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B nauase 1980-x ronoB 6b110 BriepBbie chopMynpoBaHo ornpeseerne antudocdonunuatoro cunapoma (ADC) kak pes-
KOH (hOPMBI aHTHTENIO0NOCPEIOBAHHON TPOMOOPUINH, KIUHAIECKUMHU TPOSIBJCHUSIMH KOTOPOH CJIy>KMJIH PELUNBHPYIO-
1ve TpoM603bl U akylliepeKast natosiorust. OHako ¢ TeueHueM BpeMeHu Garojiapsi MOCTOSIHHOMY MCC/IEI0BAHUIO MaTore -
Hetnyeckux MexaHuamoB ADC Oblia JIokazaHa Posib aHTUPOCHOJUIHIHBIX AHTHTEN B IUPOKOM CIIEKTPE KJIHHHUECKHX
MPOSIBJIEHHUI, UTO 3HAUUTEBHO PACIIUPHUIIO MpeJicTaBeHus o cunipome. Tak, Hanpumep, 11t ADC kak B ie6roTe, Tak U Ha
NpOTsKEHUH 3a60J1eBaHNsT XapaKTepHbl pasJHuHble MOpaXKeHHs! AbIxaTeJbHOM cucreMbl. K HanGoJsiee yacto Berpevato-
LLIUMCST OTHOCSATCSI TPOMOO3IMOOJMH, TPOMOO3bI i1 Sifil JJETOUHBIX apTepUil U JierouHasi runepreHsusi. Pexke B jintepartype
BCTPEUAIOTCsT OMHUCAHKsT OCTPOTrO PECITMPATOPHOTO IMCTPECC-CHHAPOMA B3POCJIbIX, aJIbBEOJISIPHBIX FeMOppartii, JIero4Horo
KaIuJIsIpUTa, Moc/iepoioBoro cunapoma. KMvetorest onucanus codetanHoro HaosmoneHnst AQC u pubposupyroLiero ajb-
BEOJINTA, OJIHAKO B HACTOSIILIEE BPEMst UeTKast CBsI3b MEXLy MaToJIOTHsIMK He JoKasaHa. [ Ipo6aema uydeHnust nopaxeHust
Jierkux y naurenToB ¢ AQC coxpaHsieT CBOIO aKTyaJbHOCTb B CBSI3H C 2KM3HEYTPOKAIOILIMM TeYEHHEM M BBICOKOH 4acTOTOM
JIeTaJIbHOro HeXozla. Bo/edenne ibixateibHoOl cucTeMbl TpeOyeT CBOeBPeMeHHOH IMarHOCTHKH W ObICTPOro Hauasia arpec-
CHBHOH Tepariu, KoTopast CylLLeCTBEHHO 3aBHCHT OT OTPE/Ie/IEHHOTO BU/A MOpax<KeHHst Jierkux. B Hacrosiiiiem o63ope rpef-
craBsieHa UHhopMalusi 06 0COOEHHOCTSIX TeUEHUs], IMArHOCTHKM U Teparii MieBpoNyJIbMOHANLHBIX ocoxKHeHHi ADC.
Kantouesble cioBa: antidochosUMUAHBIN CUHAPOM; TOPayKEHHUs! JIbIXaTeJbHOH CHCTEMbI; MPUHIHUIBI AHarHOCTHKH;
JIyu€Bble METO/Ibl IMaTHOCTHKH; TTOCTIPOLIECCHHTIOBast 06paboTKa; IBETOBOE KapTHPOBAHHE.

In the early 19808 the definition of antiphospholipid syndrome (APS) was firstly formulated as a rare form of antibo-
dies induced thrombophilia, which clinical features were thrombosis and obstetrical pathology. However, according
to the results of the constant study of the pathogenetic mechanisms of APS the role of antiphospholipid antibodies
has proved in a wide range of clinical manifestations, which greatly expanded the understanding of the syndrome. For
example, for the beginning and during the disease APS characterized by various lesions of the respiratory system.
The most frequent complications are thromboembolism, thrombosis in situ and pulmonary hypertension. Less com-
mon in the literature describe the acute respiratory distress syndrome adults, alveolar hemorrhage, pulmonary capil-
lary, postpartum syndrome. There are descriptions of combined observations APS and fibrosing alveolitis, however,
now a clear link between the pathology has not been proved. The problem of the study of lung disease in patients with
APS remains relevant in connection with the constant life-threatening currents and frequent deaths. Early diagnosis
and early aggressive treatment, which is strongly depend on the lesion, is necessary. This review provides informa-
tion about the features of the flow, diagnosis and treatment of pleuropulmonary manifestations of APS.

Key words: antiphospholipid antibody syndrome; respiratory system involvement; X-ray methods; post-processing;
color mapping.

Anrudochonunuanbiii cuaapom (APC) — 310 ayTo- MM, NPUBOJSIIEE K COCYIUCTHIM TPpoMOo3aM (apTepu-
HMMYHHOE 3a60J1eBaHHe, XapaKTePH3yIolleecsl pasBHTH-  aJlbHbIM H/H/IH BEHO3HBIM), aKylIepPCKOH MaToJOrHu
€M MMMYHOOIOCPEIOBAHHOTO CHHAPOMA THIEPKOAryJsi- U JIeTaJbHOMY HCXO/ Y MAlHEHTOB C MEPCHCTHPYIOLIMMH
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antudocounuanbivi antutenamu (adJl) [1]. K adJl
OTHOCSITCSI AHTUKAPAHOJIUTIHHOBbIE AHTHTENA, BbISIBJIsIE-
MbI€ C MOMOLBIO HMMYHO(EPMEHTHOTO METO/IA C HCTOJTb-
30BaHWEM Kap/MOJMIIMHA; BOJYAHOUYHBIH aHTHKOATY-
JISIHT — aHTUTes1a, 0OHApYKHBaeMble C MOMOLILbIO (PYHK-
LIMOHA/ILHBIX TECTOB, aHTHUTesNA K 2-TIHKONpoTeuHy [;
aHTHTeJIa K pasMuHbIM ocdosunuaam (pochaTuamice-
puHy, dhochaTuanIsTaHOIaAMKHY ); AHTUTPOMOHHOBbIE,
AHTUTPOMOOLUTAPHBIE, AHTUIHIOTE/IHA/IbHBIE aHTHTEa,
aHTUTeJIa K aHHeKCHHY V u 1p. JloMoSHHTE/IbHBIMU KJIH -
HHYeCKUMH TiposiBjieHusiMu catykaT livedo reticularis,
nopakeHue KJanaHoB cepjla, HehporarHsi, TPOMOOLH-
Tonenust, Kym6e-nosozkute/ibHast reMosiuTiiecKast ae-
Must [2]. B 3aBUCMMOCTH OT HAJIMUHST UJTH OTCYTCTBHS JIPY -
roro ayToMMMYHHOTO 3200JIeBaHHS BbIIEJISIOT COOTBET-
CTBEHHO BTOpHUHbINA U nepBuutblil APC [2]. Heemorpst
Ha TO, UTO ObIIN CHOPMYIUPOBAHBI MEXKTyHAPOJHbIE KPH-
TepUH JJIsl YHUBEPCAJbHOTO MOJAXO0A K JIMArHOCTHKE
ADC, antudocdosunuaHbie aHTHTENa CTAHOBSITCS MPH-
UMHOH paA3BHUTHSI IIMPOKOTO CMEKTPa KJIHHHUECKHX
COCTOSIHHI, He YKA3aHHbIX B IMarHOCTHUECKUX KPUTEPHSIX
[1, 2]. Inst nepBUYHOrO M BTOPUUHOTO aHTHHOCHOTUITHL-
HOIO CHHIPOMa XapakTepeH LIMPOKHH CIEKTP acCOLMH-
POBAHHOM JIETOUHOH MATOJIOTHMH KaK B ie6roTe 3a60JieBa-
HUsl, TaK U Ha (hOHE ero JAJUTEJILHOTO TedeHus [ 1].
[Tatodusnonornueckuii  MexaHu3Mm MOpaKeHHUs!
JbIXatesbHOH cructeMbl B pamkax APC MoKeT HOCHTh
KaK TPOMOOTHUECKUH, TaK U HeTPOMOOTHUYECKU I XapaK-
Tep, MPH 3TOM OKKJIO3HOHHbIE COOBITHSI MOTYT IpO-
MCXOJIUTh B COCY/laX PAa3JMYHOr0 Kasnubpa, OT 4ero
M 3aBMCUT pagdHooOpasve KJIMHUYECKUX [POsiBJIEHHH
[2]. Tlpu stoM JoGasi KOMOWHALIMSI OKKJIIO3UOHHBIX
COOBITHHA MOXKET MPOU30UTH Y OJTHOTO U TOTO Ke Malu-
eHTa OJIHOBPEMEHHO WJIH Yepe3 HeKOTOPbIH CPOK, Kak
MOHOMPOSIBJIEHHE, a TaKXKe B paMKax MOJHOPraHHOTo
nopaxeHusi. OKKJIIO3HOHHbIE COOBITHS, MPOU30LLE/-
1IMe B Tpex U 6oJiee opranax Ha (hoHe BHICOKMX YPOBHEH

JleroyHast runepreHsusi [5, 6]. Pexe pasBuaiorcs
CJIEIYIOLINE COCTOSTHUSI:

1) pecrnupaTOpHBIH IUCTPECC-CHHAPOM B3POCIBIX [ 7 ];

2) anbBeoJisipHble reMopparui [8];

3) TpoM003 in Situ KaK B JIETOYHBIX COCY/AX KPYyT-
HbIX BeTBel [9], Tak 1 MUKPOTPOM603 ¢ MUKPOUH(DapK-
tamu [10];

4) nerounbiit kKanuasput [11];

5) TmocaeposoBoi cunapom [ 12];

6) coueranue HuGpPoO3UpPYOILETO
u ADC[13].

Jlnst ADC rakke XxapaKkTepHO opaKeHHe JIbIXaTeIbHOH
CHCTEMbl BTOPHUYHOTO TeHe3a, BCJIEACTBHE YacToro rnopa-
JKEHHsI CepIeYHO - COCYIUCTOH CHCTEMbI — OCTPOTO Pa3BH-
THSl NOPAYKeHHsl KJAANaHoB (BereTauud H/Wid yToJile-
HHs1), UH(APKTa MHOKAp/a, BHYTPUCEPIEUHBIX TPOMOOB.

Octpasi/xpoHnueckass TpoM603MOOIMS JE€rOYHbIX
aprepuii U uHpapkTbl aerkoro. ADC sipjsieTcsi ofHOM
M3 4YacThlX MPUYUH pas3BuUTHs TpomOoduanu. Tak,
Mo JaHHbIM pasHbX aBTopoB, 15% ciyuaes TpomGo3a
ryOOKHX BeH HMXKHUX KoHeuHocTel ¢ TDJIA unm Ges
Hee acCOLMHUPOBAHbI CO CPEHUM M BBICOKHM ypPOBHEM
adJI[2]. B cBoto ouepesib, B CBA3M C BLICOKOH YACTOTOH
pasBUTHS BEHO3HBIX M apTepuajbHbIX TPOMOO30B
B pamkax ADC npuoaut K HanGoJsiee 4acToMy JIerou-
HoMmy ocsoxkHeHnto — TAJIA, KoTopasi KNIMHUYECKH He
umeet ornunit ot TAJIA y naunentos 6e3 ADC [4].
B pamkax ADC TIJIA xapakrepusyercss pelUIUBU-
PYIOLLMM TeYeHHEeM U YacTo MPUOOPETAET XPOHUUECKH
BapHUAHT TeueHHsl, YTO CTAHOBUTCS TIPUUMHON PA3BUTHSI
M rporpeccupoBanus JerouHoi runeprenzun (WHO
Group 4), KoTopasi B TSDKEJIbIX CJydasix [PUBOJIUT
K MpaBOXKeyI0uKOBOH HenocratouHocty [9, 15, 16].

3HAUUMbBIX OTJIMUMI B TaKTHKE BeJIEHMS MallMeHTOB
¢ TDJIA na done ADC ne ormeuaercs. Bo-nepBbix,
HeoOXoMMa MepBUUHast TPOMOONpodUIaKTHKA TalH-
€HTaM C CHCTeMHOHN KpacHoi BoJsiuankol (CKB) u nep-

aJIbBEOJIUTA

Ta6bauuma 1

[MepBuunas npoduaakTuka Tpom6o3os npu APC

['pynmna nauneHToB

MeTozibl nepBUYHOH TTPO(HUIAKTHKH TPOMO030B

[Tauuentsl ¢ CKB, accoumnposantoii ¢ BAK u adJ1

[Taupentsl ¢ akyuiepckumu rnposiienusiiu AOC
AcumnromHoe HocuTe IbeTBO adJ]

«CHTyallH BLICOKOTO PUCKa» (XUPYpPruiecKoe BMELIaTeIbCTBO,
JJIMTEJIbHAsE HMMOOMJIM3aLIUS, TOCJAEPOIOBOI EPHOLL)

adJl nbo mpu HOPMAJNbHBIX YPOBHSX BCJEACTBHE
norpebJ/ieHns1 BO BpeMsi TpoMG03a, B TedeHHe HECKOJIb-
KHX JIHEH — HEeCKOJIbKHX HeJleslb, Ha3bIBAIOTCS «KaTa-
crpodudeckumu> [ 3].

CriekTp nopaxKeHHsl IpIXaTeJbHOH CHCTEMbl Y Maly-
enrtoB ¢ adJ] B iTepaType HOCUT Ha3BaHHE «AHTHU(OC-
(hoaMnuIHOe JIeTKoe» W BKJIOYaeT Takhe Haubosiee
YacTo BCTpeuaemble COCTOSIHMS, KaK TPOMOO3IMOOJUH
gerouynbix aprepuit (TOJIA), undapkrbl serkoro [4],

['MpOKCHUXTOPOXHH M HU3KHE I03bl aCTIHPHHA

Huskue 10361 acnupuHa UM OTCYTCTBHE MeJIMKAMEHTO3HOM Te-
panuu

OrcyTcTBHE MeIMKAMEHTO3HOH Tepanuu UM HU3KHe 103kl acrlu-
pHHA, KOHTPOJIb M MOM(HUKALIMS COCYAUCTBIX PAKTOPOB pHUCKa

AneksatHast TpoMGOIpOUIAKTHKA

BruHbIM APC nyTem HazHaueHHe THAPOKCHXIOPOXHHA
/MM HU3KHX 7103 acriupuua (1aba. 1).

[Ipu BO3HUKHOBEHUH TPOMOOTHUECKHX OCJI0KHEHUH
HeoOXOIUMO Ha3HaueHWe aHTHKOATyJsSiHTOB C Mocje-
NyIOLIUM TIePEeXO/IOM Ha aHTHKOATYJSIHTA HENpsIMOro
NieiicTBUsI B BapuaHTe BapdapuHa. JluanasoH nojjep-
Kanusi MextyHapoJiHOro HopMaJu30BaHHOTO OTHOLLIE-
HUsT JUCKyTabGesieH, MO JaHHbIM PAa3HbIX HMCTOYHMKOB
cocraiisieT ot 2 110 4 (taba. 2)[17].
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Tabaunua 2

Bropuunas npodunakruka tpom603os npu A®PC

['pynma nauneHToB

MeToibl BTOPHUHOH MPOhUIAKTHKH TPOMGO30B

[Taunentsl ¢ AQC 1 BiepBble BBISIBAEHHBIM BEHO3HBIM TPOMGO-
30M

[Mamuentsl ¢ AQC u BriepBble BBISIBJIECHHBIM apTepHaTbHBIM
TpoM6030M

[Taupentsl ¢ ADC u peluauBUPYOLIMMHE TPOMOO3aMH (HECMOT-
psl HAa NpUMeHeHHe BapdapHuHa U focTHKeHUs nejgesoro MHO
2,0—3,0)

[TatmeHTbl ¢ BEHO3HBIM TPOMGO30M M OJTHOKPATHO BhISIBJIEHHBIM
HHU3KHM THTPOM aHTHPOCHOHITHIHBIX AHTHTEJT

I_Ial_ll/leHTbI C apTtepuaJ/JibHbIM TpOM603OM 1 OAHOKPATHO BLISIB-
JICHHBIM HU3KHUM TUTPOM aHTI/ICbOCCbO.HI/ll'II/l[[HbIX AHTUTECJI

[Tpu peuumusupytoiem teuennn APC BO3MOKHO
NpUMeHeHHe aJbTePHATHBHBIX CMOCO0  BJMSIHUS
Ha remMocTasd: KOMOHWHALMA aHTUAarperaHTHOH Teparnuu
(HU3KHE 103bl aCMTUPUHA U KJIOMUA0rpesa Juoo Aunupa-
Jiamouia), nepopaJsibHblil mpreM HHrHouTOp (hakTopa Xa
(puBOopokcabGan), mpsMble HHMUOUTOPBI TpoMOUHA
(maburatpan), craTvHbI (payBacTaTHH, PO3yBACTATHH ),
THIPOKCHUXJIOPOXHH,  aHTH-B-kjeTounass  tepanus
(putykcnmab), MoKOKOpTHKOCTEpousbl [ 18].

Jlerounasi runeprensus. [loBbilienne naBJjeHus
B JIETOUHOH apTepUH MOXKET UMETh Pa3JiMuHble TPHUH-
Hbl. [To nannbim J. L. Vianna u coaBrt., jierounas rumnep-
TeH3ust HabJIoaeTes y nalueHToB ¢ nepsuuHbiM APC
yaue, yem y naupentos ¢ CKB u A®C,— B 3,5%
u 1,8% ciyuaes cootserctsenno [19]. Peuuansupyio-
uasi TDJIA cunraercsi OCHOBHOH MPUYHHON TMOBBILLIE-
HHUSs1 IaBJIEHHS B JIETOYHOM apTepHH [D], MPOLEHT natu-
entoB ¢ ADC u3 o611ero uucaa GOJBHBIX ¢ XPOHHUE-
ckoit TAJIA cocrasisieT, Mo JaHHbIM pas3HbIX aBTOPOB,
10% [20, 21] u 20% [22]. B nacrosiiee Bpemsi HeT
yeTKoro npezcranseHust o Bzaumocssisn APC u nowi-
LIEHHS 1aBJIEHHS B JIETOUHOH apTepuH, B CBSI3H C 4eM
MOCTOSIHHO HHHLMMPYIOTCST UCCIEI0OBAHHS /ISl TTIOHCKA
KOppeJsIsSIlHOHHBIX cBsidell. Tak, B MpPOCHEKTHBHOM
uceaenosanuu 500 nauuentos ¢ CKB D. Alarcon-
Segovia W coaBT. ynasoch BbISIBUTb 3HAYHMYIO CB$I3b
MeXJly aHTHTeJaMH kjaacca IgA K KapauosUnuHam
U TIOBBLILLICHUEM JaBJIEHUS B JIETOUHOH aprepuu [23].
C npyro#i cropoHbl, B ucciaenoBanud Luchi u coaBr.
OMnucaHo napasiiesbHoe HajJuune aHTHHOCHOTUITHAHBIX
AHTUTE] W Hasiiuke MepBHUHOM (HeTpoMOGO3IMGOJIHYe-
CKOH ) JierouHo# runeprensuu [6]. CylecTBYIOT TeOpHH,
CBSI3bIBAIOLIME 3TO C MUIEKCH(OPMHBIM TOpaKeHHEM
COCYJIOB M HX peMoje/JupoBaHueM. BsaumoneficTBue
adJl u sHIOTENHANBHBIX KJETOK COCYAHCTOTO pycia
JIETKUX MPUBOJHUT K BBICBOOOXK/IEHHIO SHI0TeIMHA-1 —
nenTHaa, KOTOPbIH OJAHOBPEMEHHO MHIYLHMPYET Ba30-
KOHCTPUKLIMIO U CTUMYJIUPYET MpoJsiudepalnio raako-
MBbILLIEYHbIX KJIETOK COCYJMCTOH CTeHKH. BbicoKHe ypoB-
HU SHI0TesNuHA-1 ObliM oOHApy:KeHbl B 00eUX cpe-
J1ax — B IJa3Me W JIeroYyHOH TKaHW — TalUeHTOB
C TIePBUUHOM JIErOUHOM TUnepTeH3ned [24] u B niiasme
60sbHBIX ¢ ADC 1 ¢ aprepuasibHbIM TPOMO030M [25].
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Henpsimble anTHKoaryssiHThl ¢ tesesbiv MHO 2,0—3,0

Henpsimbie antukoaryssutsl ¢ nejgebiv MHO 3,0—4,0 win
KOMOMHHPOBAaHHAsI aHTHTPOMOOTHYECKAsT Tepariust

Henpsimbie anTukoarysnsiutbl ¢ tesesbiv MHO 3,0—4,0 niu
KOMOHHMPOBAHHAsi aHTUTPOMOOTHUECKAS Tepariust ¢ IpUMeHe-
HHEM HU3KOMOJIEKY IS PHBIX TeMapuHOB

CTaHZLapTHbIe peKoOMeHAalllu 110 JIeHEeHHI0 BEHO3HbIX TpOM6OSOB

CTaHﬂapTHble peKOMeHﬂaLU/II/I 110 JIEUEHUIO apTepnaﬂbeIX TpOM-
6030B

[TopranbHas runepreHsus [26] uan JierouHasi BeHO-
OKKJII03WMOHHAst GoJsie3Hb [27] Tak:ke WMHOIA BCTpe-
YaloTCsl B KAuecTBE MPHUUMH MOBBILLIEHHS JABJIEHUS
B JleroyHol aprepuu y naupeHtoB ¢ AQC. CmepTHOCTD
NalMeHToB ¢ JIEro4YHOH TUMepTeH3ueld B CoueTaHuH
¢ ADC ocraercsi BbICOKOH H, Kak [PaBHJIO, HCXOI
y Takux GOJIbHBIX HebGaronpusitet [6]. B cayuasx pas-
BUTHSI JIEPOUHOH MMIIEPTEH3UN HAa OHE PelUIMBUPYIO-
ert TOJIA HeoOX0AUM IJTUTENbHBIE TIPUEM aHTHKOATY-
JISTHTOB U/ MJIM aHTHATPETraHTOB C LEeJbIO NPOQHIAKTHKH
Tpom6oo6pazoBanus [1, 4]. B Tskenbix ciaydasix Bo3-
MOXKHO ~pasMmellleHHe B HMKHEH T10JIOH BeHe
kaBa-cduabrpa [28]. Onucanbl cjayuyad yCHeuiHoro
BBIITOJIHEHUSI TPOMOO3IHAAPTEPIKTOMUHM TNPH 0C060
TsKeJIOM TedeHud natosoruu [29]. Tlpu serounoit
runepreHsuu, accouuupoantoil ¢ CKB, ectb naHHble
06 3¢ heKTHBHOM NMPUMEHEHWH BHYTPUBEHHBIX HH(Y-
3ui uMkaodochamuia, oHaKO HET JIAHHBIX O €ro MpH-
MeHEHHU Y MalMeHTOB C TMePBUUHON JIEFOYHOH runep-
tensuedt U nepsudtbiM ADC [30].

Tpom603 KpynHbIX JerouHbix aprepuii. Kpome pas-
BUTHSI TpOMGOIMO0JHH, 711 ADC XxapakTepHO BO3HUK-
HOBeHUe TPOMOO30B in Sifu B PA3JIUUHBIX M0 KaJUOpy
cocyax Jierknux. Pefko, HO B JiuTepatype orucaHbl CJy-
yau MalreHToB, y KOTOPbIX TpoM603 Ha hoHe ADPC Bo3-
HHKaJl Ha yPOBHE IVIABHBIX M IPOKCHMaJIbHBIX OTIE/I0B
JIETOUHbIX aptepuil. B GosbliieM TpoueHTe ciyvaes
6bl1a BbiMoJIHEHAa TpoMbosHaaprepakromu [9, 31, 32].
Hecmotpst Ha ycrelunble pe3ynbTaThbl, MallHeHTHI
B Jla/ibHellIeM NPOOJKAIN Teparuio aHTHKOATYJIsH -
TaMM H/HJIM aHTHATPEraHTaMH.

B k/auHuuYecKoil TpakTHKe peBMATOJOrHUECKOro
OT/IeJIEHUS] KJIMHUKK UM. D. D. DUXBaJbJa OlHUCaH CJIy-
yail Tpom603a KpPYMHBIX BETBEH JIErouHbIX apTepHil.
[Tauuentka I1I., 53 sier, nocrynuia B peBMaToJIOrHye-
CKoe OTjlesleHHe C »KajoOaMH Ha 3MHU30/bl OJbIIIKH
B MOKO€, COMPOBOXKJIAIOIIHECS TaxUKapjuel, MOBbI-
IIEHHOW MOTJIMBOCTbIO M oOuieil caaboctbio. [lo
pesdysbTataM JabopaTopHOro M (PyHKUHOHAJBHOTO
o6cnenoBanus — nonospenue Ha TAJIA. Tlo nanubim
MCKT opraHoB rpyaHOH KJIETKH OTMHCAHbI JHHEHHbIE
YUaCTKH YIJIOTHEHHsI JierouHo# TKauu B S8—9, S5
JIEBOTO JIETKOT0, paclliMpeHre CTBOJA M BeTBEH Jierou-
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HOW apTepuH, TMOJ03peHHe Ha HajJudhe TpoMOOoTHUe-
CKHX Macc B JIeBOH BETBH JierouHow aprepuu. OpHaKO
BBITIOJIHUTH KOMTIBIOTEPHYIO TOMOTPa(HIO C BHYyTPUBEH-
HbIM KOHTPACTUPOBAHHUEM He YIaJ0Ch B CBSI3U C Hapac-
Talolled novyedyHoil HenocratouHocTblo. [IpoBenena
pexkoHctpykuuss MCKT-ckaHoB ¢ Hcrnosib3oBaHueM
MOCTNPOLECCUHIOBOH 06pabOTKH, YTO MO3BOJIMJIO Olle-

HUTb KOCBEHHbIC MPU3HAKH HApYyLIE€HHS reMOJAUHAMHUKH
MaJioro Kpyra (paciuupenue KopHe#, npaBbiX NOJ0CTeN
Cepllia), a TaKxKe BbISIBUTb Y4aCTKH YCHJICHHOH MepH-
(eprueckoil  BacKyJsipu3alyy,

COOTBETCTBYIOLIHE

TopHOTO 00c/enoBatus nono3penue Ha TAJIA, onHako
no peaysasratam KT-anrnorpaduu gaHHbIX, CBUIETEb-
crBytonx o TIJIA, He mnosydeHo. JlonoJHUTEIbHO
nposezeHa nocrnpoueccunrosast obpadorka KT-cka-
HOB, TMPH MPOBEIEHUH LBETOBOIO KapTUPOBAHUS
OTMeYaJUCh Y4acTKH TPEyrosibHOH (OpMbl — MHKPO-
UH(apKThl JIETKOTO BCJIEACTBHE Tpombo3a in Situ
Ha ¢one Backysnuta 1 BropuaHoro ADOC (puc. 2).

Eule omHum kiMHHdYeckuM BapuantoB ae6iota APC
MOTyT ObITh peLUAMBUPYIOLIHE HH(APKT-THEBMOHHUH,
BO3HHKaIO1I1e Ha (hOHEe PeLHIMBUPYIOLIHX MHKPOTPOM-

Puc. 1. [Taunentka LI, 53 roga: @ — npusHaku HapyLIeHUs FeMOJAMHAMUMKH MaJIoro Kpyra (pacllipeHne KOpHeil, JIerouHoi
apTepuH, MpaBbiX Kamep cepaia); 6 — ycuienue nepudepuueckoil Backyspusauuu (pexkum Page Phase); 8 —
BEHTHJISILUOHHO-T1ep(Y3HOHHBIE HAPYLLIEHHUS.

JIErOUHOMY Backysauty. [lo JNaHHBIM KOMIJIEKCHOTO
o0c/eI0BaHusl CUTyalllsl pacileHeHa Kak TpoMOOTHYe-
CKHE OCJIOXKHEHHsT Ha POHE BTOPUUHOTO aHTHUPOCPOJIH-
nujgHoro cunapoma npu CKB (puc. 1).

Jlerounblii Mukporpom603. Yaiie B pamkax ADC
MMeeT MEeCTO TaK Ha3blBaeMble TPOMOOTHUECKHE OKKJIIO-
3MH, BO3HHUKAOIME HAa YpPOBHE TPOCBETA JIETOUHbIX
apTepuil HeOOJbIIOrO Kaaubpa MJH aJbBEOJISIPHBIX
kamuaaspos [7, 10, 11, 33, 34]. B wuccienoBannu
J. E. Kerr u coaBr. onucanu no pesyasratam 6GUONCHi
Jerkux nanuentoB ¢ AQC yyacTKu MUKpPOTPOMOGO30B
6e3 TPU3HAKOB JIETOUHOTO KaMWIIApUTA UJIH aJbBEO-
JiipHOTO KpoBoTeueHust [34]. Knunuueckn, Kak npasu-
JIO, KapTHHA MpEJCTaBJeHa OJBIIIKOH B TMOKOE W TpU
MUHUMaJIbHOH (DPU3HUECKOH HATpy3Ke, KaliieM, reMod-
TH30M H JIMXOpajikol. [1o TaHHbIM KOMIBIOTEPHON TOMO-
rpaduu B 3aBUCHMOCTH OT 0ObeMa MOpaKeHUsi MOTYT
OTMeUaTbCsl KaK 0yaroBble M3MeHEeHHs1, Tak U Auddys-
Hble Y4aCTKH «MAaTOBOTO CTeKJa», a TaKxKe MJIEBPHUT.
CxeMoii BbIGOpa Teparnuu TakKUx MalMeHTOB CTAaHOBUTCS
MyJbC-Tepanusi ¢ JIONOJHUTENbHLIM [PUMEHEHHEM
rernapuHa U Moc/efyloluM Ha3HaueHUeM BbICOKHX JI03
nepopasibHbIX TokoKopTrkoctepounos [10, 11, 33].

B kiuHMYeCKOW MpakTUKe pPeBMATOJOTHUECKOTO
OTAEJEeHUS] KAMHUKK UM. . D. DUXBaJbla OTNIUCAH CJTy-
yail BO3HUKHOBeHHUS1 Tpombo3a in situ Ha ¢oHe Jieroy-
Horo Backyiuta y mnauneHTkn ¢ CKB n A®C.
[Tauuentka J1., 43 roma, mocrynusia B oTjaeJeHHe
¢ »Kaj06aMu Ha BHe3arHble 3MU30/1bl O/IBILIKH B TIOKOE,
pe3Kyto o011yt0 ¢1a00CTb, MOBLILIEHHYIO MOTJIUBOCTD,
3MHU30/Ibl KAl ¢ OTXOXKJIEHUEM CJIM3UCTOH MOKPOTHI
¢ npoxkuakamu KpoBH. [To naHHbIM KJaHHHKO-1abopa-

6030B U MUKporH(apkToB. [TaluenTKn MOryT AnTE -
HOe BpeMsl HaOJOAATBCS BpauaMH APYrHX ClelHabHO-
cTell M He HarpaBJIsiThCsl HA KOHCYJIBTALUI0 PEBMATOJI0-
rom. Takum npumepom crajsia naiMeHTKa 1ocJje CTUuMy-
JISILUM  OBYJISILMK B LMKJIE 3KCTPAKOPIOPaJbHOTO
OMJIOIOTBOPEHHSI, KOTOPYIO Mocse poXKIeHHUsl peOeHKa
M Kypca MpueMa opasibHbIX KOHTPAlLeNTHBOB BHE3ATHO
crajia 6ecroKouTh Hotowas 60Jb B 06JIaCTH FPYIHHBI,
BO3HHUKAIONIAs TPH MUHUMAaJILHON (hM3UUECKON Harpys-
Ke, TPOoXoJislliasl B MOKOe, COMPOBOXKAAIOLIASCS TOBbI-
[IEHHBIM TOTOOTAENEeHHEM, 001IeH c1ab0CTbIO U MHCITH -
patopHoi ozibiikoit. [Tocsie nepeoxnaxknenne ormeuadsa
nosisjienne GeOGpUAbHON JIMXOPAJKK M HapacTaHue
OZIbILIKH, B CBAI3H € 4eM Obl1a 00C/Ie0BaHa, U 1o JlaH-
noiMm KT-anruorpaduu Gbl1 BepuduipoBan TpoM603
MEJIKHX BETBEH JIerOUHON apTepuu in Situ ¢ pa3BUTHEM
MH(APKT-MTHEBMOHHUH C IBYCTOPOHHUM THAPOTOPAKCOM,
PeaKTHBHBIM TE€PUKAPIUTOM, BHYTPUTPYIHOH JHUM)O-
aneronaruei. 1o MomeHTa HarpasJeHust Ha KOHCYJIbTa-
LMI0 PEBMATOJIOTOM MaLMEHTKA IBaK/Ibl Oblj1a TOCIUTA-
JIBUPOBAHA C PELUIUBUPYIOLIEH UHPAPKT-TTHEBMOHMU-
efi, B CBSI3U C KOTOPBLIMH T0JIydasia aHTHOAKTepHAIbHYIO
M aHTHKOATYJSIHTHYIO Teparnuio C MOJOXKHUTEbHbIM
sthbekTom. 3aTeM Mo pesysibTaTaM 00C/Ie/I0BAHUST PEB-
MaToJIOrOM KpUTEpHabHO Oblil BepU(HIIMPOBAH J1ar-
o3 CKB u ADC. Jlsis1 HCKII0YEeHHsT OCTATOUHBIX MTOCJIe
MH(APKT-MTHEBMOHUH MPHU3HAKOB JIETOYHOTO BACKYJIUTA
Obljla NPOBEIEHA MOCTIPOLECCUHIoBasi 00paboTKa
KT-ckaHoB, 1o pesysbrataM KOTOPOIH OTMEUEHO yCHJe-
HHUe reprdepruecKoil BaCKyIspu3aliiu, mepuBacKyasip-
Horo oTeka. OTMeUasoch TaK:Ke CHIKEHNE TUPPy3HOH-
HOU crocoGHOCTH U YPOBHSI Ta30B KPOBU. B coBOKyIHO-

9
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Puc. 2. ITanuentka J1., 43 roga: a — craugaprHasi peHTreHOIpaMMa — OTMeUaeTesl yCHJIeHHe JierouHoro pucka; 6 — MIP; 6 —
pexxum Holtron; e — MIP+uBetoBoe kaptuposanue; 0 — Page Phase. Yuactku MUKPOUH(DAPKTOB (TPeyro/ibHOH GopMbl)
C pacLUUPEHHBIMH COCYaMH Ha nepudepuu ¢ NepUBACKYJISIPHBIM OTEKOM.

CTH JIAaHHbBIX CHTyallusi Obla paclieHeHa Kak JIerouHbli
BACKYJIUT, TPOBE/IEHA TePAIHS NIIOKOKOPTHKOCTEPOHUIA-
MH W HMMMYHOIJIOOYJHHOM 4YesJOBeKa C Ha3HaueHHeM
COUETAHHOM Tepanuy HU3KOMOJIEKYJISIPHBIMU renapuHa-
MH U aCITUPUHOM C TOJIOKHUTENBHBIM 3(h(heKTOM B BHJIE
perpecca JIerogHoro BacKysnuTa (puc. 3).

Octpblil pecrnupaTopHbIA JAUCTPECC-CHHAPOM B3pOC-
Jabix. OPIIC — 3T0 KJIMHHYECKHH CHHIPOM, MposiBJie-
Hue «karacrpocudeckoro» APC, Tak HasbiBaemoe

PeHTreHosiornuecky  OMUCHIBAIOTCS  JBYCTOPOHHHE
MHQUIBTPATBI, KOTOPblE MOTYT ObITh HEOIHOPOIHBIMH,
ACHMMETPHYHBIMH H MOTYT COMPOBOXK/IAThCS MJ1€BPaJIb-
HbIM BbiNoToM [35, 36]. Hecmorpsi Ha KommuiekcHyio
Tepamnuio aHTHKOATY/SIHTAMH, BBICOKMMH J03aMH CTe-
pousioB U UMMyHocyrpecchto, R. A. Asherson u coaBr.
ot™MeuatoT 10 52 % JieTaJbHbIX HCXO0B B TPyIIe Naii-
entos ¢ OPJIIC na done ADC [37]. I1pu rucrosornye-
CKOM MCCJIeIOBAHWM GUOTICHH JIETKUX OMHCaHbl 0OLINP-

Puc. 3. ITauuentka P, 46 ser: a, 6 — MIP+1BeToBoe KapTHpOBaHHEe. YUaCTKH YCHJICHHS TTepH(epHIecKOil BACKY/IsIpU3aLIHH
C 30HAMH TPEYTrOJIbHON (hOPMbl — MHKPOHH(APKTOB, a TAKXKE BBIPAXKEHHBIM [EPHBACKYJISIPHBIM OTEKOM; 8 — JIHHAMHKA B BHJIE
perpeccHpoBaHHsl sIBJICHUH aKTHBHOTO JIETOYHOTO BACKYJIUTA T10C/I€ POBECHHOH Teparyy MIIOKOKOPTHKOCTEPOHIaMHU
¥ MMMYHOIIOOYJIMHOM YeJIoBeKa.

«octpoe aHTudochoaunuaHoe Jerkoe». Penkoe
ocnioxkHenne ADC, xapakrepusyrolleecsi BbICOKOH
JieTalbHOCTbI0. KUIMHHUECKH OTMeualoTesi 0CTpoe BHe-
3arnHoe HayaJjo, ObILIKA, HapacTaHdhe apTephaJsbHOM
TMIIOKCEMHH, pedpakTepHOl K Tepanuu KUCJIOPOIOM.

10

Hble MHKPOTPOMOO3bI COCY/IOB MAJIOr0 KaJquopa, asb-
BEOJISIPHOE KpOBOTeUeHHe, 0Opa3oBaHWe TMAJHHOBBIX
MeMOpaH ¢ MpU3HAKAMK JIEFOUHOTO KaIUJJIsIpUTa I
6e3 takoBbix. Mexanuam OPJIC npu ADC no KoHla
HeusBecTeH. [Ipr OTCYTCTBHUH BOCHA/UTENbHBIX H3MEHE -
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HHUI TPOUCXOIUT PE3KOe yBEJIMUEHHE THIPOCTaTHIECKO-
o JIaBJeHUs] BCJIEICTBHE OKKJIIO3MOHHON IMOOJHH, YTO
MPUBOIMT K 3IKCCYNALMH KHIKOCTH H3 KPOBEHOCHBIX
COCYJIOB B MapeHxumy Jierkux [36, 37]. Jlerounblii Muk-
po3MOOJINST BbI3bIBAET MOBPEXKIEHHE COCYUCTOH CTeH-
KH, YBEJIMUUBAsT TPAHCTOPT GEJIKOB U KJIETOK B a/lbBeO-
Jbl W napenxumy [7]. B anroputme Tepanuu aaHHoro
COCTOSIHUSI B JIOMOJIHEHHE K aHTHKOATyJIsHTaM HeoOXo-

[ucrosornueckas KapTuHa COCTOUT U3 YUaCTKOB MHTpa-
aJIbBEOJIIPHOTO  KPOBOTEUEHHSI, MHKPOCOCYAMCTOrO
TpoMO03a ¢ SIBJEHUSMH JIETOUHOTO KaUJJISPUTA I
6e3 takoBbIx [11, 41, 44]. Ins npenoTBpaiiieHus pas-
BUTHS TSKEJIOH JIbIXaTeJbHOH HEIOCTaTOUHOCTH Jieue-
HHe AU PY3HOTO abBeOJ/ISIPHONO KPOBOUBJHUSIHUS TTPH
ADC f10/15KHO ObITH HAUATO C MIIOKOKOPTUKOCTEPOUIOB
(KaK mpaBuJio, BHYTPUBEHHO B BapHaHTe MyJbC-Tepa-

Puc. 4. HBU,I/IGHT K. 66 Jer: a, 6 — ormeuaercst oTpulaTe/ibHas JIMHaMHKa B BUJIE YBEJIMYEHHUSA HHTEPCTULIHAJIbHBIX U3MeHeHHUH
IO THUITy KMAaTOBOT'O CTEKJa» B 060uX JIeTKUX. BbIsiBJIeHHbIE H3MeHEHHsT MOTyT ObITb MPOsIBJICHHEM THITE€PUYBCTBUTE/IBHOTO
[MTHEBMOHHUTA (9K30FeHHOFO aJlJiepruyeckoro anbeonma); 8, ¢ — HCXO/IHbl€ UBMEHEHHS B BU/IE YIIJIOTHEHHUSA JIEFOYHOH TKAHH
C HEMHOI'OYHUCJI€HHBIMH IleHTpI/IJIO6yJIHprIMI/I oyaraMmu.

JIMMbI BBICOKHE JI03bl CTEPOMJIOB M MHOT/IA MyJIbC-Tepa-
nust nuKiIodochaMuioM U niasmadepes.
WMHuTpaanbBeosisipHble jierouHble remopparu. ud-
(y3Hble asibBeOJIIPHbIE KPOBOM3JIHSHHUS OTHCAHbI
B 1—6% cayuaeB, 9TH IOTEHUMANBLHO KH3HEYTPOKALO-
lMe cocTostHust MoryT HabJjionaTthes B aebiote ADC
[38]. OGbiuHO JierouHble KpoOBOTEUeHHsl Pa3BUBAIOTCS
y TMalMeHTOB CpPeJHero Bo3pacra, MYMKCKOro ToJia
M MPOSIBJSIOTCS TAKHUMH CHMITOMaMH, Kak Kallejb
C KpOBOXapKaHbeM HJIH 0e3 HEro, O[bllIKa W JINXopau-
Ka, ¢ nocrenenHbiM nporpeccupoatneM B OPIIC [39].
JlaGopatopHo oTMeuaercs HapacTaHne aHeMHH, THIOK-
CeMMH, Ha PEHTreHorpaMMe TpyIHOH KJETKH MOsiB-
JI0TCS MUrpupytole anddysnble HHOUIBTPATHI.
JInarHos JIeroyHbIX remMopparuil B/seTcs IHarHo30M
MCKJII0UEeHHsT — HeoOXOIMMO TIpoBesieHHe T hepeH-
[HaJIbHON JTMATHOCTHKM MEXKIy APYrHMH MPHUUYMHAMH
U Y3HOTO abBEOJIIPHOTO KPOBOUSJUSIHUI, TaKUMU
KaK CHCTeMHble 3a60/1eBaHUS COEIMHUTENLHON TKaHH,
ypemusi, koaryionatuu, TIJIA wmu  wuHperumn.
[Tposenenue Gporxockonuu ¢ ueeneaopannem YKBAJ
TOJITBEPIKIAET NPUCYTCTBHE reMocuaepuHodaros. Jls
OKOHYATEJIbHOH BepuhUKalMK IMarHo3a HeOOXOUMbIM
CTaHOBUTCS NpoBejeHne Ouorcuu Jerkux [40].

MUK B TeyeHue Tpex-nsaTH aHel). Takxke cyllecTBYOT
JlaHHble O MpUMeHeHUH niasMadepesa [8, 42| u BHYT-
puBeHHOro UMMyHor1oGyuHa [38]. BaxHbiM MoMeH-
TOM $IBJISIETCS] BBICOKAS YacToTa peluauBa 6e3 npume-
HEHHs] LUTOCTATHYECKOH Tepanuu. B cxemy Jeuenus
JIErOYHOTO KaMUJISIPUTa HEOOXOIMMO BKJII0UATh J0JIT0-
CPOUHYIO Tepamnuio UMMYHOCYMPECCHBHBIMU TIperapa-
Tamu [38, 43].

[Tocneponosoit cunpoM. HIHTepecHbIe KITMHHYeCKHe
ciydyan nopazkeHusi Jierkux B pamkax APC Bnepsble
B 1986 r. GbiaK onucanbl Branch u coaBT. y pojiriibHHULL.
CHUMNTOMOKOMIIJIEKC C JIMXOPAJIKOH, G0JIbI0 B TPYIHON
KJIeTKe, OJIbILIKOK, HapylIeHHeM MPOBOJUMOCTH Cepll-
112, U3MEHeHHUsMH Ha PEHTreHOrpaMMe — O4aroBble
M3MEHEHHUST C MJIeBPaAJIbHBIM BBINOTOM — HabJ/110a/1cs
B MOCJIEPOJIOBOM TEPHOJIE Y MAlMEHTOK C MOJNOXKHTEb-
oMt a®JI [12]. Jlpyro# ciydail ¢ aHaJOTHYHBIMH
xapakrepucTukamu Obl1 onucan B 1994 r. Kupfermine
1 COaBT. [45] — »KeHIIMHA C MOCAEPOOBON JHXOpAJL-
KO, JIETOYHBIMM HH(UJIbTPATAMH, HapyLICHUSMH
pUTMa M MOYEUHOH HEJOCTATOUHOCTBIO MOCE TAKEN0H
NpesKIaMICHu. ¥ Hee JabopaTopHO OTMEUaJIUCh 0JI0-
JKUTEJIbHBIH BOJIYAHOUHBIH aHTHKOATYJISTHT W aHTHTeJa
K KapauoJunuHaMm. B oaHoM M3 Tpex onucaHHbIX

11
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N. K. Kochenour u coaBr. [46] ciyuaeB y nauueHTKH
pa3BUsIaCh KapIMOMHUONATHS C MHTEHCHBHbBIM OTJIOXKE -
HueM uMmyHorsio6yauHom A, M, G n C3 kommieMeHTa
B Muokapje. [1pu npoBeiennn Tepanuu y Takux naim-
€HTOB OTMeyaJsach MoJoXKHTeNbHAS IMHAMUKA COCTOS1-
HHUST B OTBET Ha WIIOKOKOPTHKOCTEPOUJIbI U MJa3made-
pe3. JlaHHble KJIMHUUECKHE CJlydad pPaclieHeHbl B JIMTe-
patype Kak BapuaHT CHCTEMHOH MHKDOAHTHOMATHU H,
BO3MOXKHO, «KaTactpoduueckoro» ADC [45, 46].
Oubposupylolnil anbBeouT. B urepartype cyie-
CTBYIOT OIMCAHMS CydaeB BepUpUKALUH MEePBUUHOTO
ADC u pubposupyioliiero anbeeosura [ 13, 47]. B onu-
canHom H. Savin u coast. [13] kauHUUecKoM ciydae
y nauueHta aoctoBepHo Obl1 guarHod APC u mpu
nosiBJieHu! JTUP@Y3HBIX JIETOYHBIX HHPHUIBTPATOB
THCTOJIOTMYECKH OBLJIH OMUCAHbI TIPU3HAKH aKTHBHOTO
ajibBeoJiuTa U pubposa. Bropbim bl aLMEHT ¢ KpUI-
TOTEHHBIM (PUOPO3UPYIOLIUM aJIbBEOJIMUTOM, Y KOTOPOTO
Bozuukaa TAJIA u undapkt Mruokapaa, Ha oHe auar-
HocrupoBaHHoro AD®C [47]. Bo3moxkHO, 4TO JaHHbIe
pe/iKie KIMHUYECKHE CIyuaun 3TO KOHKYpeTHble 3a00J1e -
BaHUsI, He MMelollde MPUUHHHO-CJIEICTBEHHON CBSI3H.

B 2014 r. B knuHuke uM. . O. DAXBasbia MPOXOIU
sedenue nauueHT K. 66 jer ¢ coueranuem pu6posu-
pytotiiero anbeeosnta u ADC (puc. 4).

3akatoueHure. Takum o0pasom, CHEKTp MopaKeHHst
JbIXaTesibHOH crcteMbl B pamkax ADPC 1mpoko Bapb-
UPYET: OT HeOOJBILIMX JIETOUHBIX FeMOpParui 10 MacCHB-
Hoit TOJIA u uncapkra serkoro. BesiencrBue oTHoCH-
TeJIbHOH PEJIKOCTH ONUCHIBAEMBbIX SIBJEHHH HEMHOTHe
MCCI/IEIOBAHUST TIOCBSIILIEHBI  KJIMHUKO-/1a00paTOpHOMY
¥ MHCTPYMEHTAILHOMY H3YYeHHIO MyJIbMOHOJOTHYECKHX
acriekroB ADC. Tak, pyTHHHbIE METObI KJIHHHYECKOTO
o6c/eoBaHus W peHTreHorpaduu Jerkux He JaioT
JIOCTATOUHON HH(OPMALMH JUIsi PUKCHPOBAHHUS NATOJIO-
FHYECKUX M3MEHEHHH B OpOHXOJErOYHOH CcHUCTeMe
Ha paHHHX 3Tanax GopmupoBanusi. C mocTeneHHbIM
BHEJIPEHHEM B PEBMATOJIOMHUYECKYIO MPAKTHKY KOMIIbIO-
TEpHOH TOMOrpaun BBICOKOTO pa3pelleHHsi, HOBbIX
pexxuMoB 3D-KOMIbIOTEPHOH PEKOHCTPYKLIMH C UCTIOJb-
30BaHMEM 1IBETHOTO KAPTHPOBAHHUSI TOSIBJSIIOTCS HOBbIE
JIHarHOCTHYECKHE BO3MOXKHOCTH /151 I€TAJbHON OLIEHKH
XapakTepa MHTEPCTUIHAMBHOIO, a TaKxkKe KCTparnapeH-
XMMAaTO3HOTO MOPAKEHHS] JIbIXATENLHON CUCTEMBI.
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