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HABJIIOAEHUA N3 ITIPAKTUKH

TPOMBO3 CTBOJIA JIETOYHOU APTEPUU
KAK ITPOSBJIEHUE
AHTU®OCOOJIUITUIHOTO CUHJIPOMA
[IPU CUCTEMHOM KPACHOWM BOJYAHKE

T.U. 3nobuna, U.A. HAxobcon, A.H. Kanseun, H.B. Ocvinox, I'B. Tynuyvina
Hprymcxuii eocydapcmeennvlil meouyunckuii ynugepcumem, MY3 Knunuueckasn 6onvhuya Ne |,
Topoockou pesmamonoecuueckuii yewmp, Hpxymck

Antudochonunuausii cunapom (ADPC) mpeacTaBisieT co-
00l KIMHUKO-Ia0OPATOPHBIH CHUM-ITOMOKOMIIIEKC, CBS3aH-
HBIE ¢ cuHTe3oM aHTHGochonunuaneix anturen (adJl) u
BKJIIOYAIOMHUNA BEHO3HBIE M/HIH apTepHalbHBIE TPOMOO3HL,
aKyIIepCKyIO TaTOJOrHI0 (MpeXJe BCEro NPUBBIYHOE HEBBIHA-
muBaHue OepeMeHHOCTH), TpoMOouuToneHuo. OCHOBY CHUHJ-
poMa COCTaBJIsi€T BAaCKyJONaTHs, CBs3aHHAas C HEBOCIAIMUTEIb-
HBIM H/HIH TPOMOOTHYECKUM MOPaKEHHEM COCYJOB U 3aKaH-
YUBAKOMAscs UX OKKJIto3uen [1].

ITepBoe xnmumueckoe omnucanne ADC mnpusemeno E.A.
Johansson B 1977 r. mox Ha3BanueMm "mepudepuyuecKUil COCyIH-
CTHIIl CHUHAPOM, NEPEKPELIMBAIOMIUICA ¢ CUCTEMHOW KpacHOM
Bomuankoi (CKB)". Torma xe Oblmo oOpameHO BHHMaHHE Ha
HaJU4He B KPOBOTOKE MAIlMEHTOB aHTHKOATryIsSHTa, a TAaKKe Ha
JIOXKHOMOJIOKUTENbHYO peakiuio Baccepmana. B 1983 r mo-
npobHoe omnucanue 3aboneBanus naa G.R.V. Hughes, a uyTs
nozke E.N. Harris. B 1993 r OKOHuYaTeabHO YKOpEHHJICS
tepmuH ADC, xora B 1994 r Ha VI MexayHapoqHOM CHMIIO-
3MyMe IO aHTUKapAHOIUIHHY OBITO HPEANOXEHO anbTepHa-
THBHOE Ha3BaHue - cuHiapom Hughes [1, 2].

Ilo coBpemennbiM npexactaBieHusM ADC cBsizaH ¢ CHUHTeE-
3oMm a®JI, cpenu KOTOpBHIX HamboJiee Ba)KHbI BOJYAHOYHBIH aH-
TukoaryisHT (BA) u antutena k kapauonunuuy (aKJI). ADJT -
9TO TeTEepPOreHHasl MOMYJSALUsS AHTHTENI C IIHPOKHM CIEKTPOM
AHTUIEHHBIX JeTepMHUHaAHT [1]. B 3aBucumocTH OT Hanuuus ac-
counannun ADC ¢ apyrumu 3aboJieBaHUSIMHU, OH MOJpa3AcisieT-
csl Ha TEepBUYHBIN (B OTCYTCTBMHM KakKoro-an0o Beaymero 3abo-
nesanusd - [TADC) n Bropuunslii. HanbGonee 4acto BTOpPHYHBIH
A®C cBsazan ¢ CKB. Ctout moayepkHyTh, YTO IIepBbie HAOIIO-
NeHHs CHHApOMa ObLIM caellaHbl MMeHHO y OonbHBIX ¢ CKB.

Knaunnueckue mposiBJIC€HHS CHHIPOMa MHOT0OOpa3HbBI M 3a-
BHCST IPEXJe BCEro OT JOoKaJu3anuu TpomoOo3a. J[ns ycraHOB-
nenus nuarHoza ADC HeoOXoxuMo OOHapyXeHHE B KpPOBHU
a®Jl B coueTaHHU C OJHUM KIMHUYECKUM KpHUTepueM: l. XoTs
Obl OJIMH SMH30J apTEpUaNbHOTO M/UJIU BEHO3HOro TpoMOo3a
npu aHruorpaduueckom, gomnmiaeporpapuaeckomM I Mopdo-
JIOTHYECKOM IOJATBEPXKACHHH, 2. MPHUBBIYHOE HEBHIHALIMBAHHE
O6epemennoctu [5].

K umcny nocratouno peakux mpossiaeHuit AD®C oTHocHTCS
MOpak€HUE COCYAO0B JETKUX, KOTOPOE MOXKET MPOSABIATHCS JE-
roynoit runeptensueit (JII'), oOyclioBlIeHHOW peUHUAUBUPYIO-
muMu TpoMO3MOonusaimMu (TDJIA) unu opraHHbIM TpoMOO30M
cocynoB [1]. HmerwTcs ONHMCAaHUA HECKOJIbKHX OOJBHBIX C
INTA®C, y xoTOopbiX moOpaxkeHHe IETKUX XapaKTepH30BaloCh
aJIbBEOJIIPHBIMU Te€MOPPAarusi-MHU, IErOYHBIM KAaNMHJLUIAPUTOM H
MUKPOCKOIHYECKHM TPOMO030M, BIUIOTH IO Pa3BUTHUS KIHHU-
KH CHH-IpoMa "IOKOBOTO Jérkoro" [4].

IIpuBoauM coOCTBEHHOE KIMHUYECKOe HalmoaeHue 00ib-
HOIl ¢ TpoMOo3oM cTBona nérounoi aprepuum (JIA) in situ Ha
¢one Bropuunoro A®C npu CKB.

Anpec: 664046, r. Upkyrck, ya. Baiikaabckas, 118,
Hpkyrcknii peemounentp. Ten.: (3952) 22-48-19.

Bonpnas 1. u3 r. Yconse-Cubupckoe Hpkyrckoit obiac-
TH, 3a0osena B 1997r B Bo3pacte 46 nmeT. B Teuenme sToro ro-
Ja HEOTHOKPATHO JICUYHIIACh MO MECTY XKHUTEIbCTBA MO MOBOLY
"THEBMOHUHU" W 3KCCYNAaTUBHOTO IMJeBpuTa. TyOepkylnes yer-
KHMX HCKJIOUYeH. becrmokouniau kamenb, obuiee HeIOMOTraHHE.

B Teyenue nocineayrwomux 3-x get (1998-2000 rr.) HeoaHO-
KpaTHO HaOII0Ial0oCch KPOBOXapKaHbe, MOSBISINCH TuUMdaTH-
YeCKHil OTEK HIDKHHX KOHEYHOCTEH W UIMTEIbHO HE3aXKHUBAIO-
mue sA3Bbl roseHei. Jlabopatopusie nanHbie B Te roasl: COD
34-56-63 MM/4, ymepennas anemus (Hb 105 r/a, DOp
3,6x1012/n), tpombouuronenus no 30x109/n, neiikoneHus g0

2,0-3,0x109/1, numdonenus no 4%. Ha DxoKI omnpenensnocs
HeOONbpIIOEe KOJIUYCSCTBO XUIKOCTH B IIEpHUKapIe.

B 2001 r GompHas mpoxonuia 0OCIEAOBAaHHE B TOPAKalb-
HOM OTIEJCHWH M OTACJNECHHH XHUPYPTUU cocylaoB VpkyTckoit
obsnacTHoi knuHu4eckod OonbpHuubl Ne K Ilepdysuonnas y-
cuuHTUrpad s JErKUX BBISBHIIA HapylIeHHe JEro4HOH mepdy-
3uM B HIOKHUX ornenax né€rkux. [Ipum KT nerkux obOpamieHo
BHUMaHME Ha yBeJMYeHue nuamerpa mpaBod JIA (puc. 1-5 Ha
LBETHON BKJeEHKe), M0 quadparmManbHOl MOBEPXHOCTH - yTOJ-
LOIeHUE IUIEBPHl W IUIEBpaibHas cmaiika. Jlyniekc-coHorpadus:
MO/JB3J0MIHO-0CAPEHHO-I0IKOJICHHO-0epIIOBEIE BEHO3HBIC
CeTMEHTHl IMPO-XOJUMBI C HEPOBHOCTHIO KOHTYPOB, IIEICBHU-
HBIMH TIPOCTPAHCTBAMH, IAaTOJOTMYECKHM cOpocoM ¢ obeunx
CTOPOH, HECOCTOATEIbHOCTb KJANaHOB OOJBLION IOJKOXHOI
BEHbI U neppopaHTOB. BhimucaHa ¢ AMarHO30M: pEeLUAUBHUPYIO-
muit GpreborpomM0603 ray6OKMX BEH HIDKHHX KOHEYHOCTEH, Oc-
noxHEHHBIH nepudpepudeckoir TOJIA, mocrombonmueckas JIT.
MoctrpoMbodneduTHIECKUH CHHAPOM IOJAB3JOMIHO-OeIpeH-
HO-TIOJIKOJICHHO-0EPIIOBBIX CErMEHTOB B CTAaJMM pPEKaHaJIH3a-
LUH, XpOHUYECKasi BeHO3Has HejpocTraTouHocTh Il cremenu.

B ¢espane 2002 r y GonpHOH BO3HHKIA JHXOpajaka 10
39°, COD nmo 60 mMM/4, MOSIBUJIHMCH apTPUTHl MEJIKHX CYCTaBOB
kuctei. KoucynbrupoBana B MpKyTCKOM pPEeBMAaTOIOTUIECKOM
LEHTPe ¥ TOCHHTAlN3MPOBAHA B PEBMATOJOTHYECKOE OTHAENe-
Hue. Ilpn mocTymIeHMHM COCTOSIHHE CpeqHel TSDKeCTH, Ha XKH-
BOTEe, IPYAHBIX Jkeie3ax, Tymosume livedo reticularis, mumdoc-
Ta3 Ha HOTaxX, yBEJIMYEHUE pa3MepoB Ne4yeHHU, ¢€ Kpald Ha 3 cMm
HUKe pebepHOil nyru, cuHapom PeifHo ¢ nmaHo3oMm mnankles
xucreid u cron,Hb 65-87 r/m, sp. 2,5-3,7 x 10121, rpombonu-

el 150 x 109/n1 , COD 55 mwm/u, LE-kjaerku B GOJIBIIOM KO-
auuectse, IgM aKJI 130,4 (N < 10 ea/n), IUK 192, PD B pe-
akuuu Baanep-Poysze 1/160 , B matexc-tectre > 383 ME.
OxoKI': kianaHHbli annapar uHTakTeH, npusHaku JIT (Bpems
yckopeHusi kpoBotoka B JIA - 0,08 c), ymepeHHas meperpys-
ka npasoro xenynouka (I1XK) - 2,88 cm. Cnuporpadus 6e3 na-
TOJOTUM, IPH PEHTTEHOBCKOM HMCCIEJOBAaHUU JIETKUX - ClIeBa
niueBpoaHadparManbHble CHAWKH, MHEMOCKIEPO3 B HIKHHUX
oT/eNaxX, KOPHHU paciiupeHsl, BeTBu JIA pe3ko "oOpsiBarorcs",
B 00JaCTH KOPHEH BBIpaKCHHAsl MyJbCALHS.

Ha ocHoBaHMHM MMeromuxcsa y 00JbHON NMPHU3HAKOB CUCTEM-
Horo, Backyiauta ¢ A®DPC, T1eMaToJIOTrHYEeCcKOT0, CYCTaBHOTO
CHHIPOMOB, B fe0l0Te 3a00jeBaHHUs ITHEBMOHHTAa U CEpPO3U-
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Ta Obl1 nmocraBiaeH auarHo3 CKB, mopocrporo teyenus, 3 cr.
aKTHBHOCTH M HadaTa CHHXPOHHAs IIporpaMHas HHTCHCHB-
Hasi Tepamus METHIpeAoM U Hukiopochanom Ha GoHEe mpH-
MEHEHHsS AaHTHKOAryJSHTHBIX ¥ Ba30aKTHBHBEIX IIpEHaparToB.
CuctemHass no3a mpenHu3osnoHa - 50 mr/cyr. ITomydeH Bpe-
MeHHBIH d3¢¢exT, HO aMmOymaTopHO OOIbHAs CHHU3HIA HO3Y
npexuu3onon g0 30 mr/cyt. 3a 3 memenu. Bcekope y Hee pasBu-
J0Ch JIErOYHOE KPOBOTEUYEHHE, OBICTPO CTaja MPOrpeccHpoBaTh
onapimka, JII' u HapacTaTh CUMNOTOMATHKE JIETOYHOrO cepaua
(JIC). Ha DOxoKI'- II)XX - 5,46 cM, npaBoe npexncepaue (III1) -
3,85 cM, OTHOCHUTENbHas HEIOCTATOYHOCTh TPEXCTBOPYATOTO
kia-na"a. IIpy MOBTOPHOU TOCHHTANM3alUHM B PEBMATOJIOTHUE-
ckoe otrxpeneHue B aBrycte 2002 r.. oapIlIka B MOKOE, MEHSIO-
masicsi ¢ IOJIOKCHHEM Tela: B TOPH30HTAIbHOM IIOJI0XEHUU
OHa yMEHbIallach, CHIA PE3KO Bo3pacTana; Oonpmol aumda-
THYECKHIl OTeK HMXXHMX KoHeyHocTtei. Hb 78-84 r/x, Tpombo-
uutel 50-72 x 109/n. Koarymorpamma: THOOKOaryJjasuus IO
AIITB, HenmocTaTok TPOMOOLMTApHOrO 3BEHA, HapylieHue ¢u-
OpuHOIM3a, HU3KHUI ypPOBEHb arperauu 3a cuy€T TPOMOOUUTO-
neuuu. IlonoxurensHbliBA, yBenuuenst ypoBHu adJl knac-
coB IgM, IgG-aKJI, antutena k ds-JJHK - comHurenpus. Ilo
OxoKI' 3HauMTenbHOE yBENIHYCHHE Pa3MEPOB IMPaBbIX OT/EIIOB
cepaua: IIXK - 5,7, TIIT - 5,0 cm, Beicokas JIT (BYJIA 0,064
c, naBieHue B n€royHoi aprepuum 105 mm pr.ct.). Ha moBTOp-
HOW pPEHTreHOTpaMMe JIETKHX PE3KO yBEIHYEHBl 00¢ TIIaBHbIC
BetBu JIA (puc. 2). IIpu ckaHHPOBaHHHU COCYJOB OpIONIHOH IO-
JI0CTH U 3a0PIOMIMHHOTO IIPOCTpaHCTBA - (ueboTpom603 mon-
B3I0IIHO-0EPEHHOr0 CEerMeHTa CIpaBa.

Peskoe yBenuueHue ob6oux cTBOiOB JIA Ha peHTreHOrpam-
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Me, ObicTpoe mporpeccupoBanue JII, pas3BuTHe JEro4Horo
cep/ua, AbIXaTeIbHONH HEAOCTATOYHOCTH, yMCHBUICHHE OJBIII-
KA B TOPU30HTAIBHOM IIOJIOKE-HMM MpPH HApacTaHUM ee 0
Ype3BBIYAHON B IOJOXEHUU CHAS, - BCE 3TO CBUAETENHCTBO-
Bajo o Tpombo3e crBona JIA B oGiactu OupypKaumu, KOTOPHIi
W ONpeeNsl NpPOrHO3 OOJBHOW Ha JaHHBIH MOMEHT. B cBs3m
C 3THUM pemiancs BOIPOC 06 ONepaTHBHOM JiedeHHH TpoMOoO3a,
O/JIHAaKO BHE3allHO HACTyNHBIIAs cMepTh (Ha 6 AeHb HpebbiBa-
HUsl GONBHOW B CTalMOHApe) HpPHU SIBICHHUAX THIOKCHH M OTEKa
MO3ra HE MO3BOJIMJA PEaln30BaTh 3TO PELICHHE.

ITatonoroanatomuueckuit nuarnos: CKB - B nérkux mpo-
nupepaTHBHBIA BaCKyJHUT MEIKHX COCYAOB CO 3HAYUTEIbHBIM
cy)XeHHeM mpocBeTa, anbBeonut (puc. 3). Tpom0Oo3 cTBona JIA,
IPONOJIKEHHBIN B 00€ IiIaBHBIE BeTBH, 00Typanus 80% mpocse-
Ta, BRIP@AKEHHAs MPHUCTEHOYHAsh opranusauus tpomoda (puc. 4).
Cnaiiku nepukapiaa u auadpparmpl ¢ nedeHnbo. Tpom6o3 mpa-
BOif OeapeHHOW BeHBI ¢ opranu3auueil (puc. 5), Tpoduueckue
ouarn nurMeHtauuu roneHeil. Ocnoxuenus: JIT, runeprpodus
muokapaa (macca 450,0 r), IIXK 0,8 cm, qeixarenbHas HeJOCTa-
TOYHOCTB, OTEK JETKHX, OTEK TOJOBHOTO MO3ra.

HemnocpencTBeHHass HpUYMHA CMEPTH: JbIXaTelIbHAs HEJO-
CTAaTOYHOCTH M OTEK TOJIOBHOTO MO3ra.

Takum oOpasom, y GoabHoit ¢ CKB wumen mecro ADC,
nposBUBLIKCA PpraeGoTpoMO030M mNpa-Boil OeApeHHON BEHBI H
TpoMbo3oM cTBONa JIA.

3ajaueil HACTOAIIEr0 OMHCAHHUS SBHIOCH JKEIaHUE IPOJe-
MOHCTPHpPOBaTh coueranue (ueboTpomb03a mpaBoit OeapeH-
HOM BEHBI U MacCHUBHOro tpom06o3a ctBosia JIJA mpu BTOpHU-
Hom AD®C y Gonsnoii CKB.
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