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Pezome
Ilens. PeTpOoCHEKTUBHBIN aHaIN3 KJIMHHKO-T1a0OpPaTOPHBIX HPHU3HAKOB AeOoTa GONE3HH M KIMHHYEC-
KHX HPOSBICHHI Ha MOMEHT oGciiefoBaHMS y GOJIBHBIX MEPBUYHBIM aHTU(GOCHOIUNUIHBIM CHHIPO-
MoMm (ITA®C) u BropuunsiMm ADPC Ha ¢pone cucremHOoi kpacHoil Bomuanku (CKB)
Matepuan u meroanl. 280 <184 xen u 96 myx) 6onbHbix CKB u 84 (60 xen u 24 Myx) manueHTa ¢
[MA®C Obin BkIOYeHBl B ucciaenoanue. 142 u3 280 6onbHbix CKB mmenn A®C. BospacT 6G0abHBIX
CKB Ha MoMeHT uccaemnoBanus cocraBiasyg 31,2+ 11,1 neT u quurenbHoCTh 3aboneBanus 8,6+7,2 jer.
Cpennuii Bo3pact 60apHbIX [TADC Obln 35,6+49,9 netr u anurenbHocTh 3aboneBanus - I1,9+8,5 xer.
Jlns BepuUKALUU COCYAUCTHIX OCHOXHEHHN npoBoaunuck Y3JT mepudepudeckux cocynos, IxoKT,
V3U opraHoB OpIOMHOIl MOTOCTH, NPU HEOOXOAMMOCTH KOMIbTEpHas ToMorpadus rojloBHOTO MO3ra,
IPyAHON KieTKH, OpromHo#i nomoctu. CeponornyeckuMu mapkepamMmu ADPC sBISINCH AaHTHKAPAHOIH-
nuHoBble aHTHTena (aKJI) m BonmvyaHOUHBIH aHTUKOAaryiasHT (BA).
Pesynbrarsl. ¥V 75% u3 280 GoabHbIX 3a00neBanue gebrotuposano ¢ npusnakos CKB, B 17% - ¢ cumn-
toMoB ADC u B 8% - ¢ Tpombouutonenuu. ¥ 5 u3z 138 6oapnbix CKB 6e3 AD®C oTmeudeHO mosBie-
Hue a®JI n xnuHuveckux npusnakoB APC B nmpouecce Habnonenus. Hauano 3aboieBaHUs C Kako-
ro-nu6o npusnaka CKB npu Bropuunom ADPC onpenensnock y 54% u3 142 6onapubix, ¢ ADC -y 34%
u ¢ TpombouuTtonenuu - y 12% mnanuentoB. Tpombouutonenus B gebiore npu ITADPC Bcrpeuanach
HaMHOTO pexe: y 5 u3 84 G0NbHBIX, Y OCTalIbHBIX - B AebloTe oTMevanuch npusHaku ADPC. ¥V 8 manu-
eHTOB HabOnrwpanace tpanchpopmanus [TADPC B CKB. Yactora TpoOMOOTHUYECKUX OCIOKHEHHUH B Ie-
snom cpean Gounbubix CKB cocraBuna 42%. JlocToBepHo uame oHu BbisBiIstanch A®C, kak mpu BTO-
puunom (CKB+A®C), tak u HADPC -y 76% (108 uz 142) u 90% (76 u3 84) 60AbHBIX COOTBETCTBEH-
Ho, npoTuB 6% (8 u3 138) npu CKB 6e3 ADC (p< 0,0001). BrisiBiaeHa acconuanus NOPOKOB cepiua
¢ ADC. IMopoku cepaua 6o o6Hapyxensl y 43% 6onpubix ¢ [IADPC, y 27 % - ¢ CKB+A®DC u toib-
kK0 y 2% 6oapubix CKB 6e3 A®C. Cnektp HeBposoruueckux nposisieHuit IA®C u CKB+ADC 0bia
cxox, Ho HM K npu ITA®C BwisBnsauch focTOBEpHO Hame: y 46% (44 u3 84) GonbHBIX mpOoTUB 26%
n3 142 nanumentoB CKB+A®C. Jns [TAPC He OblIO XapaKTEepPHBIM pa3BUTHE IMTUTAIBHBIX HEKPO-
30B, HH)APKTOB HOITEBOIO JOXKa, MyPIyphl, B reHe3e KOTOPHIX, MO-BHJUMOMY, yU4acTByeT BOCHAJICHHUE.
Baxnroyenune. Hamu naHHbIe NPOJEMOHCTpUPOBAIU TpyaAHOCTh Bepupukanu ITADPC, BO3MOXKHOCTH €ro
TpaHchopManuu BO BTOPHYHBIN, UYTO TpeOyeT JMHAMHYECKOT0 KIMHUKO-1a60paTOPHOTO HaOIIOgeHHs
3a 3TOi kaTeropueil GonbHbIX. Kpome TOro, HECMOTpsS Ha CX0XeCTh ABYX (popm ADC BBEIABICHBI He-
KOTOpbIC OTJIHYMUTENbHBIE MPU3HAKH NEPBUYHOTO M BTOpuuHOro ADC.

Kniouesvie cno6a: MepBUYHBIM M BTOPHUYHBIH aHTHGOCHOCHUIUAHBIN CHHAPOM

CHUMITOMOKOMIIJIEKC, HNPOSABIAIOMHUNACS PEHUIUBUPYIOMH-
MU apTepHAIbHBIMU HM/UIM BEHO3HBIMU TPOMOO3aMH; aKyuep-
CKOH maTojoTHed, BKIIOUYAIOIIEH CHHAPOM TOTEpPH IMJI0Ja
(CIIIT) unm 5KJIaMICHIO NPU HAJIMYUU B KPOBH aHTUOCHOIH-
nuaueix aHtuten (adJl), momyumn HasBanue aHTHudocdonU-
nugaoro cunapoma (ADC) [1]. Tpombouurtonenus ¢ uaum 0e3
TeMOJUTHYECKON aHEeMHUH, BXOAWBIIAS B MEepBOHAUaIbHBIC JHaA-
rHoctuueckue kputepun ADPC, B mocneguue MexJayHapoaHbIE
KPUTEpUH CHHApPOMa He Oblla BKIKYEHAa. DTO CBSI3aHO C TeM,
4TO B OOJIBIIMHCTBE CIy4YyaeB CHUXKEHUE TPOMOOLUTOB B KPOBHU
Hxe 100 000 acconuupyercs ¢ APYTMMHU KIMHHKO-labopaTop-
HeiMH npusHakaMu ADC, oxgHako oOcyXaaeTcs BOMPOC O Leje-
co00pa3HOCTH BO3BpalllEHUs 3TOro mpusHaka B kputepuu ADC.

A®C nepBoHayalbHO OB OHNHMCAH y OONBHBIX CHCTEMHOI
kpacHoi Bosuankoit (CKB) [2,3,4]. Barem oTMeueHO pa3BHUTHE
€ro M Ipu APYTUX ayTOMMMYHHBIX 3aboneBanusax [3,4,4]. Cpe-
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au OGOJIBHBIX C ayTOMMMYHHBIMU 3a00JIeBaHMSAMH OBLIM Nalu-
eHThl, uMeBmue npusHaku ADC, Ho He HabupaBIIUE YETHIPEX
13 OJMHHAALUATH AMArHOCTHYECKUX KPUTEPUEB AMEPUKAHCKOMH
Konnernu PemartonoroB (AKP) ans amarnosza CKB, uro mo-
CIY)KMJIO OCHOBAHMUEM BBIJCICHUS BOJIYAHOUYHONMOJOOHOTO CHH-
apoma unu "BeposatHoit" CKB ¢ Bropuuneim ADC [2,3]. Kpo-
Me TOoro, Oblau omucaubl GonapHble ¢ npusHakamu ADPC Ge3 ka-
koro-nu6o 3a6oneBanus, 3ta popma ADPC monyunna Ha3BaHHE
nepsugnoro ADPC (ITADPC) [3,6]. IlepBble coobmeHHS O
TMA®C nosiBunuch B 1988r. [2], 32 KOTOPBIMH MOCIEAOBAIHN CeE-
pun paboT M3 pa3IMYHBIX HAy4dHBIX LEHTpoB Mmupa [7,8,9,10].
Jns Bepudbukauuun I[HADC HeoOXxoauMMO He MeEHee 5 JeT Ha-
OO JCHUS 3a MallMeHTaMu, B CBA3M ¢ TeM, uTo aebror CKB ma-
)KeT OblTh ¢ noboro u3 mpusHakoB ADPC u H3BECTHBI Ciydau
passutusi CKB y 6onbubix ITADC.

Onpenenenne ad®Jl .B kpoBu OONBHBIX MNPU pPa3ITHUYHBIX
TPOMOBOTHYECKHX COCTOSHHUIX CIHOCOOCTBOBANO YCTAaHOBJICHHUIO
cleayomux GpakTos:

1. B xareropuu GOJBHBIX C MAMOINATHYECKHMMHU TpomOO3am
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HIN y TeX, y KOTO paHee ompejeisyiach Tpomborudueckas 60-
ne3Hb, O0bu1 quarnoctupoBad ITA®C. TakuMm o6pa3om, HEKOTO-
peie O6onbHbIe ¢ cunapomamu bangna-Kuapu u CHenpoHa, KeH-
HMHBl C HOBTOPHBIMH CJIydasiM{ MOTEPHU IIOJA, OEpeMEeHHBIE C
nmatojgoruei mouek (HmpedkIaMICHEHd HIM IKJIaMICHEil), 4acTh
00JBHBIX C Oo0Jie3HBbIO AnaucoHa (rHHOaJpPEHANU3MOM) CTallH
naeHTHGUIUpOBaThes Kak umeromue ITADC;

2. bonbsuble, cTpamaromue APC, uMeroT Koaryjiomaruio,

MOANAI0IYIOCS KOPPEKIMU, KOTOopas, OAHAKO, MOXeT Tpebo-
BaTh M CHEUU(HUIECKOTO JICUEHHUS.

Hexoropsie nuarnoctuueckue npuznaku CKB moryr o6Hua-
pyxuBatbcs y 6onbHbIXx ITAPC, HO maroreHe3 3THX Hapymie-
HUH uHOW. B Tabn. 1 npuBeneH albTEepHATUBHBIN MEXaHH3M,
JIeKAM MU B OCHOBE HEKOTOPBIX KJIHHHUKO-IA0OPATOPHBIX NpPO-
asnenuit CKB, xotopsie moryT Habmogatscsa npu ITADC [10].
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Mamepuan u memoowt

B uccnenoBanue Obinim BkawoudeHbl 280 GonpHbeix CKB (184
KeHmUH U 96 myxunn) u 84 manumenrta ¢ I[TADPC (60 xen u 24
Myx). 142 u3 280 GonpHbix CKB umenn ADC. JauTelbHOCTH
HabnoneHus B cpegHeM cocrtaBuia 9,6+3,4 mer. Xapakrepuc-
THKa OonbHBIX npuBeaeHa B Tabn. 3. JJuarno3 CKB ocCHOBBI-
Bajicsi Ha auarHoctudeckux kpurepusix AKP [12]. ADC Bepu-
GbunupoBagcs COTJIAacHO NMOCIEJHUM MexXIyHapOAHBIM AHATHO-
CTHYECKHM Kputepusm [1].

Bospact 6osnbHbix CKB Ha MOMEHT HCCIEIOBaHHs COCTaB-
asn 31,2+ 11,1 neT u ANUTEeNbHOCTh 3aboneBanus 8,6+7,2 ner.
Cpennuit Bo3pact nmanueHtoB ¢ [TADC 6mr 35,6+9,9 mer u
JUIMTENbHOCTHh 3aboneBanus - 11,9+8,5 mer.

Jlnst BepuUKALMU COCYIUCTHIX OCIONKHEHHH HMPOBOJHINCH

V3AT' mnepudepuueckux cocynoB, IxoKI, V3U oprauos

Tabauya 1
JUATHOCTUYECKHUE KPUTEPUMU CKB U AJIbTEPHATUBHBIA MEXAHHM3M MX BOSHUKHOBEHHUS
Y BOJBHBIX MMA®C [10]

Kpurepun CKB ANbTepHATHBHBIN NaToreHe3 >THX Hapymenuii npu IA®C

Touncepo3ur Tpom6odmMboNHs JIErOYHOH apTepuu
IlneBpur JleBoXxeny10uKOBass HEAOCTATOYHOCTh
Mepuxapaur Nudapkr muokapaa, ypemus

PeHoBackynspHas matonorus (TpomM0O03 MOYEYHOI BEHBI
UM apTepHH, ModYeuHas TPoMOOTHYECKas MHUKPOAHTHOMATHSA)

ITopakenue moyex

Tpom0o03bl 1EepeOpanbHBIX COCYA0B
MukpoaHruonarus uepebpainpHas

HeBpoJsiornueckne HapyumieHus
Jnuiencust MNCHX03bl

T'emonurnuyeckuit Kpu3, omocpesoBaHHBIH
B3aumoneiicreuem ¢ adJl

TemaTo/IOrHYecKHe HApYUIEHHS
TpomoouuTonenus
TeMosiMTHYeCKasi aHeMHS

Henocpencreenno ceazanbl ¢ adJl
Henocpencreenno ceaszana ¢ adJl

HMMyHoJOTHYeCKHE HAPYHIEHUS
Jlo:xxHono3uTuBHasl peakuuss Baccepmana
AHTHTena K ABycHHpanabHoi JTHK

B 1997r. AKP B nuarnoctuueckue kpurepuun CKB k ummy-
HOJIOTHYECKUM HapyHeHHsSM OblIHM H00ABICHB MO3UTHBHOCTH
no a®Jl (antukapauonunuHoBsie anTuTena (aKJl) u Boryanou-
Hblll aHTHKOaryiassHT (BA) ¥ BHOBb BHECEHA JIOKHOIO3UTHUBHAS
peakuus Baccepmana (JIIIPB) [11].

OprOmIHOI MOJIOCTH, HPU HEOOXOAMMOCTH KOMIBIOTEpPHAash TO-
Morpadus TOJOBHOTO MoO3ra, I'pyJHOH KIJIeTKH, OpPIOMIHOH mo-
JIOCTH.

Ceponoruyeckumu Mmapkepamu ADC Opim aKJI u BA.

Tabauya 2
KPUTEPUHU UCKJIIOYEHHUA MA®C OT BTOPUYHOI'O A®C IPU CKB [9]
. OpHUTEeMAaTO3HbIE BBICHIIAHUSA
. JIMCKOMJHBIC BBICHIAHUS
. SI3BBI CIM3UCTONH POTOBOU IOJOCTH, MCKIIOYCHHUE-U3BA3BICHUS HOCOBOIl meperopoiku mium ee mepdopanus
. BripaxenHblil apTpur
. IIneBpUT mpu OTCYTCTBHU 3MOOJIHMH JICTOYHOH apTepPHH MIMICBOBXEIYJO0YKOBOH HEIOCTATOYHOCTH
B TlepukapAuT, NpM HCKIOYEHUH HHPAPKTA MHOKApHa UypEeMHUH
. Croiikas nporenHypus Gosnee 0,5r\;1 B CyTKH ¢ UMMYHOKOMIIJIEKCHBIM TJIOMEpPYJIOHEe(ppPUTOM B OGHONTATE MOUKH
. JIumdponenus menee 1,000 B Mk
. Antutena x HatuBHOH JJHK pagnoumMMyHHBIM METOJOM HIH ¢noopecuennueit ¢ Crithidia
. AHTHTENa K AJEPHBIM aHTHTCHAM
. AuTtunykieapusii ¢aktop B THTpe Gosee uyem 1\320

. IIpuem mpemapatoB, HHAYLUPYHOIIUX BbipaboTky adJl
. Bonee 5 nmer HabOnwaeHus moclie pa3BUTHs MEPBOTro mpu3Haka 3aboneBanus ais uckiawdenus CKB

I'pynmoit aBTOpoB [9] sMOHpHUYECKH MNPEIIOXKEHB KpHUTeE-
pun ucknawoueHus [HADC gaga ornudus BTopudHoro ADC mpu
CKB (rabn. 2). Hanuune 1106010 M3 NpeiCcTaBICHHBIX NMPU3HA-
koB genaer auarno3 ITA®C HenpaBOMOUYHBIM.

IgG- u IgM-aKJI uccrnegoBanuch UMMYHO(DEPMEHTHBIM METO-
nom [13]. dnst yBenudeHHs JOCTOBEPHOCTH PE3yJbTAaTOB OTNpe-
nenenus aKJl B kauecTBe BepXHEH TrpaHUIBl HOPMBI NpPUHATA
koHneHrpanus aKJl, nmpeBblmaBmas cpejJHee 3HaAYCHUE JaHHO-
ro mokasaTens y foHopoB Ha 5SD (M+5SD), uto cocraBuno 23
ME/ma ans 1gG-aKJI u 26 ME/ma ans IgM-aKJI. Ouenka pe-
3ynbTaToB ucciaenoBanus aKJI 1o ypoBHSM MO3UTHBHOCTH HpPO-
BOJMJIACH COTJIACHO PEKOMEHAAUUsIM MexJyHapoJHOrO KOMH-
Tera no cranpaprusauuu aKJl: HU3KO-IO3UTHUBHBIE YPOBHHU -

I{enbi0 HACTOSIIErO HCCIEJOBAaHHUS OB PETPOCHEKTHBHBI I
aHAJIN3 KJIMHUKO-Ia00paTOPHBIX NMPU3HAKOB nAebloTa O0NE3HH U
KJIMHUYECKUX MNPOSBICHUI Ha MOMEHT o0cienoBaHus y 00Jb-
HeIX [TADC un BropuunsiMm AD®C npu CKB.
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Ta6auya 3
OBIIASI XAPAKTEPUCTHUKA BOJIBHBIX

Tloka3zarean CKB+A®C CKB MA®C
n=142 n=138 n=84

Moa: M: K 50:92 46:92 24:60

Bo3pact B Hauaje

3a00eBanus (roabl) 22,3+9.4 22,8+9.,5 23,9+8,6

JAMTeNbHOCTH

3a60J1eBaHUA™ *(roabI) 10,1+7,8 6,9+6,1 11,8+8,4*

Bpemsi oT nosiBjieHHsl

3a00/1eBaHUS

10 TIOCTAHOBKH

auarnosa (roabl) 4,9+4.7 2,7+3,0 8,1+6,0*

*p<0,05 mo cpaBuenuto ¢ CKB, **minrtenpHocTh 3a00sieBaHHS 10
BKJIFOYCHHUSI B HCCIICIOBAHMUE.
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CraTucTH4eckyo 00paboTKy pe3ynbTaTOB MPOBOAUIN C HC-
MOJb30BAaHHEM MAapaMETPUUYECKUX M HelmapaMeTPHYECKHX METO-
noB craructudeckoid mporpammbl "Cratuctuka”. CrtaTucruyec-
Kas 3HAaYMMOCTb MNOKasareieil Obla ompeneneHa kak p<0,05.
IIpu cpaBHEHHH ABYX HE3aBHCHMBIX TPYNN IO KOJHYECTBEHHO-
My MNpH3HaKy HCIOJb30BalNCh KpuTepuun MaHHa-YUTHH,
Banpna-Bonbdosuna. KauyecTBeHHBIE HOKa3aTelW B 2X HECBS-
3aHHBIX TPyNIax CPaBHUBAIKNCH B TaOIHIE COMPSKEHHOCTH 2X2
¢ NOMOLIbIO TecTa y/}, IpH KoJU4YecTBe HabmoneHui MmeHee 5
OpHUMEHANCA TOUYHBIH KpuTepuit dumepa.

Peszynomamut u obcyicoenue

CpoKH ¢ MOMEHTa BO3HHUKHOBEHHs 3a00JeBaHUs JO IOCTa-
HOBKHM JMarHosa Obinn Oosiee AnuTEeNbHBIMH y 60abHBIX ¢ ADC,
HE3aBUCHUMO OT ero GpopMbl, MO0 CPaBHEHUK C TAKOBBIMH y Ma-
nuerHtoB ¢ CKB 6e3 AD®C. B 36% cinydaeB y 60abHBIX 6e3 ADC
nuarno3 CKB ycranaBiuBalcs B Te4eHHUE | roxa ¢ MOMEHTa 3a-
6oneBanus, torga kak npuy CKB+A®C aumarxos 10 rojaa Bepu-
¢bunupoaics B 26% cinyuaes, a npu ITA®PC - numb B 12%. VY

Tabauya 4

XAPAKTEPUCTUKA BOJIbHBIX, ¥ KOTOPBIX B MIPOHECCE HABJIOJAEHUSA MMA®C TPAHC®OPMHUPOBAJICSA
B CKB+A®C

BoJabHbIe, 1mM0J, BO3pacT Bpemsi 10 nosiBieHust

(roasr) CKB, roast oAbl
H.*,’K,32 15 8
oI.*, 7K,33 12 9
Hu.,XK,34 5 6
3.,K,25 6 8
D.,K,40 16 4
M., XK,21 5 8
A., K,23 6 5
Map., XK,30 8 9

Iepuoa HadaroaeHHs,

Mpuznaku A®C Mpusnakn CKB

CIIII, HMK, cux,
Mmutp.nopok, JIIIPB,
TOJIIA

CIIII,HMK,tpom603
COCY/JOB CETYaTKH,
TOJIA ,mutp.nop., TI[II,
anemus, CJI, AHK

T®, xp. 3Bl HOT

CIIII, JITIPB,CJI,
MHMK

T®,s13Bb TONICHEIH,
HMK, TIIl,anemus

CJI, TpoM060O3bl MEIKHX
apr.cron, THII, anemus

CIlIl,aopr.mop., JITIPB

HMK, CJI,TIII

Aptputsl, porocencud.,
a-JHK, nedppur,
nueBput, G- Peiino

doroceHnc., ¢-u Peiino,
cromartut, a-JJHK,
HeQpHUT, apTPUTHI,
KamuJISPUTHI

Opurema, apTpPUTH,
JIEHKONEHUsA, NOJIHCEPO3UT
AHO+, a-IHK

Opurema, apTpUTHI,
nedkonenus, a-JJHK,
AH®

ApPTPHUTHI, TOJHUCEPO-
3ut,ctomatut, a-JHK,
AHO®

Jleiikonenus, gorocen.,
SpHUTEMa,apTPUTHI,
a-IH K,monucepo3utr

Aprtputsl, a-1H K, AH®

Opurema, KB

IIpumeuanue: * - ymepine OonbHble B npouecce HaOmoaenus. T® - tpomboduebur, CII - ceruaroe museno, CIIII - cuHapoM mOTepH ILIOAA,
HMK - nHapymienue mo3roBoro kpoBooOparuenus, [IHMK - mpexomsmiee HapyuieHne mMo3roBoro kpopooOGpamienus, TI{IT -tpombGounrtonenus, JIIIPB
- JIO)KHOO3UTHBHAs peakuusi Baccepmana, AH K- acentuueckuii Hekpo3 kocreit, Hehpur - Ouorncusi He nposoaunack. Ilpusnaku CKB ykasaHsl B mo-

PAAKE HUX MOSBJIICHUS.

1o 50 ME/mn, ymepenno-no3utuBHbie - oT 50 1o 80 ME/mMn u
BBICOKO-MO3UTHBHBIE - YpOBHH, mnpeBsimaBmue 80 ME/mui.
Hccnenopanne BA npoBoauaock MaHyalbHO, ¢ HOMOIIbIO (oc-
bonunuA3aBUCUMBIX TECTOB CBEPTBIBAHMA KpPOBM B IJIa3Me,
GenHol TpombGouuTamMu, BCe 0OpasIbl HCCIEAOBAIKUCH B XyOIH-
kate. bt ncnonb3oBanbl Habopbl "Penam". TecTsl cBepThIBa-
HUS TPOBOIMINCH C MCIOJIb30BaHMEM sJa raiioku Paccena
"Sigma".

CKpPUHUHTOBBIMU TE€CTaMU OBIIM KAOJIHMHOBOE BpPEMs CBEp-
THIBAHMSA, TPOMOONIACTUHOBOE BPEMs C pa3BeJeHHBIM TpoMmOo-
I'TJIACTHHOM M TECThl C pa3BeJeHHBIM sAjgoM Paccena, moarBepx-
JAOIUM - TECT HEHTpPalM3aLUU C 3aMOPOKEHHO-OTTASBIIUMHU
TpoMOOHTAMH.

nonoBuHb Oo0nbHEIX ¢ [TAD®C oH gumarHOcTHpOBaici uepes 6
net u Ooimee oT MoMeHTa 3aboneBaHus: 4yepes 6-10 jer -y 27%
n uepes 11-15 met - y 24% OonbHbIX. [lOo-BUAMMOMY, Halu4due
ocobenHocTedl 3aboneBanus y GonbHbIX ¢ a®Jl m HegocraTtou-
HOE 3HAHME BpayaMH JAHHOW [ATOJOTMM BIMSIM Ha IO3JHHE
CPOKH JIHArHOCTUKH.

Bein nmpoBeneH aHanus aebrorTa 3ab0ieBaHUs, NPH KOTOPOM
perucTpUpPOBANKCh Ha4dalbHbIC NPOSBICHUS, XapaKTEpHbIC s
ADC, CKB u oraenpHo Tpombonutonesuu. B 75% crnyuaes u3
280 OGonbubix CKB 3aboieBaHMe Ha4YMHAIOCh C MNPH3HAKOB
CKB, B 17% - ¢ cumntromoB A®C u B 8% - ¢ Tpombonuromne-
Huu. YV 5 u3 138 6onbHeix CKB 6e3 ADPC orMeyeHO mosiBie-
nue a®Jl u npusnakos APC B mpomecce HaOIIOACHUS.
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Tabauya 5
a®Jl ACCOIIMUPOBAHHBIE MMPU3HAKHA B UCCJIEJOBAHHBIX I'PYIIIIAX BOJBHBIX

adJl accouuupoBanHbie npusHaku (n/%) CKB 6e3 A®C n=138 (n/%) CKB+A®C n=142 (n1/%) IMA®C n=84 (n/%)

Tpom6o3sl (Bcero) 8/ 6 108/ 76 76/ 90
ApTepualjbHble - 24/ 19 6/7
Beno3uble 7/5 61 / 42%* 15/ 18
AprepuajibHbletBeHO3HbIE 1/ 23/ 16%* 55/ 65

CuHIpoM mnorepH mioga* 2/34 (6)** 49/75 (65)** 32/40 (80)

TpomobounToneHus 8/6 69/ 49%** 29/ 34

CeTuaToe JHBe1O 28/ 20 66/ 48 44/52

IMopoxu cepaua# 2/4%** 24/27%* 24/43

XopeeopMHbIe THNEPKHHE3bI 5/4 17/ 12 16/19

Snuiaencus 7/5 32/ 22 16/19

MMonepeynnlii MuEIHT 1/ 6/ 4 1/

Murpenn 22/ 16 98/ 69 69/82

AcenTHYecKHe HEKpPO3bl KocTeil 4/3 15/ 11 4/5

Hpumeanne:*anz{pOM IMOTEPHU IIOJAA - B YHUCIMUTEJIC - YUCJIO JKCHIIWH, UMEBIIUX CJIy4Yau MOTEPHU IUIOAA; B 3HAMEHATEJIC - YHCJIO KCHIIWH, UMEB-
X ﬁepCMeHHOCTH Ha (1)01—16 3&60J’IeBaHI/Iﬂ; B CKOOKax TPOLEHT KCHIIWH C NOTEPAMHU IUIOJA. # - IPOLEHT IOPOKOB CEpAla pacCUMTaH H3 4YuCJia 60J1b-

HbIX, KoMy mposojuiack Dxo0-KI: ¢ TIA®C n= 58; ¢ CKB+A®C n=88 u ¢ CKB n=51;**-p<0,05 no y} no cpasuenuto ¢ [NADC

Hauano 3aboneBanus ¢ kakoro-nub6o mpusnaka CKB npu
BropudyHoM A®DC ompexpensynock y 54% u3 142 GonpHBIX, C
ADC -y 34% n c Tpombouuronenuu - y 12% manueHToB.
Tpombouuronenus B aebiore npu [NADPC ormeuanach HaMHO-
ro pexe: y 5 u3 84 GONBHBIX, Y OCTaNbHBIX 3aboseBaHMe ge010-
THPOBAJNO C JPYyTUX npusHakos ADC.

Y 8 mnmanMeHTOB C MNepBOHAaYaJbHBIM JuarHozom I[TADC
(Tabn. 4) B npounecce HabniogeHus ormeuanoch passurue CKB.
Bce GonbHbIe ObIIM XEHI[HHBI MOJOJOTO BO3pacTa, B KPOBH
KOTOPBIX HCXOJHO BBIABIsINCH Bbicokue ypoBHH IgG-aKJl u
BA, BeiaMyuMHA KOTOPBIX B Mpoljecce HaOMICHHS CHU3HUIACH
JUIIb Yy HEKOTOPHIX MAallMEHTOK JO YMEpPEHHbIX 3HayeHuit. Ie-
He3 HeppuTa y HepBbIX 2-X OOJBHBIX OCTACTCS CIOPHBIM, TakK
KaK M3MCHEHHS B aHAJIM3aX MOYH MOTJIH OBITH PE3yIbTAaTOM IO-
Ye4HOH TPOMOGOAHTHONATHM, a HE TOJBKO BOIYAHOYHOTO Hed-
puta. ¥ 2-x apyrux 6onpHbix (3. m A.) passutue CKB mpowuso-
LIJIO HOCJE OYepeIHBIX ClIydaeB MOTepu miona (mo 5 ciaydaeB y
Kaxjaoi). OTMeuYeHHble HMMYHOJOTHYECKHE HapymeHus (a-
JAHK n AH®) y sTux 8 G0onbHBIX ObIIM YMEPEHHBIMH, KaK H Yy
apyrux nanuentos ¢ [IADC, rne CKB me pasBunace. Y 4 u3 8
GOJIBHBIX €lle 10 nospieHus apyrux npusHakos CKB perucr-
pupoBainach TPOMOOUUTONECHHUS U Y 3-X - aHeMHUs. DTU ciydau
OTYETIIMBO AEMOHCTPHPYIOT TPYJIHOCTb pasrpaHuyenus ITADC
u BTopuuHoro A®PC, mepekpecT psjaa HPU3HAKOB, NPUCYIIHX
CKB u A®C. HeoOxoauMbl JajdbHellIne HCCIEIOBAHUSA, BO3-
MOXHO, C OIPEJE]eHUEM TIEHETUYECKUX MAapKepoB, KOTOpbIE
IHOMOTYT OTBETUTh Ha BONPOC: CYIIECTBYET JIM MapKep TpaHC-
bopmanuu nmepBuuHOro Bo BTOpUuHbI ADPC U ueM OTIAHYAIOT-
csi paznuyHbie BapuaHTel ADC.

Yactota TPOMOOTHYECKHX OCJIOXKHCHHUH B IEJIOM Cpeau
6onpubix CKB cocrtaBuna 41% (116 u3 280 6onbHbIX). locTo-
BepHO yame OHU BeisgBIsnuch npu ADPC (tabn. 5), kak npu
propudyHoM (CKB+A®C), tak u [TADPC -y 76% (108 n3 142)
n 90% (76 u3 84) GONBHBIX COOTBETCTBEHHO, MPOoTHB 6% (8 u3
138) mpu CKB 6e3 ADPC (p< 0,0001). B rpymme O6OIbHBIX
CKB+A®C npeobnananu BeHO3HbIe TpoMOO3bl - y 42% (61 u3
142 Gonbubix) mo cpaBHeHuio ¢ 18% (15 u3 84) y GoubHBIX
IHAD®C u 5% (7 u3 138) y mannentoB CKB 6e3 ADC. Benos-
Hble TPOMOO3Bl Yalle JOKAJIM30BAaJIUCh B HUKHHX KOHEYHOC-
Tax. Y mauueHToB 6e3 ADPC - 310 Ob1M TpOoMOOGIEOUTH mO-
BEPXHOCTHBIX M TOJIBKO y 2-X - riiy0okux BeH roseHeii. ®uebo-
TpoM603bl y Becex 7 GonbHBIX CKB 6e3 AD®C pasBuauch uepes

3-4 wmecsauna mociae odnusoxa oboctpenus CKB. Ilpu
CKB+A®C ormeuanuch Takke OKKIIO3UHM BEH APYTUX JIOKAIU-
3alUii: NMEeUeHW ¢ MOCHeNyIOIHMM pa3BUTHEM cHHApoMa banna-
Kuapu (y 9 GonbHbix); BeH ceruatku (y 13); TpomOGoduieOuTs
MOAKPBIIBLOBLIX BeH (y 7) M BeH OpromHOi monoctu (y 2-X).

Cuntaror, uro adJl wame accommupyroTcs ¢ TpoMOO30M
riy0OKUX BEH HOT, KOTOPHIH HOCHT PELUUIUBUPYIOMUNH Xapak-
Tep. PesynpTaThl Hamero aHajiu3a O 4acTOTE BOBJICUCHHUS HIIEO-
(GbeMopalbHBIX, MOAKIIOYUYHBIX U IMOAKPBUIIBLOBEIX BEH COOT-
BETCTBYIOT JIAHHBIM JPyTUX HcclienoBartencit [14].

HN3onupoBanusie aprepuanbHeie Tpom6o3nl npu CKB
BcTpeyanuch pexe - B 19 % cayuaes (y 24 u3 280 6G0oabHBIX) IO
CPaBHEHMIO CO 3HAYUTEIbHOH YaCTOTOH BEHO3HBIX TPOMOO30B.
Tonbko OOMH cioydail apTepuanbHOro TpomOGo3a OblI 3aperuct-
pupoBan npu CKB 6e3 A®PC - 3T0 pa3BUTHE HIIEMHYECKOTO
uHCYynbTa y OonbHOW ¢ Heppornueckum u JBC-cunapomamu.
Haubonee uacto mnpu BTOopuuHOoM ADC BoBIEKanuch Ieped-
panbHbie - B 14% cnyuaeB (y 20 u3 142 GOJBHBIX) H JICTOYHBIE
aprepun - B 7% (y 10). 5% (7 u3 142) 6onpusix CKB+A®PC B
Bo3pacte 10 40 ner mepeHecan uHbapkT mMuokapia. Y 3% (4)
GOJIBHBIX 3TOH TPYNNbl BBISABIAINCH HHPAPKTH CEIE3C€HKH U Yy
TaKOTO e YHMCIa - OKKJIIO3UBHBIC IIPOIECCH B IOAB3JONIIHBIX
aprepusx, y 4% (6) 601bHBIX - TPOMOO3BI apTepUil CeTYATKH.

B rpynne 6onbHbix ITA®C mnpeobiamanun TpoMOO3bl coue-
TaHHOH Jokamu3zanuu - y 65% (55 uz 84) GonbHBIX 1O CpaBHE-
Huo ¢ 16% npu CKB+A®DC (<0,001). Cpenn apTepHanbHBIX
tpoM60308 npu ITADPC gOCTOBEPHO 4Yalle BCTPEHANNUCh OKKIIO-
3uM LHepeOpalbHBIX U MOAB3AO0MHO-0EPEHHBIX, COOTBETCTBEHHO
y 39% (y 33 u3 84) u 12% (y 10) 6onpnpix. YacToTra TpomMO6030B
B apTepusAx MHOH yokanusauuum npu I[TAPC He oramyanace oT
nabnwogasmeiics npu CKB+A®C. Ouu ompenensiuch B apTe-
pusAX BEpXHUX KOHeuHocTe# - y 7% (6 u3 84) GonbHBIX, B apTe-
pusx cerdatku - y 4% (3), B kopoHapHbIX - y 5% (4). Tpombo-
3l apTepUH CENEe3eHKH, MEYEHM M ME3CHTEPUaIbHBIX COCYJOB
uMelnH MecTo Kaxaslii B 3% (2) ciydasx. B ogHOM ciyuyae Oblia
BbISIBJIEHA OCTpas HaJANOYEYHUKOBAs HEJOCTATOYHOCTb B PE3YIib-
tTaTe TpoM6O3a apTEpUON M BEHYJI HAJANOYEUYHHUKOB.

ITopaxxeHue KPYHOHBIX apTepuil (MOAB3JOMHO-0EIPEHHBIX,
HOJKPBIIbIOBBIX) KOHEYHOCTEH OOBIUHO CONMPOBOXKIANOCH
TpoM6O30M BEH, HAXOJAUIMXCH PAJOM B COCYJAMCTOM IyyKe.
WH}apKThl CeTYaTKH, CENE3EHKHU, IeYeHH 4Yalle OblIM CBA3AHBI
¢ TpoMOo3aMu apTepuil Menkoro kamuOpa - apTepuON C BOBIE-
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Tabruya 6

YACTOTA KJAMAHHBIX UBMEHEHUMN Y OBCJEJOBAHHBIX BOJbHBIX

Buja nopakenns Kianasa HA®PC (n=56)
n %
YToaumenne cTBOPOK 18 32
Perypruramus 1, 2, 3 crenenn 9/17/2 16/30/4
YroJmennetperypruranus 17* 30
Creno3 2 4
Bcero msMeHeHuii MUTPaILHOIO
KJIanaHa 28 50
YToaumeHue CTBOPOK 11 20
Peryprurammsa 1,2,3 crenenn 0/6/2 11/4
YrosnmeHnue+perypruranus F* 16
Creno3
Bcero usmenenmii
A0PTAJBLHOI0 KJanaHa 11 20
YT1oJmenne cTBOpoK 3 5
Peryprurauus 1,2,3 crenenn 9/7/0 16/13/3
YTo/meHue+perypruranus 3 5
CreHno3 1 2
Bcero msmeHeHmii
TPHKYCNHJAJIBHOIO KJIANAHA 7* 13
Bcero ¢ mopokamu 24%* 43

CKB+A®C (n=88) CKB 6e3s A®C (n=51)
n % n %

MuTpajabHBIii KIanmaH

29 33* 4 8
7/24/5% 19/27/6 6/6/1 31/12/2
19%* 22 1 2

1 1
36 41 17 33

AOpTANBHBIA KJIanaH

7 8 1 2
5/5/1 6/6/1 1/1/0 2
3 3 1 2
10 11 2 4

TpukycnuaanbHblil Kianax

2 2
26/12/2 29/14/22 0/1/0 2

2 2

1 1
12 14% 1 2
24 27 2 4

*p<0,05 no y} B cpaeuenuu rpynnsl CKB ¢ A®C u CKB 6e3 A®C, ** p otHocuTensHo rpymmsl 6onbHbIx CKB+A®DC.

YEeHHEM MHUKPOLHMPKYIATOPHOTO pycia. KimHuuecku mnocnen-
HUE NMPOTEKalu C HEPEe3KO BBIPaXECHHBIMU OonsiMu B moapebep-
HBIX 00J1acTsX, ¥ MOBOLOM JJisi oOpalieHus OOJbHBIX 3a MEIH-
[UHCKOH TOMOLIBIO SBJISICS AUCKOMOPT, CBA3aHHBIN C rema-
TOCILICHOMETalneii.

CoueTaHus apTepHalbHBIX TPOMOO30B pa3IMYHOU JOKa-
JNU3alUN C BEHO3HBIMH Yy OGonbHBIX ITA®C OBl HNpUYHHON
MOSBICHUS Pa3sHOOOpa3HOW KIMHMYECKOH CHUMITOMATHKH,
CBMIETENbCTBOBABIIEH O NOPaXCHUH HECKOIbKMX OPTraHOB.
ITosiBIeHME NPOTEHMHYPHUH, remaToCIIeHOMEranuu y 4 60ib-
Heix ITA®C ¢ pacmpoctpaHeHHBIMU (iaeboTrpombo3amMu HH-
JKHeH 1Moo BEHBI SABHIOCH CIEJCTBUEM BEHO3HOTO 3aCTOS B
3THUX OpraHax.

Crnenytomuii fuarnoctuyeckuil npusnak AP®C - maronorus
GEpEeMEHHOCTH, K KOTOPOMY OTHOCHUTCS CHHIPOM IIOTEpPHU IJIO-
na (CIIIT) u pa3BUTHE 3KIAMICHHM MIM mpeskiamicuu. IlepBoe
coobmenne o cea3u CIIIT ¢ BA otnHocurcs k 1954r [15]. ITox
TepmuroMm CIIII B HacTofAmee BpeMs HOHHMAETCS HaIU4YUE
Tpex u Oonee ciayuaeB nmorepb Oepemennoctu. Cieayer oTme-
THTb, €CJIM )KCHIIMHA B aHAMHE3e uMena NmoAapajx Tpu u Ooiee
cly4yaeB CaMONpPOHM3BOJIBHBIX BBIKHJBIIIEH, TO, B NEpPBYIO oye-
pesb, y Hee HCKIIYalach aKyllepCKO-THHEKOJIOTHYECKas maTo-
J0THsA, B TOM 4YHCle I€HeTHYecKM oOycioBleHHas. B Hamem
uccinenoanun 109 u3 143 xeHIMH UMeIH B aHaMHe3e Oepe-
MEHHOCTH Ha QoHe pa3BuBIIerocs 3aboneanus. Y 83 (tabn. 2)
u3 atux 109 (76%) *keHIIMH B aHaMHEe3e OTMEYallUCh IMOTEpPH
OepeMEeHHOCTH Ha pa3HBIX Cpokax recranuu. Y 81% XKeHIUH
66110 3 u Gonee cinyuaes morepu mnaoxa. CIIIT gocroepHo ua-
me accouuupoBaics ¢ APC, npu stom npu I[TADC uacrora
CIIII Oblna ctaTUCTHYECKH BhIme: y 32 u3 40 XEHIIMH NPOTHB
49 u3 75 - npu CKB+ADC (x2=8,3; p=0,004). Bce 32 xeHmu-
Hel ¢ [TAD®C u CIIIT Obinu mo3uTuBHB Kak mo aKJI, tak u mo
BA, y 12 u3 HUX B KPOBHM BBISBJSJINCH MOBBIIICHHBIC YPOBHH
IgM-aKJI. V 6 xeHmuH, KOTOpbIE HMEIH MEHEe 3 clydyaeB IMo-
Tepu mnoja (2 mo 1 caydaro ¥ 4 mo 2) B KPOBH TaK»kKe BBISIBIISA-
nuck a®Jl: y 2-x - Ttonbko BA n y 4-x - IgG-aKJI. ¥V 25 u3 32
KEHIIMH 3TOH TIpynnsl OTMEdYaluch B aHaMHe3e TpomOoTHuec-
KHe OCIOXHEeHHs: y laprepuanbHble, y 15 apTepuanbHbie U Be-

HO3HBIC U Y 9 - BEHO3HbIE, NPH ITOM B AebioTe 3abomeBaHus y
Bcex umen mecto CIIII.

ITocaenuue roapl mosiBuiuch padborsr o cBsazu adJl ¢ eme
ofHOW mpobiemoil B 00sacTH penpoiyKIHU YeloBeKa - mep-
BUYHBIM Oecroauem. IlpexamoiararoT, YTO MHOBpexXaaromiee
neiicreue a®Jl Ha cOCyIMCTYI0 CTEHKY NPHMBOJUT K HapyIlleHUIO
BacKyJspu3auuu (GOJINKYIOB, a 3aTEM JKEITOro Teja, CIeACT-
BHEM 4Yero sipisiercs Gecruiofue, a HpH HACTYyNJICHHHM GepemMeH-
HOCTH - paHHHE BBIKHAbIMM [15]. B Hamem uccienoBaHUH IBE
6onbpubie [TADC ¢ Boicokumu ypoBHamu IgG-aKJI u monoxu-
TenbHBIM BA umenu mepsuuHoe Oecnimoaue. llpum stom onHOiH
U3 HUX 0e3yCcHemrHo MPOBOJHMIOCH IKCTPAKOPIMOPAIbHOE OMIO-
JIOTBOpEHUE.

[IpoaHanM3MpoBaHa 4acTOTa KJalMaHHBIX MOPaXeHUH cepi-
na npu BropuuHoMm u ITADC (tabn. 6). CTpyKTypHbIE H3MEHE-
HHSI CTBOPOK MHUTpaidbHOro kiaanana y 6onsusix CKB 6e3 ADC
0OBIYHO MPOSBISIUCH B BHJAC MEIKHX O4YaroB yIJOTHECHHH HIH
yronmenuit (y 4 u3 51 o6GcinenoBaHHOro), HPUYEM TOIBKO Y
1-0if M3 HHX 3TO COYETalO0Ch C MHUTPAIBHOW peryprurauuei
(MP+2), co3naBast kapTuHy HeOOJBIIOTO MUTPAILHOI'O MOPOKA.
VY 7 manueHTOB OTMEUYEH CIa0BIi HpONAnc MHUTPAIbHBIX CTBO-
pok ¢ Hebonbm O MUTpalbHOU peryprutanueid (MP+1).

B rpynne 6onpabix CKB ¢ A®C BcTpedaeMocTh yTOJIIE-
HUS CTBOPOK KJIAamaHOB cepjua Oblla 3HAYUTENbHO BHIIIE, YeM
y 6onpubix CKB 6e3 ADC (y 29 u3 88, y}-9,9 p=0,002), ouu
Obliu Goyiee KPYHHBIMH, HEPEAKO HMEIH BBICOKYIO 3XO-IJIOT-
HOCTb, CBHJETEIbCTBOBABIIEH O CKIEPOTHUYECKOH cTaguu mopa-
kenus. Y 22% 6onpabix CKB ¢ A®C 5T u3MEHEHHsI coyeTa-
nuch ¢ npusHakamu MP, o6biuno 2 u 3 cremeHeil, co3xaBas
KapTUHY MUTpasbHOro mnopoka. Y 32% (18 u3 56) 0oubHBIX
MMA®C Obn aHaloruvyHsie u3MeHeHus (x2=8,2 p-0,004 mo
cpaBHeHulo ¢ rpynnoi 6onbHbix CKB 6e3 AD®C). KapTtuna mu-
TPaJbHOTO TNOpPOKa uMenxach y 17 OONBHBIX OTOW TIPYIIHI.
VY 1-it 6onpHO#t ¢ CKB+A®C u 2-x - ¢ [IAD®C oTMedeHBl NpH-
3HAKHM CYXEHHS MHTPaJIbHOTO OTBEpCTUs. B oTnmuume oT peBma-
THYECKOTO CTEHO3a, Y 3THX OOJBHBIX HE OTMEYaloCh CIasHHS
KOMHCCYpP, CYXEHHE OTBEpCTHS 00yCIaBIMBAIOCh OONBIIMMU
TpoMOOIHAOKAPAMAIBHBIMU HAJIOKCHUIMHU W KpaeBoil medpop-
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Manuei cTBopok. IIpu3Haku ciaaGoro mpojamca MHUTPATbHBIX
cTBOpOK ¢ Hebompmoit MP (+1) ormeuanuce y 12 u3 88 6oab-
HbIXx ¢ CKB+A®C uy 3 u3 56 - ¢ [IADC.

Hapsiay ¢ ucciienoBaHueM CTPYKTYp MUTPaIbHOTO KiamaHa,
NPOBOAMICSA aHAIU3 TPAHCMHUTPAIBHOTO KPOBOTOKA, KOTOPBIH
BBISIBUII 4acToe Hanuuue MP y oOciaeqoBaHHBIX HAaIlMEHTOB.
Cpenu 6onpabix CKB 663 A®C MP wgame Obina cnaboit (+1),
numb y 7 u3 51 obcaegoBanHoro - 2 u 3 cremeHeil. BoipaxkeH-
Has MP (+2 u +3) noctoBepHO uamie Obina y 6oapHbix ¢ ADC
no cpaBHeHu ¢ 6oabHeiMH CKB 0e3 A®PC: y 33% (29 uz 88)
6onbHbIX CKB +A®C un y 34% (19 us 56) - IMMA®C nporus
14% (7 u3 51) 6onpupix CKB. B GonbumIMHCTBE Cily4aeB INpu
ADC ormeuanocs coueranue MP ¢ yTronmeHueM CTBOPOK MU-
TpansHOro kiamana. Opguako y 9 6oapHeix ¢ CKB+ADC u y
2 - ¢ IA®C BwmaBnsanack MP+2 mpu OTCyTCTBHU SABHBIX H3Me-
HEHUH CTBOPOK KiamaHa.

HccnenoBanue aopTalbHOTO KJamaHa BBISBHIO YTOJICHHE
CTBOPOK B COYETAHMH C aopTalibHOW peryprutanumeit (AP +2)
numb y l-oii 6onpHoil CKB 6e3 AD®C. Dtu n3MeHeHUs ObLIM
XapaKTepHHl JUIS aopTajlbHOI0 Mopoka cepauna. B rpynme 6oib-
HeiIx CKB+A®C yronmeHue CTBOPOK aopTaJIbHOI0 KiamaHa
Berpevanuch vame (y 7 uz 88). YV 3 U3 HUX DT M3MEHEHHS CO-
yetanuck ¢ AP+2 unu+3, mpum >ToM y 2-X OBII BBISIBICH KOM-
OMHUPOBAHHBIH AOPTAJBHBIH M MHUTpPANbHBIH TOpOK, y 1-i -
M30NMpPOBaHHBIN. MccienoBanue aopTalbHOTO KPOBOTOKAa 00-
Hapyxuno AP y 13% oOGonpuHpeix ¢ CKB+A®C, y 3-x u3 HHX
AP+2 He comnpoBOXjaanach SBHBIMH INpPH3HAKaMH H3MEHCHHMH
A0PTalIbHBIX CTBOPOK. AHAJOTHYHbIC H3MEHEHHS aOpPTalbHOTO
KjianaHna oOHapyxuBainuch B rpynne 6onbHbiXx [TADC, ognako
BCTPEYAEMOCTh YTOJLICHUS AaOPTAaIbHBIX CTBOPOK CPEAM HHX
Obl1a JOCTOBEPHO BBHIIIC [0 CPAaBHEHHIO C TIPYNmoil OOIBHBIX
CKB ¢ u 6e3 AD®C -y 20% (11 u3 56), a codyeraHue yToJmie-
HHsL CTBOPOK ¢ AP +2 u +3 - y 16% OGonbHbiXx mnpoTtuB 3%
(X2=5,6 p=0,01) B rpynne CKB+A®C. V 5 6onpusix [TADPC
A0pTalbHBIH MOPOK ObLI M30JIUPOBAHHBIM, y 4-X - KOMOMHHUPO-
BaJICI C MUTPAJIbHBIM.

M3MeHeHMS TPHKYCNHIAJIBHOTO KiamaHa (€ro yToJIeHUuEe U
peryprutanus pasHOW CTEHEHHM BHIPAKEHHOCTH) JOCTOBEPHO
yame oTMmeudanuch y GonapHbix ¢ APC: y 12 u3 88 GoabHbIX
CKB+A®C u 7 u3 56 - ¢ [IA®C, nporus 16onsnoii npu CKB
6e3 ADPC (x2—3,9 p=0,04). B 2-x cayuasx npu CKB+A®PC on-
penensiuch NMPH3HAKM TPHKYCHHJAJIbHOTO mHOpoka: y -1 Goib-
HOil OH codYeTalcs C MUTPAJIbHBIM, BO 2-M ciy4dae OBIJIO BBISIB-
neHo Ooyee peaKkoe MOpPaeHHE KIANMaHOB - HM30JHPOBAHHBIH
TpukycnuaanpHbii mopok. Cpean 6oapubiXx ¢ [TAD®C unsonupo-
BAaHHBIH TPUKYCHMAANbHBIN NMOPOK (YTOJNIIEHHE CTBOPOK C pe-
ryprutanueit +2, +3) ycraHoBieH B 3 ciyuasx.

MexaHu3M MOpaXeHUs KJIamaHOB Cepjala, acCOMUPOBAH-
HOro ¢ Hanu4yueM B KpoBu adJI, mpomoJIKaeT AMCKYTHPOBATh-
cs, 3TO KacaeTcs M 4acTOThl M3MEeHeHHHU kiamaHos npu [TADC.
B wuccnemosanuum J.K. Vianna u coat. [8], BkinrwouaBmem 46
6onpHbIX ¢ BTopuuHbiM ADPC u 51 GonsHoro ITADC, uacrora
nopaxeHus kinanaHoB y 6onbHeix CKB ¢ AD®C cocraBuna 69%,
a npu [TADC - 35%. OnHako XapakTep HMOpaXe€HHUs KJalaHOB
0 JaHHBIM ODTUX aBTOPOB npu oboumx Bapuantax APC Obla
CXO0JK, MCCleA0OBaTeln He OOHapyXHWIM HpeobiiagaHHs IATOJO-
MM KaKoTo-Iu0o KilamaHa cepjla HpU pa3iHYHBIX BapuHaHTaxX
A®C. HamMu OTMEYEHO MNOBBIMIEHHE YacTOThl (GOPMHUPOBAHUS
nopokoB cepaua y 6onbHbiXx ¢ [TA®C. OHu OBIJIM BBISBICHBI Y
43% 6onbHBIX ¢ [TADC, y 27 % - ¢ CKB+A®C u tonbko y 2%
6onbubix CKB 6e3 A®C. B mnenom uactora Oxo0-KI' usmene-
Huil MutpanpHoro knamaHa npu CKB c u 6e3 ADC, a takxke
npu I[TA®C Oblsia npuMepHO OJMHAKOBO#. OMHAKO yTOJICHUS
CTBOPOK MHTpalbHOTO KiamaHa, MP u mopok pgocroBepHo 4Ya-
me uMeau MecTo npu odoux BapuaHTax ADPC mo cpaBHEHHIO C
6onbubiMu CKB 6e3 AOC. Hanuuue mopokoB APYrHX Kiama-
HOB Takxe acconuuposanoch ¢ ADC. IIpu sToM Takme peakue
clIydyal MOPa)KCHHUs KJAMaHOB, KaK M30JMPOBAHHBIC TPUKYCIH-
JajdbHBIE MOPOKH, BBIABISANHCH TONbKO npu APC. AopranbHbie
nopoku acconuuposanuck ¢ [TAD®C. B ocHOBHOM BHIABISIACH
HEJAOCTATOYHOCTh KJIalaHOB M TOJBKO Yy 3-X O6oipHbIX [TADPC u
1-it - CKB+A®C onpenensnacs CTEHO3 MHUTPalbHOTO KjamaHa.
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O mnpeobGrmajaHUM HEJOCTATOUYHOCTH KJANMaHOB U PEAKOE BHISIB-
JIEHWEe MX CTeHo3a coolbmanu u apyrue astopsl [16,17,18,19].
TloxBoast uTOrM O MecTe HOPaXEHHs KJIAamaHOB cepila IpH
A®C, creayeT OTMETHTh, 4YTO YacTOTa ATOW MHATOJOTHH TWPH
ADC (nepBHYHOM M BTOPUUYHOM) B HAIIEM HCCIEAOBAHUU CO-
crasusa 33%. [Ipumeuarensuo, 4yto monoBuHa 6GonpHEIX [TADC
u detBepTh 60nbHBIX CKB+A®C, mMmMeBImIUX MOPOKH cepiaua,
nepBOHAaYalbHO HAOII0AaNKUCh C IMATHO30M XPOHHYECKass pPEB-
Martuueckas 0o0Je3Hb cepjla, HECMOTPS Ha OTCYTCTBHE peBMa-
THYECKOro aHamHe3a. Hannuue y 3TuX GOJBHBIX APYTHX KIHHH-
YeCKMX M cepoiorunuyeckux npusHakoB ADC, a Takxke KpaeBoe
HmopaxeHUEe CTBOPOK KJamaHOB, 0e3 XapaKTEpHOU st peBMaTH-
YeCKOro mopoka gepopMalnuu KiIamaHOB, IBHJINCh OCHOBAaHHEM
s nuarHosza ITA®C. Bonpoc o BKIWOYEHHH MOpaXXEHUS Kia-
MaHOB cepAua B aAuarHoctudeckue kpurepuun ADPC mpogomxka-
er obcyxaarbes [5],0H Oyaer paccMaTpuBaThcsi Ha HPEACTOS-
meid MexnayHapoaHoit koHpepenuuu no APC B Cunnee.

Bonpusie ¢ [TAD®C u mopokamMu cepama UMEIH H APYTHE
adJl-acconquupoBaHHble nMpu3Haku. Tak, TpPoMOO3bl B aHAMHe-
3¢ oTMeuanuch y Bcex 24 manueHtoB ¢ [TAD®C wu nmopokamu
cepana. B 6onpmuHcTBe ciyuaeB (y 18) oTo OblIM BEHO3HBIE U
apTepHalbHble TPOMOO3bl C BOBJICYEHHMEM MHUKPOIHPKYISATOP-
HOT'0 pyciia apTepuosa u BeHyld. OKKIIO3HHM HMEIH PEeUUJHBHPY-
I0IHUI XapakTep M pacnmpocTpaHANNCh 1Mo Tumy "momsymux". VY
3/4 6onapubix ITA®C u mopokaMu cepjla OTMEYaluch CTOWKHUE
M Tpexoasliue HapylIIeHUs KpOoBOOOpameHus
(HMK). V 5 u3 9 6onpubix ITAD®C 0e3 BOBIeueCHHS cepana
HMeanch TPOMOO3Bl MAarucTPaibHBIX COCYJOB KOHEYHOCTCH:
r1y6okux BeH HOTr, OeApPEeHHON apTepHH, HOJKPBIIBIOBBIX ap-
TEpHU U BEH.

B 10 ciyuasx y 6onapubix ITA®C mopok cepama u Tpombo-
THYECKHE OCJIOXHEHHS aCCOLMHPOBAIHUCH C TPOMOOIUTOMECHH-
eit u anemueit. ITooToMy BO3HHMKala HEOOXOAMMOCTh B IpPOBE-
geHun auddepeHUHaNbHOTO JuarHosa ¢ TPoMOOTHYECKO
Tpombountonenuveckoit nypnypoit (TTII) u ABC cunapomom,
YTO €lle pa3 MOJYEPKUBACT TAKECTh COCTOSHHUS ITHX OOIBHBIX.
IIpu 5TOM y HHX JOBOJBHO YacTO B KPOBH BBHISABISJIHCH IPO-
NYKTHl jgerpaganuu GpuOpHHOreHa M PacTBOPUMBbIE KOMIIEKCH
bubpun-monomepo (PK®M), Hu B ogHoM ciydae B nepude-
puYeckoil KpOoBH He OOHApyXHBaluch (GparMeHTHPOBAHHBIC
IPUTPOUUTHl (IIUCTOLUMTHI), 4TO oTBepraiso amaruo3z TTII. V
6onpHbIX ITADC 6Ge3 BOBIEYCHUS B NMAaTOJOTHYECKHH Ipouecc
cepAlna NMpOAYKTH aerpaganuu Gudbpunorena u PKOM orcyr-
CTBOBAJH.

MO3roBoro

Cnektp HeBpojorudeckux mnposiBienuii npu CKB pocra-
TOYHO MIMPOK, HO OH oTiaHdaercs oT npossiaeHuit ADPC. B
rpynne 6onbHbix CKB 6e3 A®C nonepeunsiit muenutr u HMK
pasBunuch y 1 6onbHoit. B to ke Bpems y 12% Goubusix CKB
6e3 A®C srisBustnuch IHMK Ha ¢oHe apTepuanbHON THIEp-
TOHHHU, COCYAHCTBIC TOJIOBHBIC OOJIM IO THIy MUTpeHH y 16% ,
xopest y 4% nanmeHToB. DnuiaentuGOpMHBII CUHAPOM B aHaAM-
Heze umenu 5% (7) GonpHBIX 3TO# rpynnsel. Bo Bcex caywasx
SMUIENTUGOPMHOTO CHHJIpPOMA HMeJach BBICOKAas aKTUBHOCTH
CKB, rzme TAkecThb COCTOSHUS Obllla 00yciioBieHa HEeQPUTOM C
apTepUaNbHON THIEPTEH3UEH, CONPOBOKAABIIMMUCS BBIPAKCH-
HBIMH HMMYHOJIOTHYeCKMMHU HapymeHusmMu (AH®D, auntu-
JAHK). Duuedanonarus, BeisBiaeHHas y 8 GoapHeix CKB 6e3
A®C, rakxe pa3Buiach Ha (poHe HeppuTa ¢ HeYPOTHUECKUM
CUHAPOMOM M apTepuanbHOW runeprensueir. "CseprsiBanue"
HehpuTa M crabuiamsanus apTepPUANbHOTO MABJIEHHS BO BCEX
ciaydyasix IPHUBOJUIN K CHHMXEHHIO BBIPAXKCHHOCTH 3HIe(ano-
MaTHH.

HMK B anmamuese B rpynne CKB ¢ AD®C umenucs y 26%
(37 m3 142)6o0ububix 1 ITHMK - y 38% (51). Mmemunueckue
oyard JIOKaJlW30BalKCh B OCHOBHOM B OacceiiHax mepeOpaib-
HBIX apTepHii, B 2-X cly4asX HHCYIbT pa3Buiics B o0JacTu ru-
mokamMna u 3-x - obGaacTe Oasuusipubsix aprepuil. Cocyauctsie
roJIOBHBIE OOJIM 1O THIY MHIPEHHM JOCTOBEPHO 4Yalle BBISBIISA-
nuch B rpynne 6onpHbIX CKB+A®C, yeMm cpeau manuMeHTOB C
CKB 6e3 AD®C (p <0,001). Xopes umena mecto y 12% (17)
6onpHBIX. KpoMe ogHOTO ciydasi, OHa, TaK Xe KaK My OOIBHBIX
CKB 06e3 A®C, nposBisnack B aebpoTe 3a001eBaHUsA, B CBA3H
C 4eM y BCeX MAlHMEHTOB C XOopeeil NMepBOHAYaIbHO CTABHUICA
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YACTOTA A®C ITPU PA3JTUYHBIX 3ABOJJEBAHUAX

EBponeiickas rpynna n=1000

n %
MA®C 531 53,1
CKB 362 36,2
Bo14aHOYHOMOAO0HBIH CHHAPOM 50 5.0
Boae3ns Ilerpena 22 2,2
PA 18 1,8
CucreMHBI CKJI€epo3 7 0,7
CucreMHBI BacKyJUT 7 0,7
JlepMaToMHO3HT 4 0,5

*nuarHo3 npu HampasieHun ITADPC

IuarHo3 ocTpoil pesmarumueckoil auxopanku (OPJI). B omnHOM
ciaydae xopes passBuiack y GoabHoro CKB ¢ AD®C na ¢done
o6octpenuss CKB, nmposBiasiBIIerocss KOXXHBIMH BbICBIIAHHUSIMU
U BBIPA)KEHHBIMH HMMYHOJOTHUYECKHUMH HApyIIEHHAMH.
OnunentudopMHbBIH cuHAPOM BhIABIsAICA y 22% (32) 6onb-
Heix CKB+A®C, B 6 caydasx oH coueTaicss ¢ HEGPUTOM U ap-
TepuaNbHOW TUnmepTeH3ueit. ¥ 6 OONBHBIX ITOH TIPyNmBl OTMeE-
YaJHuCh CYyNIECTBEHHbIE HAapYIIEHUsS MHTEIICKTyalbHOW cdepsl,

NMpOSBISABIINEGCS KOTHHUTHBHOH auchyHKNHell, aHOMaIusIMHu
HACTPOCHHMS, HapyImIeHHEM CHa.
Hecmorps Ha cXo0XecThb HEBPOJOTMYECKUX TPOABICHUMN

npu nepsuuHom u BTopuyHoM ADPC, HMK npu ITA®DPC Brisas-
JSANCH JOCTOBEpHO uvame - y 46% (44 u3 84) 6GonpHBIX NPOTHUB
26% cpean nanuentoB ¢ CKB+A®C. Jlokanuszanus MHCYJIbTOB
B rpynnax 6onpHbIX I[TAD®C u CKB+A®C 6rina cxoxeit. B ox-
HOM cllyuyae OTMedajaach JOBOJBHO peJKas JOKaau3alus TPOM-
6o3a - Knnunueckas
CHMMITOMAaTHKa TPOMOO30B CHHYCOB 3aBHUCHUT OT HMX JIOKAaJIM3a-
UM, OHU MOTYT OBITh CIIEJACTBHEM DPa3JIUUYHBIX NMATOJOTHUYECKUX

B 00JIaCTH BEHO3HBIX CHHYCOB MoO3ra.

COCTOAHUI. Penkoe OCIOXHEHHE MOXKET Pa3sBUThCS IIPHU TUIEP-
KOAryJIsilMOHHBIX COCTOSHUAX, OCIOXKHSIOMMUX I[OCIEPOTOBBIiH
nepuojJ. B TeueHume OEpeMEHHOCTH pPHCK pa3BUTUS TpomOboO3a
CHHYCOB MO3ra acCOLHUPYETCS € CHHAPOMOM HEYKPOTHMOMH
pBoTel OepemenHbiXx [20]. Tak, B cayuae,
Averback [20], y ®KeHIIMHB B MOCICPOJOBOM IEPUOJAEC Pa3BUII-
cst TpoM0OO3 CHHYCOB MO3ra, W XOTsA y Hee He OblI JAUArHOCTH-
posan B To Bpems ADC, y Hee BulsBIsnOCh yanunenue AUTB
n "BucuepanbHblil aytonu3" HoBopoxaenuoro. S.R. Levine u
coaBT.[2]1] omumcanm nBa ciay4yas TpomOo3a CHHYca Mo3ra y
6onpHBIX ¢ BA, a S.M. Lau [22] - y pebenka 3 neT ¢ HedhpoTH-
YECKUM CHHJIPOMOM MOJHOPraHHBIMHU
TpoMGo3aMHu, B TOM 4YHCIE M CHHYCOB MO3ra.

Xoper B anamue3e ormevanu 19% (16) 6onpubix [TADC, n
Tak ke Kak u npu BTopuuyHom ADC, oHa pa3Bunace B jpebrore
3a6oneBanud. Y 7 U3 HUX DTOT CHHAPOM OINpEJENsAIcs B BO3pa-
cte 10 15 nmeT, u ucxoaHbIM auaruHo3zom Obia OPJI. Tlo maHHBIM
IUTEpaTyphl Xopes umeeT mecTo B 1-4% cnyuaes npu CKB [23].
B. Bouchez u coaBr. [24] mepBble OTMETHIH acCOLHALHIO XO-
pen ¢ BA npu onmcanum Tpex OONBHBIX, B MOCIEAYIOUIEM 3TO
codeTaHue OBITO MOATBEPXKAEHO JIPYrHMH aBTopaMu [25,26].
OtmedeHo nmpeobiagaHue 4acToThl xopeu y 6onbHbIX [TADPC mo
cpaBHeHHI0 ¢ rpynnoit manuentoB ¢ CKB+A®C [27]. Ilo na-
LIMM JaHHBIM TaK)Xe MMelach TEHACHLIUs 0ojiee 4acTOrO BBISB-
nenuss xopen npu ITAPC, wem npu CKB kak c, tak u 0e3
A®DC. BrisiBieHHne Xopeu B NOAPOCTKOBOM Iepuojae, y Oepe-
MEHHBIX, a TaKXKe y JKCHIIMH Ha (OHE JeUYEeHHUs DCTPOTCHHBIMH
KOHTpaleNTHBAMH, CBHAETEIBCTBYET O BO3MOXKHOW CBSA3HM XO-
peu ¢ TOpMOHAaHaIbHBIMU HapylleHUsAMH. I[IpeimonaraioT, 4To
HEKOTOpPbIE TOPMOHBI MOI'YT OBITb YYBCTBHUTEJIBHBIMH K JOIa-
MHUHOBBIM PELENTOpPaM B [OJOCATOM TEJIE U MPH OHPEeIeICHHBIX
cUTyaluax MHAYLHUpOBaTh Xxoperw [28].

onucaHHom P.

U MHOXCCTBCHHBIMH

Tabauya 7
Co0OcTBEeHHbIE JaHHBIE =256
n %
MA®C 84 33,0
CKB 142 56,0
Bo/YaHOYHONMOJ00HBIN CHHIPOM 6 2,3
AyTOMMMYHHBIH THPEOHIUT* 6 2.3
PA 6 2,3
IIcopnaTuueckass aprponarus 5 1,9
CucTeMHBI BACKYJINT 7 2,7
Tabauya 8

NMPU3HAKHN A®C B JEBIOTE 3ABOJIEBAHUA, %

CobcTBEHHBIE
naHHble =256

MposBaenus EBponeiickasn

rpynna n=1000

BeHo3Hble TPOMOO3BI 31,7 56,0
TpomGouuTonenus 21,9 18,1
CeTuaToe JHBEI0 20,4 42,8
HUHcyabThl 13,1 12,4
TIJA 9,0 7.4
CHHAPOM NOTEpPH

mioaa 8,3 16
dnujaencus 34 1,9
Xopes - 1,9
HndapkTr Muokapaa 2,8 1,7
I'anrpena majabues 1,9 1,2

Onunencus ormeuanacek y 19% (16 uz 84) 6onpueix [TADC.
N3BecTHO, 4TO OHA ABJIAETCA COIJACHO AHMArHOCTHYECKHM KpPH-
tepusm AKP onnum u3 xputepuanbHeix npusHakos CKB. Ox-
HaKoO yacToe BhIABIeHME dnunencuu y 6onpusix CKB ¢ a®Jl (B
30%) MO3BOJHMIO OTHECTH 3TO OCJIOXXHEHHE K OJHUM H3 HEl-
porncuxuarpuiyeckux npusnakos ADPC [27,29]. Cnyuau BHIAB-
nenuss BA y GonpHBIX ¢ anunencuei 6e3 mpusnakos CKB ne
uckiaovaoT Hannuus [NADC.

Cpenn nepmartosoruyeckux mnposBiaeHuii ADPC - ceruaTtoe
nuseno (livedo reticularis) 6b110 onKMcaHO B KauecTBE OJHOTO W3
nepBbriXx adJl-acconMMpoBaHHBIX KOXHBIX cuMnTomMoB. OHO 3a-
CIy)KMBAaeT BHUMAHUSA KaK IO MEXaHH3MY CBOEro pPa3BUTHUSI, TaK
U B CBSI3M C cOoYeTaHMAMHU ¢ Jpyrumu npuszHakamu ADC. Ilog
9THM TEPMHHOM, 0003Ha4aeMbIM TaKKe Kak "ceTuaTblii CHHSIK",
ompeaensioT MU3MEHEHHUs KOXH, Ha IOBEPXHOCTH KOTOPOil BH-
JIeH PHCYHOK, HAalOMHHAalOMmeH KpyXeBa WIN s4elku phibai-

ko# ceru. bBiueaHbld HEHTp sYelKkH JTOil ceTkH 00yCIOBICH
CIa3MOM INEPHEHJAUKYNAPHOH apTepuonbl, nepdopupyromei
nepmy. lluaHoTnueckas wunu OGopaoBo-kpacHas mnepudepus

KaxJoro OJeJHOT0 ydacTKa KOXH BBI3BaHA 3aCTOEM KPOBU B
COMPOBOKAAIIIUX apTEPUOIy BEHO3HBIX ciereHusx. Cerdatoe
JHUBENO MOXET BBISIBISATHCS IPH Pa3iIHYIHBIX 3a00I€BaHHUAX, HO
BCTPEYAETCSI M y MOJOABIX XXCHIIMH U JEByIIEK 0e3 HPHU3HAKOB
Kkakoro-nubo 3aboneBaHus. B mocienHeMm ciydae KOXHas CeTh
umeer Oosiee "HexHoe" cIIeTeHHE, HAalOMHUHAIOIIEe MpaMop-
HOCTb, YCHJIMBAETCS NPHU CHHKEHHMHU TEMIEpPaTypbl OKpyXKaio-
mei cpeasl, a B Temiae ociaabeBaeT M HUKOrAa He mpuobperaer
CHHIOMHO-0OPAOBBIH OTTEHOK. B HEKOTOPBIX chydasx ceTda-
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THI PUCYHOK CTAHOBHMTCS MOCTOSHHBIM, MSATHHCTOCTH KOXH -
6oJiee BBIPA)XKEHHOH, HAIOMUHAION[EH CIOMaHHBIE CY4YKH Jepe-
Ba, 4TO, BUJUMO, ONPEACIHIO €ro Ha3BaHHE - IPEBOBUJHOC JIH-
Beno (livedo racimosa). OObIuHAs JIOKATU3AlUsg ITOTO PHUCYHKaA
- Koxa Oexep, ATOAMI, MIEYeH, OJHAKO B TKENBIX CIydasx OT-
MedyaeTcs pacnpoCTpaHeHHME JIMBEJO Ha KOXY JiMLa, KUCTeil ¢
LHAaHO30M KOHYHMKOB mHajblneB. YacToTa BBHISABICHUS CETYATOTO
nuBeno npu CKB 1o maHHBIM pa3iMYHBIX aBTOPOB Kojebiercs
ot 9 no 50%, npu sTom npu Hanuuuu aKJl B KpoBHM OHa BO3-
pactaetr mo 62-81% [30,31]; YacTtoTa 3TOro mnpusHaka Ipu
ITA®C no naHHBIM pasHBIX HCCIEHOBaTeNeil Takxe Koiaebuercs
ot 4 1o 55% [1,2]. YactoTa BBISBJIEHHS CETYATOrO JIHBEAO Yy
GonbHBIX ¢ [TAD®C B HameM wuccleaoBaHUU cocTtaBuiaa 52%,
4To He oTiau4anock oT takoBo npu CKB ¢ ADPC (y 48%)
(ta6n.5). ITo nanHBIM MHOTroIeHTpoBOro EBpomeiickoro mccie-
noBaHHS [5] ceTdaToe NMBEeNO HAOIIOJANOCh peXxe, HO €ro dac-
tora npu [TAD®C u CKB+ADC 6bina cxoxeil u cocrapisna 24
u 20% coorBercTBeHHO. CBsI3b CETYATOrO JIMBEAO C JPYyrHMH
TPOMOOTHUYECKMMH OCIIOKHEHHUAMHU y 6osnbHBIX ¢ ADC onucana
B pspe uccinenosanuii [8,32]. Cormacuo V.A. Alegre u coasT.
[33] oTa maTtonorus Ko Obljga OJHHUM M3 NEPBBIX NPOSBICHUI
ADC u BoisiBusinachk y 41% OGonbHBIX, HpH 3ToM y 38% mnanu-
€HTOB OHA COYEeTaJNlaCh C JPYTMMH OPTaHHBIMH TPOMOOTHYECKH-
MM OCJIOKHEHUIMH. Bo Bcex ciyyasx B HalleM HCCIELOBAHUH
npu [TA®C u CKB+ADC mnosiBIeHHE CETYATOTO HIU JPEBO-
BHAHOTO JIMBEJO ONEpexkajlo pa3BUTHE TPOMOO30B M APYIHX Op-
FaHHBIX OCJOXXHEHHIl B CPOKH OT 6 MecsieB, 10 8 JeT.
Xponnueckue a3Bbl ronenedt mpu ITADPC u CKB+ADC,
ormeuaBmuecs y 51% u 68% Hamux GOJBHBIX COOTBETCTBEHHO,
pasBuBanuCch Ha pOHE XPOHHUYECKOHl BEHO3HOI HEJOCTATOYHO-
cti u TpoMbGo3a riay6okux BeH. YacToTa HX BBISBICHUS MHPHU
pasznuuHbix popmMax ADC CcTATHUCTUUYCCKH HE pa3invyanach.
JlurutanbHble HEKPO3bl M MHGAPKTHI HOTTEBOTO JIOXKA BCTpe-
qaauch Toabk0 y 6osnbpHbIX CKB+A®C u He ¢purypuposanu cpe-
U KOXHBIX HposiBIeHHH y OoubHbIX ¢ ITADPC. V GonbHBIX
CKB+A®C oHM YacTO COYETAIHUCh C SI3BEHHO-HEKPOTHUYECKUM
nopakeHueM Koxu. Torga kak raHrpeHa KOHYMKOB IajlbI[€B BbI-
sBasyach npu obenx popmax A®C ¢ 0AMHAKOBOI 4acCTOTOM.
JlucceMHHHPOBAaHHAs MeJIaHOMa, ONUCHIBaeMas Kak Mmopaxe-
nue koxu npu a®dJI, mo nanueim J.C. Becker u coast. [34] acco-
nuupoBanach ¢ HaauyueMm B KpoBu adJl u neuenuem anba-uH-
TepdpeporHoM y 5 GONBHBIX, y 4 M3 HUX B IOCIEAYIOIIEM pa3BH-
nuch TpoM6O3bl. Pa3BuTHE OrpaHMYEHHOW METAaHOJEPMHHU Y OJ-
Ho# GonpHOU ITADC He OBIIIO CBSA3aHO C MPHUEMOM JIEKAPCTBEH-
HBIX NpEenapaToB, HO CPeAM BO3MOXHBIX ITHOJIOTHYECKUX (akTO-
poB 00CyXaam0Ch U TOKCHKO-aJJIEPruueckoe BO3JAEHCTBHUE.
K HacrosmemMy BpeMEeHHM ONHCAaHBI Clly4yal aHETOAEPMHUHU

JHUTEPATYPA

1.  Wilson W.A., Gharavi A.E., Koike T. et al. International
consensus statement on preliminary classifrcation criteria
for definite antiphospholipid syndrome. Arthr. Rheum.,
1999, 42, 1309-I'3I1

2. Asherson R.A. A "primary" antiphospopholipid syndrome?
J. Rheumatol., 1988, 15, 1742-1746

3. Asherson RA, Khamashta M.A., Ordi-Ros J. et al. The
"primary" antiphospholipid syndrome: major clinical and
serological features. Medicine (Baltimore), 1989, 68, 366-
374

4. Haconmos E.JI., bapanos A.A.,, Wuaxkuna H.IT.,
AnexbepoBa 3.C. COCYyaO0B npu
aHTHGocHONMIUIHOM CHHIpPOMe (KIMHHKA, AMArHOCTHKA,
nedenue). M.-Apocnasab, 1995, 161 crp.

5. Cervera R,, Piette J.C., Font J. et al. Antiphospholipid syn-
drome: Clinical and immunologic manifestations and pat-
terns of disease expression in a cohort of 1000 patients.
Arthr. Rheum., 2002, 46, 1019-1027

6. Hacono E.JI. AHtudochonunuiHbslii cuHIpOM. M.,
"Jlutrepa", 2004,379ctp.

7. Font J.,, Lopez-Soto A., Cervera R. et al. The "primary"
antiphospholipid syndrome: antiphospholipid antibody pat

ITaTonorus

HAVYYHO-IIPAKTUYECKASI PEBMATOJIOI'HUA Ne 4, 2004

npu ADC. IlepBuuHas aHETOAECPMHsS SABIACTCA PEJIKOH pas3HO-
BUJHOCThIO aTpoduyeckux (PIaCTOIUTHYECKUX) 3aboJeBaHUM
KOXH M MHOTJA OMHUCHIBAETCS B COYCTAHHU C ayTOMMMYHHBIMH
3aboneBanusmu, ocobenno ¢ JKB wunu CKB, HO umeercs u
HECKOJbKO COOOI[EHHH O Pa3BUTHM ITOTO THUNA KOXHOW mato-
noruu npu ITADPC [35,36]. YV onuoit GounbHOit [TADC MBI BBI-
SBUJIM QHETOACPMHIO SIamacoHa - HATHHCTYIO aTpodHUI0 KOXKH,
nUarHo3 Obld BBICTABICH [JEPMaTOJOraMH M IMOJATBEPXKACH Ha
OCHOBaHMM OOHapyXeHHS B OMONTAaTe KOXH YMEHBIICHHOTO
KOJIMYECTBA DJTACTHYECKUX BOJOKOH ¢ MX (pparMeHTammei - xa-
pakTepHOro mpu3Haka aHerogepmMuu. OTCYTCTBHE APYTHX HpH-
3HakoB CKB unu KB, a Takxe Hanmuuue y JaHHOW XKCHIIMHBI
CIIIT u TpoMOONMTONMEHUHN MHO3BOJUIO HaM BepuUIHPOBATH
MA®C wu aneronepmuio Sjpaccona.

Takum o6Gpa3om, Hauboee YaCTHIMHM AEPMATOITOTHYECKHMH
npoaBneHusamu npu [HADC, xak u npu CKB+ADC 6sin cet-
yatoe uin OoJiee BbIpaKeHHAas €ro pPa3HOBHJHOCTb - APEBOBHI-
HOE JINBEJI0, XPOHHYECKHE 53BBI HOT, KaK CIEJACTBHE Pa3BUTHUsA
BEHO3HOH HEJOCTATOYHOCTH, CONPOBOXKJAAIOIIEHCS APYTrUMH
NpU3HaKaMu 9TOH martonorum (numnopepmarockiepo3om). B To
’Ke BpeMs okaszasock, uTo Aui ITADC He OblnM XapaKTEpHBI
JUTUTa’IbHble HEKPO3bl, HH(GAPKTH HOITEBOrO JIOXKa, Hyplypa,
B reHe3e KOTOPHIX, MO-BHIMMOMY, y4acTByeT BOCHAJICHHE.

Mpusnaku AD®C moryTt Habnwaarecs He Tosnbko npu CKB,
HO W NpH JAPYyrHX peBMaTHYecKux 3aboneBanmsx. Ha HacTos-
muH MOMEHT B 0a3e COOCTBCHHBIX JaHHBIX HMeeTcs 256 60ub-
HeIX ADPC. Kak BuaHO u3 Tabiauubl 7, HAaUOONBIIUHA HPOLEHT
A®C mnpuxoautrcs Ha CKB, 3arem na I[TA®C, B orimuue oT
naHHbiXx EBpomeiickoit rpynmei, B koTopoit Ha momo ITADC
npuxonutrcsa 53% GonbHbIX. HHTepecHBIM (aKTOM SBIsAETCA
HaJIMYie ayTOMMMYHHOTO THPEOHIHMTA, MOATBEPKICHHOTO JH-
JOKPHHOJIOIOM, Kak OCHOBHOro 3aboieBanus y 2,3% Hamwux
GONBHBIX, y KOTOPBIX NMEPEHECEHHBIC TPOMOO3Bl U BBISBICHHE B
kpoBu a®Jl mOCHyXHJIO MOBOJOM JIJsi AMATHOCTHKH BTOPHYHO-
ro A®C.

B rabnune 8 npuBeneHs mnpusHaku gedrora ADPC mo maH-
HeiM EBpomneiickoil rpynnel u 'Y HMHCTUTYT peBMaToJOrHU
PAMH 3a nmocaennue 9 neT nNpoOCHNEeKTHBHOrO HaOJNIOACHHS 3a
256 manumentamun ¢ AD®C. Kak BUAHO, HadalbHbIC HPHU3HAKU
A®C BcTpeuanuch IPUMEPHO C OJMHAKOBOH YacTOTOH.

TakuM o00pa3oM, HamHK JaHHbIE MPOAEMOHCTPHPOBAIHU
TpyaHocTh Bepupuxanu aumarHosza ITADC, BO3MOKHOCTh €ro
TpaHchOpMaUUM BO BTOPUYHBIH CHHIPOM, 4TO TpedyeT AMHa-
MHYECKOTO KIWHHKO-T1a00paTOpHOTO HAaOIIOICHUS 3a ITOH Ka-
teropueil 6onbHBIX. KpomMe TOro, HeCMOTpPsI Ha CXOXECTb ABYX
bopm ADC, BBISABICHB HEKOTOPHIC OTIUUYHUTEIbHBIC MPU3HAKU
nepBU4YHOro u BTopudHoro ADC.
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Abstract

T.M. Reshetnyak, G.N. \Kotelnikova\ L.A. Kalashnikova, T.A. Lisitsyna, I.B, Stivelband, E.S. Mach,
E.N. Alexandrova, Z.S. Alekberova, T.L. Tihonova, A.V. Volkov, V.A. Nassonova, E.L. Nassonov
Clinical and immunological features of primary and secondary antiphospholipid syndrome

Objective. Rertrospective analysis of clinical and laboratory features of primary (PAPS) and secondary
(SAPS) antiphospholipid syndrome (APS) in systemic lupus erythematosus (SLE).

Material and methods. 280 pts (96 male, 184 female) with SLE were included. 142 had SAPS and 84
(24 male, 60 female) - PAPS. Mean age was 31,24+ 11,1 years and mean disease duration - 8,6+7,2
years. PAPS pts mean age was 35,6£9,9 years and mean disease duration - 11,948,5 years. Peripheral
vessels USDG and echocardiography (EchoCG) were performed to verify vascular complications.
Anticardiolipin antibodies (ACA) and lupus anticoagulant (LA) served as serological markers of APS.
Results. In 75% of pts the disease began with SLE signs, in 17% - with ARS signs and in 8% - with
thrombocytopenia. 5 from 138 SLE pts without APS showed LA and APS clinical signs during follow-
up. In 54% from 142 SAPS pts the disease began with an SLE sign, in 34% - with an APS sign and in
12% - with thrombocytopenia. At the onset of PAPS thrombocytopenia was much more seldom - in §
from 84 pts. The rest had other APS signs at presentation. 8 pts showed PAPS transformation into SLE.
Thrombotic complications frequency among SLE pts was 42%. They were significantly more frequent
in APS (76% in PAPS and 90% in SAPS) than in SLE without APS (6%), x2=131, p<0,0001. There
was heart disease association with APS. Heart disease was present in 43% of PAPS pts, 27% of
SLE+APS pts and only in 2% of SLE pts without APS. Neurological signs spectrum in PAPS and
SLE+APS was similar but stroke in PAPS was significantly more frequent (46%) than in SAPS (26%).
Digital necroses, nail bed infarctions and purpura, which probably develops with participation of inflam-
mation, were not characteristic for PAPS.

Conclusion. Our data shows difficulty of PAPS verification, possibility of its transformation into SAPS
what proves necessity of clinical and laboratory monitoring for this pts category. Beside that despite of
similarity of the two forms of APS some distinct features of PAPS and SAPS were revealed.

Key words: primary and secondary antiphospholipid syndrome





