKM BIMSHUS MOJIUMOp(HU3Ma HA YACTOTY
BT30, B uyuncie mOCHEAHUX YUYUTHIBAINCH KAaK MMEBIINE KIMHUYECKYIO
CUMIITOMATHKY, TaK U BBIABICHHBIE TP CKPUHUHTE.

Brinenenne renomuoit JIHK mpoBommnu u3 mnepudepuyeckold BEHO3HOM
KpoBH, cTrabunuzupoBanHoi DJTA, ¢ momonipio kKoMMepuyeckoro Habopa QIAmp
DNA Blood Mini Kit u aBromatmueckoii cranmuu QIAcubeTM (QIAGEN).
Onpenenenue monmuMopduU3Ma HCCIEAYEMBIX TEHOB TMPOBOIUIN  METOIOM
MOJIMMEPA3HOM LIEMTHOM PEAKINU C AETEKIMEN PE3YIBTATOB B PEKUME «PEATBHOTIO»
BPEMEHM U aHAJIU30M KpPHBBIX IUIABICHUS C HCIIOJIB30BAHUEM KOMMEPUYECKUX
HabopoB  peareHtoB  (upmei  JIHK-TexHomorms  Ha  JETEKTHPYIOIIEM
ammumdukatope DTprime (OOO «JIHK-texHomorusi») cormacHO METOIUKE,
OMMCAaHHOW B MHCTPYKIIUHU IO MPUMEHEHHIO K HabopaM

C uenpl0  CTAaTUCTHYECKOM  OOpaOOTKM  MOJYYEHHBIX  JIAaHHBIX

ucnoip3oBauch nporpammer StatSoft Statistica 10.0, IBM SPSS 18, MedCalc
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17.2. TIpoBepka HOPMAJIBHOCTH PACHpEICICHUNH NPOU3BOAUIACH IO METOAaM
Konmoroposa-CmupnoBa nubo Illanupo-Yunka B 3aBUCMMOCTH OT pa3MepoB
BbIOOpOK. JlJI1 CpaBHEHMsSI YAacTOT HOMHUHAJIBHBIX IOKa3aTelled MEXIy ABYMs
IpyIIaMU MPUMEHSJICA TOYHBIA TecT dumiepa, MEXIy TpeMs IpynnaMud — XH-
kBaapat [Iupcona. [{ns cpaBHEHHsA ABYX I'PYII IO KOJWYECTBEHHBIM IMPU3HAKAM
npumensuicss U-kputepuit Manna-Yuthu. [lokazatens otHomenus mancoB (OL)
pacueHuBasCs] KaK OTHOLLIEHNUE BEPOSITHOCTH HAIMUHUS COOBITUS K €0 OTCYTCTBHIO.
3naunmocth OIIl mpusHaBasace B Tex ciaywasx, korga 95% nmoBepuUTeNbHBIN
MHTEpPBAJl HE BKIIOYANl €AuHULY. bBbUl TOPUHAT YPOBEHb 3HAYUMOCTH JJIS
onleHMBaeMbIX runore3 paBHbld <0.05. Jlng onpeneneHuss 3HAYUMOCTH
npeaukropoB BTOO npuMeHsnace JOrUCTHYECKAs PErpeccusi, JUAarHOCTHYECKAs
3G ()EKTUBHOCTh TONYYEHHBIX HMHTETPAIbHBIX TOKa3aTelied OlleHUBAlIach C
nomotisto ananuza ROC-kpuBsix ¢ npuMeHeHneM koaddunnenta KOaena.

PE3YJIBTATBI HCCIIEJOBAHUSA U UX OBCYXKJIEHUE
Yacmoma BT20

BT20 Obumn nuarHoctupoBanbl y 27 (7,2%) u3 377 maiueHToB, B TOM
gucie y 13 (5,5%) — ¢ I'TIA, 6 (9,2%) — ¢ MIIA u 8 (10,8%) — ¢ OI'TIA (paznuuus
MEXY TpEMsI TpyIIaMu ObUTA HEIOCTOBEPHBIMU; puUC. 1).

50% -

40% - p=0.116
mIma
30% MIA
p=0.253 p=0726 @3MA
20% -
9,2% 10,8%

10% -
5,5%

]

0% 1
BT30

Puc. 1. Yacrtora (%) BTI0 y naumentoB ¢ I'lTA, MITA u IT'TIA
TI'B pazBuiics y 26 (6,9%) nauuenTtos, B Tom uncie y 12 (5,0%) — c I'TIA, 6
(9,2%) — ¢ MIIA u 8 (10,8%) — ¢ OI'TIA. Pacnipenenenne gactotsl TT'B Mexmy

rpylnnaMy TMamueHToB ¢ pa3HeiMu  BapuaHTamu AHI[A-accoumnpoBaHHBIX
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BaCKyJUTOB ObUIO cXOIHbIM Cc TakoBeiM BTDO. Yacrora TI'B nocroBepHo He
OT/INYanach, 3a MWCKIIOYEHUEM TEHIACHIMM K CTaTUCTHYECKOM 3HAYMMOCTH
pa3HULIBI YacTOThl MexAy rpynmnamu nauueHtoB ¢ I'TIA u OI'TIA (p=0,100, O
2,283, 95% AN 0,896-5,819) (puc. 2).

50%
40% - p=0.100
mImA

305 MNA

p=0.235 p=0786 O3rma
20% -

10,8%
10% 4 9,2%
5,0% ‘

0% -

TrE

Puc. 2. Yacrora (%) TI'B y nanuenTos ¢ I'TTA, MITA u OT'TIA

OTnenbHO aHAIU3UMPOBAIM Cilydau MpokcuMaibHOrOo TI'B, KOTOPHIit
accolmupyeTcsi ¢ 0oyiee BRICOKMM PUCKOM pacrpocTpaHeHus: U pa3Butus TOJIA.
Pa3Butue npokcumansHoro TI'B nabmoganu y 10 (2,7%) naiieHTOB, B TOM YHUCIIe
6 (2,5%) — ¢ I'TIA, 3 (4,6%) — ¢ MITIA u 1 (1,4%) — ¢ OI'TIA (pa3nuuusi MeX1y

IpyIIaMi HEAOCTOBEPHBIE) (PUCYHOK 3).

15%
p=1.000
|
10% - MIIA
p=0.411 p=0.340 O3rma
5% - ‘
3,1%
2,5%
J— 1‘14%
0% A
MpokcTTB

Puc. 3. Hacrora (%) npokcumanabubix TI'B y manuentos ¢ I'lTTA, MITA
u JI'TIA
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TOJIA mauarnoctupoBanu y 6 (1,6%) u3 377 OGonbHBIX, B TOM 4ucie y 3
(1,3%) — ¢ I'TIA, 2 (3,1%) — ¢ MITA u 1 (1,4%) — ¢ OI'TIA. YacroTa ee Takke
Obl1a COMOCTaBUMOMN B TpeX rpymmax (pucyHok 12). ¥V Bcex marueHToB ¢ TOJIA,

3a HcKIo4YeHneM ogHoro 6oxasHoro I'TIA. OgnoBpemenHo nuarHoctupoBain TI'B.

15%

p=1.000
mIrma
10% 4 MNA
p=0.292 p=0.590 O3rma
5% - ‘
3,1%
1,3% 1,4%
0% 4

T3NA

Pucynok 4. Yactora (%) TOJIA y namuentos ¢ ['TIA, MITA u OT'TIA

Daxkmopwvt pucka BT30

Hons myxunH cpeau nanueHToB ¢ BTOO (n=27) mocToBepHO INpeBbIaia
TakoByI0 cpenu O0onpHBIX 6€3 BTOO (n=350): 55,6% u 33,1%, COOTBETCTBEHHO
(p=0,022) (Tabn. 1). Kpome toro, y manueHnroB, nepenecmux BTDO0, nocroBepHO
yamie BCTpedanoch mnopaxkenue yerkux B pamkax AHI[A-Backynurta (88,0% u
66,2%, cootBercTBeHHO, p=0,053). UacToTra mopakeHus mMmodek Oblaa BBHIIIE Yy
nanueHToB ¢ BT20 (53,8% u 48,6% COOTBETCTBEHHO), OHAKO JTAHHOE Pa3IM4Hue
HE JOCTUTrajo CTAaTUCTUYECKON 3HauuMocTu. Jlpyrue mnokasaTenu, TakHe Kak
MeJIMaHa BO3pacTa Ha MOMEHT OKOHYaHHS HaOmroaeHus, Hanumuare AHIIA, B Tom
qucle K MpoTernHase-3 u muenonepokcunaase, BVAS B nebrore, VDI Ha MoMeHT
OKOHYaHUS HAOIIOJEHNUs, BO3pACT Je0I0Ta, TAKXKE TOCTOBEPHO HE OTINYAIHCH

MEXIY JBYMS IPyNHIIaMH.
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Tabnuua 1

Kuaunnuko-nemorpagpuueckue XapakTepuCTHKHU IPYNI NAUKMEHTOB €

BT20 u 6e3 BT20
BTD0 (n=27) Bes BTDO p OLII (95% J1)
(n=351)
Myskunst, n (%) 15 (55,7%) 116 (33,1%) 0,022* | 2,522 (1,143-5,562)
Bospacr, ner** 54,0 (38,0;59,5) | 53,0(39,0;62,0) | 0,960** -
AHIIA +, n (%) 19 (70,4%) 261 (74,6%) | 0,650* | 0,810 (0,343-1,915)
TIP3-AHLIA, n (%) 11 (40,7%) 149 (452%) | 0,693* | 0,835 (0,376-1,854)
MIIO-AHLIA, n (%) 7 (25,9%) 81 (24,5%) 0,820 | 1,080 (0,441-2,648)
Tlopaenue nouex, n(%) 14 (53,8%) 170 (48,6%) | 0,686* | 1,140 (0,521-2,496)
Tlopaenue erkux, n (%) 23 (85,2%) 206 (66,2%) | 0,053* | 2,931 (0,988-8,695)
BVAS B neoroTe** 17,0 (12,0;27,0) 16,0 (9,0;23,0) | 0,277** -
VDI** 6,0 (4,0;7,0) 50(3,0;7,00 | 0,330%* -
Bospacr nebrora, mer** 49,0 (33,0;55,0) | 47,0(31,0;56,0) | 0,611** -

[IpuMeuanue: 3HAYCHUS p OMIPEIEICHBI I : * - MBycTOpOoHHETO TecTa ®umepa , ** - U-kpure-
pust ManHa-YuTHY (MIPUBEACHHBIC 3HAYCHUS TTOKa3aTesIe — MeTnana (HIDKHSS KBapTHIIb,
BEpPXHSISI KBAPTHIIb)

VY4uuteiBast pa3HUILY 4aCTOTHI MOPAKEHUS JIETKUX Y MalMEHTOB, MEPEHECIINX
u He nepeHecmrx BTOO, Obul mpoaHalIu3upoBaH Moka3atelb JierodHoro BVAS,
KOTOPBII paclieHnBajICcs Kak cymMmma 0autoB u3 paszena “Chest” mkansr BVAS 3.0:
XPHIBI TPH ayCKyJbTanuu (2 6ajra), moJIOCTH paciiajia Uikl 09aroBble U3MEHEHHUS
B JierkuX (3), miaeBpuTt (4), MHQWIBTpaTUBHBIE U3MEHEHUS (4), SHT00OPOHXHUAIBHOE
nopaxeHne (4), KpoBOXapKaHbe/TEMOpPpPArnyecKuil anbBeOduT (6), TsoKenas
JbIXaTebHasi HEA0CTaTOYHOCTh (6). B rpynme mamuentoB ¢ BTOO Menuana
nerouHoro BVAS noctoBepHo mpeBbliiana TakoByio y nanuentoB 6e3 BTO0: 4,0
(3,0;6,0) u 3,0 (0,0;6,0) coorBerctBeHHO (p=0,017), OLI mmas BVAS 3-6
coctaBuio 4,156 (95% AU 1,638-10,548, p=0,002).

B 16 (59,3%) cnyuaeB u3 27 BTDO Obutn 3aperucTpUpOBaHbl B TCUCHHE
MEPBOro Tojla MOCJI€ YCTAaHOBIEHUsS JuarHo3a, B Tom uucie 11 (40,8%) — B
TeyeHue nepBbix 6 mecauneB (puc. D). Yacrora BTOO B mepBeie 6 Mmecsies
coctaBuia 6,9 ma 100 manueHTo-neT, obOmas 3a Bce Bpems HaOmoaeHus — 1,31 Ha

100 marmueHTO-JIeT, a Ha CpOKax IJIUTENbHOCTH Ooje3Hu Ooznee 1 roma mocie
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yctanoBieHus auarnosa — 0,48 va 100 nanuento-net. Y 25 (90,8%) mariueHToB Ha
MoMeHT pa3Butuga BTOO nabnronanuce npu3Haku akTuBHOCTH AAB nipu meaunane

mexca BVAS 10,0 (4,0; 14,0).

127

107

[ ] 1] C10
E) é 1]2 118 2]4 310 3]6 412 4]8 514 6]0

OnuTenbHoOCTL 3aboneBaHna OoT MOMEHTA
YCTaHOBNEHMA AnarHo3a, Mec.

Puc. 5. KoauvectBo ciaydaes BTIO B 3aBuCHMOCTH OT IMTEJIbHOCTH
3a00/1eBaHUSI OT MOMEHTA YCTAHOBJICHUS IMATrHO3a
beccumnmomnvie TI'B 6 2pynne nauuenmos ¢ AHI[A-accouuuposeannvimu
8ACKYIUMAMU U 8 KOHMPOJIbHOU 2pynne

C nenwto ckpuauHTa 6eccumnToMHbIX TI'B B cimywaiinoit BeiOopke u3 514
o0clieToBaHHBIX 0€3 CUCTeMHOM maTosioruu, u'y 99 u3 377 Bcex 6onpHbIX AHIIA -
ACCOLMUPOBAHHBIMUA  BaCKYJIMTaMU npoBoauiack Y3JIIT BEH HUKHHX
KoHeuHocTel. beccumnromubie nuctanbHbie TI'B Obuin oOHapyxkeHsl y 8/99
nauueHToB (8,1%) ¢ AHIJA-accounnpoBaHHBIMU BAacKyJIUTaMH, B TOM YHUCIE Y
3/76 (4,1%) — c T'TIA, 3/13 (23,1%) — ¢ MIIA u 2/14 (14,3%) — ¢ OI'TIA. Yacrora
6eccumnTomMHbix TI'B Obuta BeIllle y TAlMEHTOB C MPU3HAKAMU AKTHBHOCTH
BacKkynuTa u coctaBmia 12,5% (8/64). Yeenuuenue gactotsl TI'B npu akTrBHOCTH
BacKynmTa ObUIO cXoaHBIM y nanueHToB ¢ I'TIA (3/45 , 6,7%), MIIA (3/9 33,3%),
u OI'TIA (2/10, 20,0%).

Y 6 u3 8 manueHToB OeccuMNTOMHBIN nucTanbHbli TI'B OblLT BBISBICH B

T€UCHUE 6 MECALIEB MOCIE YCTAHOBJIEHWS JMArHo3a BAacCKyJIMTa, TOrJa Kak y 2
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OpPYruX NanueHToB — 4depe3 14 m 92 mecsaueB mocsie yCTaHOBJIEHHUS AWArHosa,
OJIHAKO B TIEPHOJ] AKTUBHOCTU BacKyiuTa. Bce manumeHThl ¢ OECCUMITOMHBIMU
nuctanbHbiMu TI'B cooTBeTcTBOBaM HU3KOMY pucky TI'B mo mkane Padua (1-2
6ama). B xonTponbHoi rpynne HaOmoganu 2 (0,4%) ciaydas 6GE€CCUMITOMHOIO
muctansHoro TI'B y 514 mamumentoB (OI, crangapTu3oBaHHOE MO TMOJY U
BOo3pacty, — 22,5; 95% AU 4,7-107,7). KonmuuectBo maruentoB ¢ MITA u DI'TIA
ObLJIO HEOOJBIINM, MOATOMY AoBepuTenabHble MHTEepBaIbl O ObUIM MIUPOKUMU.
Tem He meHee, yBenudeHue 4actorel TI'B mo cpaBHEHHIO ¢ KOHTpOJEM OBLIO
CTaTUCTHUYECKH 3HauMMbIM y OonbHbIX co Bcemu AHI[A-accounnpoBaHHBIMU

BacKyJMTamu, Tak kak JIW ve Bkimrouan 1,0. (puc. 6).

[MammeHTs TI'B, n/N (%) OP (95% ON)
AHLUA-Backynur 8/99 (8,1) B 22,5 (4,7-107,7)
AKTHBHBII BacKyJIUT 8/64 (12,5) i > 36,6 (7,6-174,5)
[TA 3/76 (4,1) 11,1 (1,8-67,8)
MITA 3/13 (23,1) > 76,8 (11,5-511,2)
SITA 2/14 (14,3) > 42,7 (5,5-328,8)

1,0 50,0 100,0
Puc. 6. OrHomenussi mancoB (OI) ana TI'B y nmanmentoB ¢ AHIIA-
ACCOLMMPOBAHHBIMHU BACKYJIUTAMHU IIPH CPABHEHNH C KOHTPOJbHOM IPynnou

Brytpu xoroptel 60nbHBIX AAB rpynmel manuerToB ¢ TI'B (n=8) u 6e3
TI'B (n=91) Obl1 comocTaBUMBI IO CpPeIHEMY BO3pPAacTy M HMHJIEKCY MAaccChl Teja.
Jloyist My>kurH ObLTa BhIIIE cpeau narueHToB ¢ TI'B, ogHako pa3Huiia He 1OoCTUTIA
CTaTUCTUYECKH 3HauuMou. Ilepwon BpeMeHH, NpoLIEAIEro OT MOMEHTa
YCTAaHOBJICHHsI JHWarfHo3a a0 BeImoiaHeHus Y3/([', ObIT CTAaTUCTUYECKH 3HAYUMO
oonee kopotkuMm y manueHToB ¢ TI'B (4,0 (2,5;18,8) mpotus 63,5 (32,0;120,5)
MmecsteB , p < 0,001). Kpome atoro, B 3T0M ke rpymme Obljia 3HAYMMO MEHbIIICH
KyMYJSITHBHAsI 7032 IUKI0opochamuga. AKTUBHOCTh BACKYJIUTA CTATUCTUUYCCKU
3HAYMMO Yalle oTMmeuanach B rpynne nauueHtoB ¢ TI'B (100% npotus 61,5%,
p=0,029), Torma kak wYacToTa TPAAWIMOHHBIX (HAKTOPOB pHUCKA (HATpUMeEp,
OKHMpEHUE, MOXKWION BO3pacT, caxapHbiii nuadet, TI'B B anamHe3e) J0CTOBEPHO

HE oTinyanach Mexnay rpynmamu. Cnegyer ormeruth, uto BTOO B anamHuese
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OTCYTCTBOBAJIM y BCE€X MalueHToB ¢ OeccumnToMHbiM TI'B u umenucs y 8,8%
o6onbHbix 0e3 TI'B. OTMeuanach TeHACHIMS K CTAaTUCTUYECKON 3HAYMMOCTH B
pazmuuusx 1no wmeauane ypoBHe AHIIA: 20,4 ME/mn B rpynme c
oeccumnromubivMu TI'B npotus 2,2 ME/mn B rpynme 6e3 TI'B (tabu. 2).
Tabnuma 2
Xapakrepuctuka nanmueHToB ¢ 0eccumnToMHbIMHE TI'B u 0e3 TI'B Ha moMeHT

BbINoJiHeHus Y3/1I'

beccumnTomubsie | be3 6eccuMnTOMHBIX p
TI'B (n=8) TI'B (n=91)

Mysxuunsr, n (%) 4 (50,0%) 28 (28,3%) 0,265*
Bospacr, net** 53,5 (49,8;63,8) 54,5 (47,5;64,0) 0,760**
UMT, kr/m” 26,2 (22,9;29,3) 26,7 (24,0;30,8) 0,650*
AKTHBHBIN BackymuT, n(%) 8 (100,0%) 56 (61,5%) 0,029*
Bpewms ot quarnosa o Y3I'

Menuana, mecc, 4,0 (2,5;18,8) 63,5 (32,0;120,5) <0,001**
<6 mec, 5 (62,5%) 4 (4,4%) <0,001*
Vposens AHITA, ME/mn 20,4 (2,3;123,7) 2,2 (0,8;4,8) 0,089**
Jloza LIDA, r** 3,8(2,2;29,1) 33,6 (7,8;78,0) 0,062**
Jo3za 'KC, mr** 40,0 (23,8;48,8) 6,25 (55,0;11,3) 0,611**

[Ipumeuanue: 3HaYeHUS p ONpeAeseHbl i : * - ABycTopoHHero tecta Gumepa , ** - U-
Kputepus ManHa-YuTHU (IpUBEICHHbIC 3HAYCHUSI [T0OKa3aTesne — MeanaHa (HIKHSSI KBapTUJIb,
BEPXHSS KBAPTUJIb)

Ouenka yactorsl noaumopgpusma y 60abHbix ¢ BTI0 u 6e3 BT20

C 1uenplo U3y4eHHS BIUSHUS MOTUMOpGU3Ma T€HOB CUCTEMBI T€MOCTa3a B
rpynmax mnanueHToB ¢ BTOO m 6e3 HHMX OIEHMBajlach CyMMapHas 4YacToTa
TF€TEPO3UTOTHBIX M TOMO3UTOTHBIX TE€HOTHUIIOB C TIPUCYTCTBUEM MYTAHTHOM
amenu. Cpeau nanueHToB ¢ BTOO ¢ TeHaeHImen Kk CTaTUCTUYECKON 3HAYUMOCTH
qaie BCTpeUYaIrch HOCUTENU nmpoTpoMOoreHHoi amenu A reda FV (p=0,094), o
JIPYyTUM moJuMopdu3MaM JOCTOBEPHBIX Pa3IMYMil MOJIYy4YeHO HE OBLIO, OJHAKO
CTOUT OTMETHUTh, YTO YacTOTHl MyTaruii B reHax ITGA2, FGB y manueHTOB ¢
BTDOO HecymiecTBeHHO BbIIe, U BcE€ 12 OONBHBIX SBISJIUCH HOCHUTEIISIMU

npotpomborennor amienu 4G rena PAI-1 (puc. 7).
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100%%

100,0% mET30(+)
g2,2% 93.3%
80% - BT30(-)
80% _51}:1}5-5548% 57 5% 53 3%
: 50,0% 50,7%

7,9%
40% - 35.4%

33,3%
25,0% 33%
20% - 16,7%
I:z:?ﬂ.-a 4.1%
oo | 0.0% . |

MTHFR_T F5_A FILA FPAI-1_4G ITGAZT ITGBZC FGEA FXI_T FVILA
p=0766 p=0,094 p=1000p=0,198 p=0,116 p=0522 p=0549 p=1,000 p=0430

Puc. 7. Yacrora mosnumMopdu3Ma reHoB CHCTeMbI reMocTaza B TIpynmax
nanuenToB ¢ BT90 (n=12) u 6e3 BT20 (n=73).
AHaJu3 COBMECTHOTO BJIUSIHUSI MOJUMOpP(HU3Ma pPa3HbIX T€HOB HA pa3BHTHE
BTO0

BBonunace cuctema KOJUPOBaHMS, MPU KOTOPOW HaIu4ue y TMalHueHTa
MyTaHTHON mpoTpomoOoTrueckor amtenu reHoB ITGA2 807 C/T, PAI-1 1 675
5G/AG, F5 1691 G/A, FGB 455 G/A ounenuBanoce B 1 6amn. Takum oOpaszom,

CYMMAapHBIH O6aJlj1 COCTaBIISI:

. 0 — HeT reTepo- UM TOMO3UTOTHBIX MTPOTPOMOOTEHHBIX T€HOTHUIIOB,
. 1 - 1 reTepo- WK TOMO3UTOTHBIN F€HOTHII,

. 2 - 2 reTepo- WIK TOMO3UTOTHBIX T€HOTHIIA,

. 3 - 3 reTepo- WM TOMO3UTOTHBIX T'€HOTHIIA,

. 4 — 4 retepo- UM TOMO3UTOTHBIX T€HOTHIIA,

OOpaman Ha cebs BHUMaHue (akT OoyblIed YacTOTHl BBICOKOTO
cymmapHoro Oamia y mamueHtoB ¢ BTDOO, u, B TO e BpeMs, MpuU CPaBHCHUH
MenuaH cymmapHoro 6amia rpynma ¢ BTOO xapakrepu3oBanach CTaTUCTUYECKH
3HaYMMO OoJIbIIUM 3HadeHueM mokasarens (3,0 (2,0;3,0) mporus 2,0 (1,0;2,5),
p=0,007).

B perpeccnoHHBIl aHanM3 C LEIBIO TOCTPOCHUS  HWHTETPaJIbHOU

nporuoctuueckot moaenu pazputuss BTOO Brimtouanuch Takue (PakTopbl, Kak



18

MYKCKOM mod, «Jjierounsliiy BVAS, nokazatenu IauTenbHOCTH 3a00J€BaHUSA OT
MOMEHTA YCTAHOBJICHUSI JIMarHO3a W CyMMapHblid Oamn myrtauuid. [lomydeHnoe
ypaBHeHHe uMeeT Bua : z=-3,44 + (-0,01)*ITon + 1,15*Cymma GaymnoB myranuii +
(-0,03)* InurenbHOCTh 00JI€3HM OT MOMeHTa quarHo3a + 0,19*nerounsiii BVAS,

Jnst oueHku 3()PEKTUBHOCTU MOJIYUYEHHOM MPOTHOCTHYECKOW Mojaenu
ucnons3oBasicss aHann3 ROC-kpuBoit. [lokazarens miomanu noja kpuBoi (AUC)
coctaBuia 0.901, wyBcTBUTENBHOCTH NpubIIKanachk kK 100%, a cnenuduiHocTsh — K

75%.(puc. 8, Tadm. 3).

YyBCTBUTENBHOCTb

0 Hp 1 1 1 1 1

0 20 40 60 80 100
100 - cneymndpun4HoCcTbL

Puc. 8 . ROC-kpuBasi 1Ji1 HHTErpajbHOro npeaukropa pazsutus BTI0.

Tabmuma 3
JlnarnocTu4yeckasi HEeHHOCTh HHTErpajabHOro npeaukropa BT30 npu
BbIOPAaHHOM NOPOroBoM 3HaYeHuu >0,0661

ITokazarens BennuuHa
[Toporosoe 3naucHue (ko3 puiment FOaena) >0,0661 (0,725)
UyscTButenbHOCTH (95% JIN) 100% (73,5 — 100)
Cnemuduanocts (95% JIN) 72,5% (60,4 — 82,5)
[TonoxxurenpHas nMporaocTudeckas 3HaaumMocth (95% JAN) | 38,7% (21,8 — 57,8)
OTtpuiarenpHas NporHocTHYecKas 3HauuMocTh (95% JIN) 100% (92,9 — 100)
OTHOIIICHHE TTPABIOIOIO0HS ITOJIOKUTEITFHOTO Pe3ybTaTa

(95% JII1) 3,63 (2,5-5,3)
OTHomieHue mpaBaonoA00Us OTPULIATEBHOIO pe3ybTaTa 0.00

(95% JAN) ’




19

Knunuueckue xapaxmepucmuku nayueHmos npu paziudHslxX ROJIuUmMoppuzmax

MTHFR 677 C/T

Brisineno npeo6naganue nporpomOoreHHsix reHotunoB CT u TT cpenu

nanueHToB ¢ [1P3-AHIIA (p=0,053), a Takxe oOpariana Ha ceOsi BHUMaHUe OoJiee

BBICOKAsl MeJlMaHa BO3pacTa MalueHTOB ¢ JaHHbIMU reHotunamu (p=0,074) — Bce

pasiiiausa HMCIHM TCHACHIOUIO K craTucTUdecko 3HauuMocTH. C BBICOKOM

noctoBepHocthio (p=0,007, OLI 4,305 (95% AW 1,547 — 11,983) uacrora

MOpaXXEeHUH JIeTKux U Menuana jerounoro BVAS (p=0,018) okazanucek Oonbmmu

y nanueHToB ¢ reHotunamMu CT+TT u Ttakxke B AaHHOU rpymnme 3HaUYuUMoO Oosiee

BeIcokuM ObLT Oaut VDI (p=0,035) (tadn.4).

Tabmuna 4

Kiannuko-nemorpagpuyeckne XapakTepuCTHKU Py MAIHEHTOB C

noanmopgusmom rena MTHFR 677 C/T

I'enoTun CT+TT (n=46) CC (n=39) p OLI (95% A1)
Myxunnsr, N (%) 19 (41,3%) 15 (38,5%) 0,827* | 1,126 (0,471-2,693)
Bospacr, ner** 57,0 (50,3;64,8) 53,0 (37,0;59,0) 0,074** -

AHIIA +, n (%) 42 (91,3%) 33 (84,6%) 0,502* | 1,909 (0,497-7,326)
PR3-AHLIA, n (%) 37 (80,4%) 24 (61,5%) 0,089* | 2,569 (0,971-6,799)
MPO-AHIIA, n (%) 5 (10,9%) 11 (28,2%) 0,053* | 0,310 (0,097-0,991)
[Topaxenune mouYex, n 27 (58,7%) 21 (53,8%) 0,668* | 1,218 (0,515-2,880)
(%)

[TopaskeHUe JIeTKUX, N 39 (84,6%) 22 (56,4%) 0,007* 4,305 (1,547-
(%) 11,983)
nerounbiii BVAS 4,0 (2,5;6,0) 0,0 (0;6,0) 0.017 -

BVAS B ne6rore®* 17,0 (8,3;23,0) 18,0 (7,5;23,3) 0,707* -

VDI** 6,0 (4,0;8,0) 45 (2,8,6,3) 0,035** -

Bospact nedrora, 50,0 (36,5;57,0) 49,0 (31,0;56,0) 0,503** -

ner**

[Ipumeuanue: 3HaYeHHUs p ONpeAeNeHbl 1A : * - nBycTopoHHero tecra ®umepa , ** - U-
Kputepust MaHHa-YUTHU (IpUBEACHHBIE 3HAUEHUs MOKa3aTened — MeanaHa (HUXKHSS KBapTHIIb,

BEPXHsIsl KBAPTUIIb)
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B rpynne 6onbHbIX ¢ HanuureMm reHotunoB GT u TT, acconuupoBaHHBIX CO

CHW)KCHHUCM AaKTHBHOCTH KOArysiovuu MCJIHaHbl BO3paCTa HA MOMCHT OKOHYAHMA

HaOJII0JICHUH U BO3pacTa J1e0r0Ta BaCKyJIUTa ObUIM CTATUCTUUYECKH 3HAYUMO Ooiiee

HU3KMMHU B CPaBHEHUU € mareHTamu ¢ JukuMm reHorunom GG (53 mpotuB 58.5

(p=0.018) u 47 npotu 50 (p=0.049), coorBeTcTBeHHO). Takke TEHIEHIHMEH K

CTaTUCTUYECKON 3HAYUMOCTHU XapaKTCPpU30BAJIIMCh Pa3INinA B MCIHAHC Oajuta

VDI, u B caydae Hocuteneil T-amienn oHa coctaBuia 6,0 ¢ MEKKBApTUIbHBIM

pasmaxom ot 4,0 mo 8,0, Torma kak nus romosurotHoro GG Bapmanta — 5,0

(3,0;6,0)(p=0,098) (Tabdm. 5).

Tabmuna 5

Kiannuko-nemorpaguuyeckne XapakTepuCTHKU Py MALHEHTOB €

nosmmoppuzmom rena FXI11 103 G/T

[erotumn GT+TT (n=43) GG (n=42) p OIII (95% W)

Mykuusst, N (%) 20 (46,5%) 14 (13,3%) 0,270* | 1,739 (0,723-4,184)

Bospacr, ner* 53,0 (36,0;58,5) 58,5 (51,8;66,0) 0,018** -

AHIIA +, n (%) 40 (93,0%) 35 (83,3%) 0,195* 2,667 (0,640-
11,105)

PR3-AHLIA, n (%) 34 (79,1%) 27 (64,3%) 0,471* | 2,099 (0,797-5,529)

MPO-AHIIA, n (%) 9 (20,9%) 7 (16,7%) 0,153* 1,324 (0,443-3,955)

[Mopaskenue moyek, N 27 (62,8%) 21 (50,0%) 0,278* | 1,688 (0,711-4,008)

(%)

[TopaskeHue JIeTKUX, n 32 (74,4%) 29 (69,0%) 0,635* | 1,304 (0,506-3,363)

(%)

BVAS B ne6rote* 17,5 (9,8;25,0) 17,5 (7,8;22,3) 0,480** -

VDI* 6,0 (4,0;8,0) 5,0 (3,0;6,0) 0,098** -

Bospact nedrora, 47,0 (27,0;52,5) 50,0 (42,5;57,3) 0,049** -

jer*

ITpumeuanue: 3HaueHus p onpeiesieHsl A : * - qBycTOpoHHero tecta Pumepa , ** - U-
Kputepus MaHHa-YUTHHU (IpUBeIeHHbIE 3HAUSHMSI [TOKa3aTesei — Meauana (HUXHsS KBapTHIIb,

BEPXHsIsl KBAPTUIIb)

[Tpu ananuze momuMopdur3Ma APYruX TeHOB CYIMIECTBEHHBIX PA3INYUi B KIIMHUKO-

1a00pATOPHBIX XapaKTEPUCTUKAX BISIBICHO HE OBLIO.
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BbIBO/IbI
1. Yactora BeHO3HBIX TpoMOOIMOOIMYecKux ocnoxHeHud mnpu AHIIA-

acCOIMMPOBAHHBIX BacKynuTax coctaBiuser 7,2% (27/377) uwmm 1,31 nHa 100
MAIKUEeHTO-JIET, CYIIECTBEHHO MPEBBIIIAET WX YACTOTy B OOIICH MOMyNISIUA U HE
3aBUCUT OT HO30JIOTUYECKOU POPMBI BACKYIIUTA.
2. BeposTHOCTH BEHO3HBIX TpPOMOO3IMOOIMUECKUX ocnoxHeHud npu AHIIA-
BACKYJIMTaX OTMEUaeTcs HauOOoJbIIed B TEYEHHUE TMEPBBIX O MecsAleB IMOCIe
ycTaHoBieHus auartosa (p=0,0001), a ¢pakTopamu pricka sIBISIOTCS MYKCKOW MOJI
(p=0,022) u axTuBHOE Mopaxenue jgerkux (p=0,017).
3. Puck pazButus OeccuMnTOMHOro TpomOo3a riybokux BeH npu  AHIIA-
ACCOIIMMPOBAHHBIX BACKYJIUTaX 3HAYUTEIBHO BHIIIC, YeM B KOHTPOJIBHOW TPYIIIE
nanrenToB 6e3 AHI[A-accouunpoBanubix BackyautoB (O 22.5 95% JIU 4,7 —
107,7), ocobeHHO B TIEpBBIE 6 MECSIIEB MOCIE YCTAaHOBJICHHUS IMAarHO3A.
4. Tlo pe3ynpraTaM pErpecCHMOHHOIO aHaju3a, BKJIIOYABIIEM BCE H3YYCHHBIC
(dakTopsl, Cpeld  HE3aBUCUMBIX  IPEJUKTOPOB  PA3BUTHUA  BEHO3HBIX
TpoMOo3IMOoIueckux ocinoxxkueHui mpu AHIL[A-accormmpoBaHHBIX BacKyJIUTaX,
HauOoJbIIee 3HAYCHUE, HApANYy C PaHHUM CPOKOM OT MOMEHTa YCTaHOBJICHUS
muartoza (p=0,005), uMeer codeTaHHe NPOTPOMOOTEHHBIX BAPUAHTOB T'E€HOB
ITGA2 807 C/T, PAI-1 675 5G4G, FGB 455 G/A u FV 1691 G/A (p=0,05).
5. CymiecTByeT CBS3b MEXIYy NOIUMOPGU3MaMU HEKOTOPHIX TE€HOB CHCTEMBI
remMocrtaza W  kinHMYeckumu — npossieHusmMu  AHI[A-accoumnnpoBanHOTO
Backyiauta - nomumoppusm MTHFR 677 C/T accouumpyercss ¢ 4HacTOTOM
(p=0,007) u TspKEecTBIO MOopaxeHus jgerkux (p=0,018), Gonee BHICOKUM HHAEKCOM
VDI (p=0,035); nmomumopdusm FXIII 103 G/T BeisiBnsgeTcs y O0IbHBIX C BBICOKUM
snauenneM wuHAekca VDI (p=0,098) u nebGiorom B Ooiiee MOJIOAOM BO3pacTe
(p=0,049).

MNPAKTUYECKHUE PEKOMEHJALIUN
1. Taktuka BeaeHHsS MalMEHTOB ¢ auarHo3oM AAB nomxkHa moapa3yMeBaTh
HACTOPOKEHHOCTh C TOYKH 3pEHHUs BBICOKOTO pricka BTDO BHE 3aBUCHMOCTH OT

HO30JI0TUYECKO (hOpPMBI BACKYJIUTA.



22
2. Puck BTDOO sBnsiercs Haumbosiee BBICOKMM B TMEpBbIE 6 MeECAIEB TMOCIE
ycTaHOBIeHUsI auarHo3a AAB, d4ro o00ycloBIuBaeT 1enecoo0pa3HOCThb
poBeAeHUs B 3TOT nepuol Y3/II' BeH HM)KHUX KOHEYHOCTEHM, B TOM YHUCIE U C
1[eJbI0 CKpuHUHTa OeccumnToMHbiX TI'B.
3. Pazpaborana wuHTerpajbHas NOPOrHOCTHYECKAs MOJIENb, BKIIOUYAOIIAS
COYETAHHOE BJIMSHHE MyTallMii B TE€HaX CUCTEMBl I€MOCTa3a U KIMHUYECKHE
(akTopbl, KOTOpasi MO3BOJSET MPOrHO3UPOBATH BEPOATHOCTH paszBuTus BTOO u
MOKET OBITh UCIIOIb30BaHA B KIIMHUYECKOW MPaKTHKE.
4. Ocoboe BHHMaHHME HEOOXOAMMO YAENSTh MAlMEHTaM C BbISIBJICHHBIMU
nosimumopduzmamu renoB MTHFR 677 C/T u FXIII 103 G/T, nockoibKy OHH
accolIMMPOBaHbI ¢ OoJiee TsKeabIM TeueHueM AAB.
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CIIMCOK COKPAILIEHUM

IUJIOIIA/Ib IO KPUBOU

bupMUHreMCKUi MHIEKC aKTUBHOCTH BaCKYJIUTA
Nunekc moBpexAeHUs PU BaCKYITUTE
AHIIA-accouunpoBaHHBIA BaCKYJIUT

aHTUTEJa K [IUTOIUIa3Me HEUTPO(hUIIoB
BEHO3HBIE TPOMO0IMOOINUECKUE OCIOKHECHUS
TIIFOKOKOPTUKOCTEPOUIbI

IPaHyJIeMaTO3 C MOJIUAHTUUTOM

JIOBEPUTEITHLHBIN UHTEPBAJ

MUKPOCKOTTUYECKUMN TOJIMAHTUUT

AHIIA x Muenonepokcuaase

OTHOIIEHHE IIaHCOB

AHIIA k nportennase-3

TpoMO03 TIIyOOKHX BEH

TPOMO03MOO0IHS JIETOUHOM apTepuu
yJIbTpa3ByKoBas Aomniieporpadus
503MHO(PUIBHBIN IPAHYJIEMATO3 C MOJUAHTUUTOM
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Maxkapos Erop AsexkceeBnu (Poccuiickas ®enepanms)
«Benosnbie TpoM0O03IMO0OINUeckue ocnoxHenust npu AHIIA -
aCCOLMMPOBAHHBIX BACKYJIUTAX»

B uccnenoBanue O0buu BkitoueHsl 377 nauueHtoB ¢ AHIIA-acconmupoBaHHbBIMU

BackynmuTamu (AAB). YV 99 Gonbabix AAB u 514 amOynaTopHbIX MaMeHToB 0e3
JMarHo3a BAacKyJIUTa, COMOCTABHMBIX IO MOJY M BO3pacTy M 0e€3 MNpHU3HAKOB
BEHO3HBIX TPOMOO3MOOIMYECKUX OCJIOKHEHUW, NPOBOAWIN YIbTPAa3BYKOBOE
ucclieIoBaHue BeH HWKHUX KoHeuHocTed. Yactora (BTOO) npu AAB cocrtaBuiia
7,2% u He 3aBuUceNa OT HO30Jornyeckon ¢opmbl BackyiauTa. BepostHocts BT20
npu AAB Obuta HauOoublllel B Te€YEHUE MEPBBIX 6 MECALEB MOCIE YCTaHOBJICHUS
JMarto3a, a (akropamMu pUcCKa SBIISUIUCH MY)KCKOHM MOJ U aKTHUBHOE MOPaKeHHE
nerkux. Puck pas3Butusi OeccMMNTOMHOTro TpombOo3a Tiyookux BeH npu AAB
3HAUUTEIBHO BBIIE, YE€M B KOHTpOJbHON rpynne mnamueHToB AAB. Tlo
pe3ysibTaTaM pPErpecCMOHHOr0  aHajau3a OoJbllIoe 3HAYEeHHWE B  KayecTBE
npenukropa BTOO Takke uMeeT coueTanue mpoTpoMOOreHHbIX BAPUAHTOB I€HOB
ITGA2 807 C/T, PAI-1 675 5G4G, FGB 455 G/A u FV 1691 G/A.

Makarov Egor Alekseevich (Russian Federation)
Venous thromboembolic events in ANCA-associated vasculitides
377 patients with ANCA-associated vasculitides (AAV) were included in the

study. In 99 AAV patients and 514 control patients without AAV, comparable by
age and gender and without signs of venous thromboembolic event (VTE), we
performed ultrasound examination of lower limb veins. The rate of VTE was 7.2%,
there were no significant differences between groups with different AAV. The risk
of VTE was highest within the first 6 months after diagnosis, male sex and active
lung involvement were risk factors. Asymptomatic VTE in AAV patients was
found significantly often, than in control patients. Regression analysis showed, that
combination of prothrombotic genotypes of ITGA2 807 C/T, PAI-1 675 5G4G,
FGB 455 G/A u FV 1691 G/A was significant predictor of VTE.



