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Knioueguoie cnoga: xamacmpopuueckuii anmugpochonuniuorsiii curopom (KADPC), cucmemmnas
rpacrasn eonuarika (CKB), mpomOomureckas mpomoouumoneHu1eckas 1mypnypa, mpomoomuiecras
murpoarzuonamus, JJBC-CurHOpoM, NOMUOP2AHHAAL HEOOCMAIMOYHOCb.

B crarse npusogarca ceegenua o KA®C, B TOM YHC/Ie OCHOBHbBIE KOHIIENIIIMHU MATOT€HE3a, KIMHUYECKHE
IIposBIeHUsA, MOP(GhOITOIrHIECKHE OCOOEHHOCTH, IIOXOABI K THATHOCTHKE H JI€YEHHIO, OTYEPKHUBAIOTCHA €TI0
OTIHYHA OT KJIACCHIECKUX BapuaHTOB ADC - mepBHYHOTO U BropuyHOro npu CKB. O030p WLIIOCTPHUPOBAH
KIMHHYECKHM HAOaoAeHueM 60apH0i KADC, pa3BuBIINMCI Kak 0ocHOBHOe mposasiaenue CKB. Ha mpumepe
IIPECTABJIEHHOTO CIYy4as pa30HPaIOTCsA HEKOTOPHBIE aceKThI JuddepeHInaabHoM JHarHocTHKH KADC ¢
JPYTHMH MHKPOAHTHONIATHYECKUMHU cuHApoMamu — I'YC/TTII u IBC.

A review of literature on catastrophic antiphospholipid syndrome (CAS) including the basic concepts of pathoge-
nesis, clinical displays, morphological features, diagnostics and treatment is presented. The difference between classical
variants of CAS - primary and secondary, at systemic lupus erythematosus, isemphasized. The review is illustrated by a
clinical case of a patient with CAS which has developed as the main manifestation of SLE. Some aspects of differential
diagnostics of CAS with others microangiopathic syndromes - GUS/TTP and DIC-syndrom - are presented.

Key words: catastrophbic antiphospholipid syndrome (CAPS), systemic lupus erythematosus (SLE), thrombotic thrombocy-
topenic purpura, trombotic microangiopathies, disseminated intravascular coagulation syndrome.

Karacrpoduaecknii aHTU(POCHOIUNIUAHBINA CUH]-
pom (KADC) — peaxur, HO IIOYTH B IIOJOBUHE CIy4AcB
aranpHbil BapuanT AOC, B OCHOBE KOTOPOTO JICKUT
I'€HEPAIM30BAHHAA TPOMOOTUYECKAS OKKIIIO3US COCY/IOB
MAJIOT'O K&TMOPA, aCCOLUUPOBAHHAA, KAK IIPABUIIO, C BBICO-
KUM TUTPOM aHTUTEN K (pocdonunumam (aDA) [6]. KADC
MOJKET PAa3BUTBHCA KaK NP nepBruaHOM ([TADC), Tak n nipu
BTOPUYHOM aHTH(OChOmmuaAHOM cunapoMe (BADC) n
yaie y O0JIbHBIX CUCTEMHOH KpacHO! Bor4aHKOH (CKB).

B peaxux ciayvasax passurue KAQC BO3MOXHO U IIpU
JPYI'UX ayTOMMMYHHBIX 3d00JICBAHUAX — PEBMATOUIHOM
APTPUTE, CUCTEMHON CKIEpoAepMun, cuaapome Ilerpe-
H4, I3BEHHOM KOJIUTE U Jp. [8, 27]. bosee yeM B I0JI0BUHE
M3BECTHBIX CETOJHS CIy4aeB KATACTPOPUUECKUI SMTHU30]]
PA3BWIICA Y MALUEHTOB C YCTAHOBJICHHBIM PAHEE JUATHO-
30M IEPBUYHOrO WK BTopuuHOro AOC. OnHaKo y 46%
605bHBIX KAPC BO3HHUKAET de 10v0, CTAHOBACH IIEPBBIM
KIMHIYecKuM npossienuem ADC [27].
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[Tepsoie ommcanua cnydaes [TADPC u BADC ¢ «octpor
PACIIPOCTPAHEHHOI HEBOCITAIUTEIBHON BUCIIEPATTBHON
COCYIUCTON OKKJIIO3UEH, ACCOITUUPOBAHHON C BBICOKUM
TUTPOM aHTUTEI K (POCHONUNNUAM», KIMHUIECKU TIPO-
ABJISBIICHCS CUMIITOMAMH HIIEMUYECKOTO TOPAKEHUS
KOHEYHOCTEI, IOJIOBHOI'O MO3I', CEPALIA, ITOUCK, JICTKUX,
opranos JKKT, a TakKe CeTyaTbIM JIUBEIO, OTHOCATC K
198711991 T.[40,43]. R A. Asherson, onmcasmuii 10 Takux
6OJIbHBIX B 1992 I, IPE/VIOKII HA3BATD 3TY [1ATOIOTUIO, Xa-
PAKTEPUBYIOTYIOCS TCHEPATN30BAHHON TPOMOOTUUECKON
OKKJIIO3UEN IPEUMYIIECTBEHHO MEJIKUX COCY/IOB BHYTPEH-
HUX OPrdHOB 1 Pa3BUBAIOLIYIOCA B TEUCHUE KOPOTKOI'O I1€-
progay manueHToB ¢ APA, TEPMUHOM «KATACTPOPUIECKUN
ADC» [4]. Yepes 10 et B 3HAK IPU3HAHKA POJIM YY4EHOIO B
BBIJICJIEHUH U U3YYEHUU 3TOH HOBOU (POPMBI YPI€HTHOU
1aToN0ruu yenoseka KADC nosnygmt Ha3BaHUE CUH/IPOMA
Asherson (Amepcona). [Jo Hacrosmero speMenu KAPC oc-
TACTCA PEAKOU ITATOJIOTUEH, HA JJOJIIO KOTOPOU B CTPYKTYPE
ADOCTIpUXOAUTCS OKOMO 1%. OIHAKO YMCIIO TAKUX OOJIBHBIX
OBICTPO YBENUYUBAETCS, U CETO/HA B MEXAyHAPOJHOM
perucrpe KA®C, cozpanHoM Esporneiickum (popymMom o
anTudOochoMUNUIHBIM aHTHTEAaM B 2000 . /15 U3y4eHUs
paznuuHbIX aciekToB KADC, yncmurcst 6onee 300 naryes-
TOB C 3TUM JIUATHO30M [22].

Kiraccudukammonnsie kpurepuu KADC

Ot xnaccuueckoro AQC KAPC o1In4aioT HECKOIBKO
OCOOEHHOCTEH, INIABHBIMU U3 KOTOPBIX ABJIAIOTCS KANUOP
MOPAKEHHBIX COCY/IOB, TEMII PA3BUTHA U PACIIPOCTPAHEH-
HOCTb TPOMOOOOPA30BAHUA. B KINHUYECKON KaPTHUHE
«naccnaeckoro» [MA®C n BAOC npeobmapaior aprepu-
QJIbHBIE WJIK BEHO3HBIE TPOMOO3bI COCYIOB CPEAHETO U
GOJIBITIOTO KATMOPA, KOTOPHIE, KAK ITPABUIIO, UMCIOT C/IUHC-
TBEHHYIO JIOKAIU3ALIUIO U B CJIy9A€ A/JCKBATHON AHTUKOAL'y-
JUIHTHOM TEPAIIMU MOL'YT HE penuauBUpoBath. st KADC
XdPAKTePHA OBICTPO PA3BUBAIOLIAAC ITEHEPATU3OBAHHAS
TPOMOOTHUYECKAS OKKIIIO3UA COCYJOB MAJIOrO Kanuobpa,
MIPEUMYIECTBEHHO MUKPOLIUPKY/IATOPHOI'O PYC/Ia TAPEH-
XMMATO3HBIX OPI'dHOB, IPUBOJAIIAS K PA3BUTUIO IIOJIUOP-
I'AHHOM MIIEMUU U IIOJHUOPIaHHOU HEJOCTATOYHOCTU B
CPOKH OT HECKOJIBKUX YaCOB 10 HECKOBKUX IHEH [4, 5, 33)].
Mopdonoruueckoi ocuooit KADC apngeTcsa pacnpo-
CTPaHEHHAs TPOMOOTUYECKAs: MUKpoaHruomatus (TMA),
AHAJIOIMYHAA TAKOBOH IIPHU I'€MOJUTUKO-YPEMUUECKOM
cungpome (T'YC), TpoM60THYECKOH TPOMOOLIUTOIICHUYEC-
ko nnyprype (TTIT), HELLP-cungpome, a TakoKe CUHIPOME
JUCCEMUHHUPOBAHHOI'O BHYTPUCOCYAUCTOI'O CBEPTHIBAHUA
(ABC). B ¢Bsasu ¢ arum nonavany nog KACGC nonumanu
MHOI'O JOCTATOYHO PA3HOPOJHBIX KIMHUYECKUX U Ce-
POJIOTHYECKUX COCTOSHMH, 4TO CO3/IABAJIO ITyTAHUILY B
TPAKTOBKE TUATHO34. YTOOB! N36€kKaTh 3TOTO, B 2002 I. Ha
10-m MexaynapogHoM KoHrpecce o a®A 6puiy npuHai-
TBI IIPEABAPUTENIBHBIC KIACCU(PUKALUOHHBIE KDUTEPUU
KADC[10] (Tabm.)

B cooTBETCTBUM C ITUMU KPUTEPUAMU OBbUIN BBEJCHBI
TIOHATHA «IOCTOBEPHOTO» U «BepOosATHOrO» KADOC. HecmoT-
Sl HA TO YTO KPUTEPUU Pa3PabATHIBAINCE, ITTABHBIM O0pa-
30M, C KJIACCU(PUKALIMOHHOMN LIE/IBIO, CEIOHA OHU YCIIEIIHO
MIPUMEHAIOTCA JUIA IOCTAHOBKU KOPPEKTHOI'O JUATHO34,
IIOCKOJIbKY HAPALY C KIMHUYECKUMU U JIAOOPATOPHBIMU
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Tabauuya
IIpeaBapuTeIbHBIE KIACCH(PUKAITUOHHBIEC KPUTEPHH
KA®C (Taormina, 2002)

JocroBepnunrii KADC: 00s13aTENbHDI CIEAYIOINE 4 KPUTEPUS
1. ITpU3HAKH MOPAKEHUS >3 OPTAHOB, CUCTEM U /WJIN TKAHEHN
2. TTosiBnEHNE CUMIITOMOB O/IHOBPEMEHHO WMJIU B CPOK JI0 1 HefL.

3. 'UCTOIOrNYECKOE NOATBEPIKIECHUE OKKITIO3UU MEJIKMX COCY-
JIOB, IO KPAMHEN MepPe, B OHOM OPI'dHE WIIN TKAHU

4. JTaboparopHoe BbrsiBneHue adA: aKJI u/miu BA
n/vnm anTu-p2-I'TI1-AT

Bepoatusrx KA®C:

* Bce 4 kpuTepus, HO IPU NOPAKEHUH TOJIBKO 2 OPTraHOB,
CUCTEM /WU TKAHEHN

* Bce 4 kpuTepus, HO IPU OTCYTCTBUU J1A60PATOPHOIO
noarsepkaenus aPA npy IOBTOPHOM OIIPEJEICHUN
HE MEHEE 4eM yepe3 6 HeJl, [TOCIIE TIEPBOro
MOJIOKHUTEJILHOT'O PE3YJILTATA (U3-34 PAHHEN CMEPTH
MALMEHTA, y KOTOPOTrO /10 pa3sutusa KADC HuKorga
He onpeaesna abA)

e 1,2u4

e 1,3 14 wnoc pa3BUTHE TPETHET'O SMU30AA TPOMO032

B CPOKHM boiiee 1 HeJl.,, HO MeHee 1 MeC., HECMOTPS
Ha AaHTUKOATI'YJITHTHYIO TCPAIINIO

Ipumenanue. akll — anmumena K kapouoiunumy, BA — 6onvuanoy-
Mol anmuxoa2yasmm, anmu-p2-IT11-AT — anmumena x p2-I111

XAPAKTEPUCTUKAMU COZIEPKAT TAKKE MOP(OTOTUUECKYIO
cocTaBIoNylo. Hammyue Bcex 4 KpUTEpUes MO3BOJAET
JIUATHOCTUPOBATH JOCTOBEPHBIN KADC. OTHAKO IMATHOC-
THKY IOCIEJHETO HEPENKO 3ATPYAHAET HEBOZMOXKHOCTD
MIOJIYYEHUS THCTOJIOTUYECKOTO MOATBEPsKACHUS TMA v
TSDKEJBIX OOJBHBIX, KTMHUYECKUE IPU3HAKN TOPAKEHUS
TOJIBKO 2 OPraHOB M CHUCTEM, NIPEBBIMIAIOIINHI 1 HEAETIO
CPOK MEX]Y PA3BUTHEM MOBTOPHBIX TPOMOOTHYECKUX
3MU30/I0B C YBEJIMYEHUEM YUCIIA TOPAKEHHBIX OPTaHOB.
B 3THX C1y9aax AUarHoCTUPYIOT BepoATHbBIN KADC.

DTHOJIOTHA

[Tpnunns passutus KAPC nHenssecTHul. Bmecre ¢
TEM TIPU dHAJIN3E JAHHBIX 280 MaIlMeHTOB, BKIIOYEHHBIX
B MEX/TYHAPOAHBIN PETUCTP K ceHTAOpIO 2008 T., v 53%
13 HUX ObUIN BBIABJICHBI IIPEAPACIIONATAIOMME (PAKTOPEI,
KOTOpBIE, IO-BUIUMOMY, MOXXHO PACCMATPUBATD B Ka-
YECTBE TPUITEPHBIX MeXaHu3MoB KADC [27]. Haubonee
YACTHIMU U3 HUX SABISIOTCA MHGMEKIHN (B 25% citydaes) [6,
11, 54|, BBI3BAHHBIE PA3HOOOPAZHBIMU BO3OYAUTENAMH, B
T.4. M PEAKUMU. B GOJIBIIMHCTBE CIy4aEB UMH ABJIAIOTCA
KUIIECYHAS TAJI0YKA, CTPENTO- U CTA(PUIOKOKKH, HIUTEJIIbI
1 CAJIbMOHEJUIBL, XOTA onnucaHo paszsurue KADC nocie
NEPEHECEHHOTO OPIOIIHOIO TU(A, MATIPUH U JAKE JINXO-
pagxu Jenre. Yame scero KAQC npemecTsyloT TH(EKIUN
BEPXHUX JABIXATEIbHBIX ITyTEI, MOYEBOI'O M JKETyIOYHO-KH-
MIEYHOT'O TPAKTOB, JKETYHOT'O My3bIPS, KOXKH, ITHEBMOHM,
MH(PUIUPOBAHUE LIEHTPAJIBHOIO BEHO3HOI'O KATETEPA.
B nocnegnee Bpems MOABIAIOTCA UCCIELOBAHUA O CBA3U
KA®C ¢ cernicucom [36]. V 13% 60mbHbIX KADC passuiicst
IIOCJIE TPABM (HAIIPUMED, IIEPETIOMBI KOHEYHOCTEN) U XU~
pyprudeckux onepanuii. IIpyu 31oM KaracTpopuyIecKkomMy
SIU30/lY IPEAMECTBOBAIN HE TOJIBKO «OOJIbIINE», HO U TAK
HA3bIBAEMBIC «MAJIBIC> OIIEPALIAN: OMOIICUA OPIaHOB, Y-
JICHHUE KATAPAKTDL, SKCTPAKLIKA 3y0a, A TAKKE UCIIOIb30BA-
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HHE NHBA3UBHBIX METO/IOB UCCIIENOBAHMA (PETPOrPAHAS
XOJIAHTUONAHKpeaTorpadus). OTMEHA AaHTUKOATYIIIHTOB
WM HU3KOE MEXAYHAPOJHOE HOPMATU30BAHHOE OTHO-
menue (MHO) kak myckoson paxrop KAD®C OTMEd€eHE Y
7% nmanueHTOoB. [T0YTH y CTONBKUX JKE €I'0 PA3BUTHE OBLIO
ACCOLMMPOBAHO CO 3/IOKAYECTBEHHBIMU OITyXOJIAMU. Pexe
KA®C pazsuBaics BO BpeMsi OEPEMEHHOCTH U B PAHHEM
IIOCJIEPOJIOBOM IIEPUOJIE, 4 TAKKE BO BPEMA OOOCTPEHUA
CKB [6], tpy MPUMEHEHUU PA3THYHBIX JIEKAPCTB (KAITOII-
WL, TUA3UIHBIE JUYPETUKN, OPATIbHBIE KOHTPALCIITHBEL).
V 3HAUUTENBHON YACTH OOJBHBIX IIPUCYTCTBOBAIN 2 WIH
JIKE 3 TPUTTEPHBIX (pakTopa (Harpumep, UHMEKIUSL, XU-
Pypruyeckas ornepanysa i OTMEHA AaHTUKOATYJIIHTOB), UTO
COIJIACYETCA C TUIIOTE30M «/[BOMHOIO/TPOUHOIO YVAPa»,
NPEAJIOKEHHON g OOBACHEHUA IPUYUHBI HHIYKLAN
TpoM6030B Ipu ADPC. OCOOEHHO YACTO MO HECKOJIBKY
«TPUITEPOB> BBIABJIAIOT Y MALIUEHTOB C OBICTPO PA3BUBAIO-
MENCA MOTUOPIaHHON HEJOCTATOUYHOCTBIO (8, 11].

KoHuenmuu nmaroresesa

[Tatorenes KAD®C 1o koHIIa He pacmmndpoBaH. Cerogms
CYLIECTBYIOT HECKOJIBKO OCHOBHBIX I'MITOTE3, TOABHBIIMXCS
B IIOCJIEIHEE JIECATHIIETHE. [UITOTE32 MOJIEKYIAPHON MU-
MUKPHH JIOTHYHO OOBACHAET POJIb UH(EKLINN B PA3BUTUU
KA®DC [7]. [Tonaraior, 4To BO30yAUTENIN MH(DEKIUN 00J1a-
JAI0T CLIOCOOHOCTBIO MHAYLUPOBATh cuHTe3 f2-IT11-3aBU-
cuMbIxX aPA Oarogaps (PpeHOMEHyY MOJIEKYJIAPHON MUMUK-
Py — TOMOJIOTUH (CTPYKTYPHOM U KOH(DOPMALMOHHOM)
HEKOTOPBIX BUPYCHBIX U OAKTEPUAIBLHBIX AaHTUI'€HOB C
aHTUreHHBIMU anuTonamu B2-ITI1. T'unoresa «rpom60-
TUYECKOI'0 TOPMa» Ipetokena B 1998 1. C.S. Kitchens,
KOTOPBIA HA3BAJI 3TUM TEPMUHOM IIPOLIECC HEIPEPBIBHOI'O
CaMOBOCIIPOM3BOACTBA TPOMOOOOPA3OBAHIA Y TALMEHTOB
C BBIPAKECHHBIM I'MIIEPKOATY/ALIMOHHBIM COCTOAHUEM CBEP-
TBIBAIOICI CUCTEMbI KPOBH [45]. COIVIACHO 3TOM TMITOTE3E,
MIEPBHIN TPOMO03 y 60TBHOTO ¢ ADC MOKET HAPYIIUTh
TEMOCTATUYECKUH OAJIAHC B PE3YIIBTATE IPOJIOJDKAIONIEHCA
T'€HEPALMY TPOMOUHA, BBI3BIBAIOIECH AKTUBALIUIO BHYTPU-
COCYAUCTOrO CBEPTBIBAHMA KPOBH (POCT KOHLICHTPALUA
F1+2 ¢pparMeHTOB IPOTPOMOUHA U KOMIUIEKCOB TPOM-
OUH — AHTUTPOMOUH) C OJIHOBPEMEHHBIMH JICTIPECCUCI
(puOPHHOIM3A BCIE/ICTBUE YBEIUYCHUS KOHIICHTPAIUN
HMHI'MONTOPA aKTUBATOPA IuazMunorena I tuna (PAI-I) u
NOTPEOICHUEM ECTECTBEHHBIX AaHTUKOAT'YJIAHTOB (IIPOTE-
nH C, aHTUTPOMOHH), YTO, B CBOIO O4€PEb, IPUBOIUT K
TEHEPAIN3AIUN TPOMOOOOPA30BAHUA B OPTAHHOM COCY-
JHCTOM PYCJIE U 3AIyCKAET CBOCOOPA3HbIM IIOPOYHBII KPYT'
HEIPEPBIBHO TEHEPUPYEMOH TpOMOMHEMUU. ['UIIOTE3A O
pOJN AKTUBALMY SHAOTENUATIBHBIX KIECTOK B PA3BUTUU
KA®C ocHOBaHa HA yCTAHOBJICHHOHN HEJABHO CIIOCOOHOCTH
B2-I'TI1-3aBuCHUMBIX APA BBIZBIBATD 3TOT Nporiecc [50]. Ak-
TUBALMA SHJOTEIMAIBHBIX KIETOK IIPUBOJUT K YTPATE UX
€CTECTBEHHON TPOMOOPESUCTEHTHOCTH U K U3MEHEHUIO
(penoTUna Ha IPOTPOMOOTHUYECKUHN (32 CUET YCUIICHUS
3KCIIPECCUU TKAHEBOI'O (PAKTOPA) U IIPOBOCIAIATEIBHBINA
(B pe3ynbTaTe CUHTE32 U CEKPELIH A/II€3UBHBIX MOJIEKY/I X
IIPOBOCHATATEIbHBIX IUTOKUHOB) [37, 53]. [IpuHuMas Bo
BHUMAHHE CBA3b TOBPEKACHUA SHAOTEINA C MUKPOLIP-
KYJIATOPHBIMHA TPOMOO3aMHU IIPU KIACCUYECKUX (POpPMaX
TMA (TYCu TTII), CXOACTBO UX KIMHUYECKUX IPOSABICHUN
¢ KAOC, KoHLIENINA BEAYIIEH POIU AKTUBALTUY SH/IOTENN-
JIbHBIX KJIETOK B IIATOI'€HE3€ MOCIEAHETO IPECTABIACTCA
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BIIOJIHE YOEIUTEIBHOIN. HaKOHEL, COBCEM HE/JABHO IIPEIO-
JKEHA T'UIIOTE33, OTBOJALLAS OCHOBHYIO POJIb B [TATOICHE3E
KADC cucreMHOMY BOCIAIUTEBHOMY OTBETY, KOTOPBIH,
KAK IIPEATIONATAIOT, OOYCIOBIEH U30BITOUHOM TPOAYKIIUEI
1 OCBOOOK/EHUEM [TUTOKMHOB U3 TIOBPEX/IEHHBIX HEKPO-
TU3UPOBAHHBIX TKAHEH [306, 37]. [IPE/IOKHUBIIIE €€ ABTOPDI
ucxoadat u3 cxoactsa KADC ¢ cencucom. [TocneaHuii ce-
TOJHA PACCMATPUBAIOT KAK CUCTEMHBDII BOCITAINTENBLHBIN
OTBET HA MH(EKUUIO, 3HAUUTEIbHAA BBIPAXKEHHOCTD
KOTOPOT'O IIPUBOJUT K IIOTMOPIAaHHON HELOCTATOYHOCTH
€ runonep@y3nen 1 ruroKCUEN TKAHEN U KOATY/IAITUOH-
HBIMU HapymeHuamMu [48]. OKa3anoch, 4TO CUCTEMHBINA
BOCHIATENbHBIA OTBET MOXKET OBITb OOYCIOBJIEH TAKKE
HEUH(EKIUOHHBIMU IPUYUHAMH, B TOM YUCJIE UMMY-
HOOIIOCPEJOBAHHBIM IIOBPEKACHUEM OPIdHOB U TKAHEU
(17, 18]. KAOC xapaKkTepusyeTcst paClpoOCTPAHEHHBIMU
MHKPOCOCYAUCTBIMUA TPOMOO3AMH, OCTPO PA3BUBAIOIIMMU-
€ ¥ OBICTPO NPUBOJAIMMH K [IOJIMOPIaHHON HEJJOCTATOY-
HOCTH, YTO HAIIOMUHAET CENTUYECKUI MIOK IIPU MOIIHOM
CUCTEMHOM BOCIIJIUTEILHOM OTBETE. B OCHOBE HApyIIECHNSA
cBeprhiBaHuA Kposu 1pu KADC, Kak U IIpU CUCTEMHOM
BOCITAIMTENLHOM OTBETE BOOOILE, TO-BUAUMOMY, JIGKUT I'H-
NEPIPOAYKLIMA OCHOBHBIX IIPOBOCIAIUTENBHBIX LIUTOKH-
HOB — (pakTOpa HeKpo3a onyxonu (TNF-o), unrepdpepona-y
n unTepnenknuHa- 1 (IL-1). OHu nHAYIHPYIOT 3KCIPECCUIO
TKAHEBOI'O (PAKTOPA HA MOHOLIUTAX U SHIOTEIUAIBHBIX
KIETKAX, THI'MOUPYIOT (PUOPUHOIIN3 U NOJABIIAIOT €CTEC-
TBCHHBIC AHTUKOAI'YJIIHTHBIE ITyTH [28]. HecMoTps HA TO
YTO CETOAHA UMEIOTCA (PAKTBL, COITIACYIOIMECS C KAKION U3
NPUBEJCHHBIX TUIIOTES, BCE OHU HYKIAIOTCA B JAIbHEHIINX
JJOKA32TENbCTBAX.

Kinanyeckue ImposiBieHus

Kimmnnueckaa kapruna KAQC onpeaensercs JByms
axropamut: 1) IOKAUIM3AUEN U IPOTKEHHOCTBIO MUKPO-
LUPKYJIATOPHBIX TPOMOO30B; 2) IPOABIECHUAMUI CUHIPOMA
CUCTEMHOI'O BOCIIAINTEILHOI'O OTBETA. COUETAHUE CUMITTO-
MOB, 3aBUCAILINX OT BBIPAKEHHOCTH KAK TPOMOOTHYECKOU
OKKJIIO3UH COCYJUCTOIO PYC/Ia PA3INYHBIX OPIaHOB, TAK U
CHUCTEMHOI'O BOCITAIMTEBHOI'O OTBETA, (POPMUPYET Upe3-
BBIYANTHO MOJIMMOP(MPHYIO KIMHUYECKYIO KAPTHUHY, YACTO
CYLIECTBEHHO PA3IMYAIONIYIOCS Y PA3HBIX TALIUEHTOB, UTO
saTpygrseT guarnoctuxky KAQC[8, 11]. Karacrpodpuaeckuit
ADC B OOJIBIIMHCTBE CJIYY4€B MAHU(DECTUPYET IPU3HAKAMU
MTOJIMOPTAHHOTO IOpakeHus [8]. IIpr 3TOM HanboIee 9acto
B 1e610Te KAQC OTMEYAIOT MOPAKEHUE CEPALIA U JIETKHUX,
LIEHTPAJIBHOM HEPBHOI cructembl, OpraHos JKKT 1 novex.
TpoM603bI KPYITHBIX BEH WX APTEPUI PA3BUBAIOTCS PEKE,
U XOTA UX YaCTOTA COCTABIAAET 15—25%, 3TO BCE XKE 3Ha-
YUTEILHO PEXKE, YEM TPOMOOTUUECKAS OKKIIIO3UA MEJIKUX
BHYTPHUOPI'AHHBIX COCYIOB.

[ToYKH ABJIAIOTCS HAUOOJIEE YACTHIM OPraHOM-MHUIIIE-
Hb10 KADC. [TpusHaky He(POIATHH, B BUJIE ITPOTEUHYPUH,
IEMATYPUH, IIPOIPECCUPYIOIIEH, HEPEAKO 3/I0KAUECTBEH-
HOM apTepuaibHOM runepronuu (Al u OITH, B 25% ciiy-
4yaeB TPEOYIOIIE CPOYHOI'O NPOBEJEHUA IEMOAUAIN3A
(TH), BesBisatoT 60see yeM y 70% nauueHrtos [8). Ilpu
HCCIIEA0BAHNN OUOTICUITHOTO U Ay TOTICUITHOI'O MaTepUaIa
octpyto TMA o6HapyxuBaioT B 65—-100% ciydaes, XOTs
6oiee yeM B 50% IOYEUHBIX OUONITATOB OHA COYETAETCA C
(puOPO3HOI r'UNEPIUIA3UEH UHTUMBI MEKIOTBKOBBIX 4pTe-
puit 1 (POKATILHOU ATPOPUELT KOPBL, YTO CBUACTEILCTBYET O
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PAa3BUTUM OCTPOI'O IMU30/2 HA (DOHE YIKE CYIIECTBYIOECH
ADC-accorunpoanHou Hedporatuu (AOCH). V 15% ma-
nueHTOoB, ymepmux oT KAPC, 06HapyKEeHBI MH(APKTLI
nouek (21, 58]. Cnepyer NOgUEPKHYTD, 4TO, HECMOTPS Ha
BBICOKYIO 9ACTOTY HE(PPOIATHN U €€ TLKEJIOE TEYECHUE Y
GOJIBIIMHCTBA NalEHTOB ¢ KADC, cMepTh OT ypeMUH, I10
JqaHHbM Peructpa KA®C, He 3a(pUKCUPOBAHA HU B OTHOM
ciyJae [22].

[TopaKEeHHUE JIETKUX OTMEYAIOT ¥ 60—-66% GONBHBIX
KADC. V 601bIIMHCTBA TAUEHTOB (OKONO 30% B CTPYK-
Type NOPAKEHNSA ) PA3BUBAETCSA OCTPHIN PECTTUPATOPHBIN
aucrpecc-cungpoM B3pociblx (OPIC), umeromuit Hebna-
TOIPUATHOE IIPOTHOCTUYECKOE 3HAYEHNE U PACCMATPUBA-
€MBIIT KK [IPOABJIEHUE CUHIPOMA CUCTEMHOI'O BOCIIAJIU-
TesbHOTO OTBeTa [11, 61]. TTo JaHHBIM MEXIyHAPOIHOTO
perucrpa KADC, 40% manuenros ¢ OPIC ymepnn. bonee
YeM Y [TOJIOBUHBI M3 HUX OTMEYEHA KAPTUHA TPOMOOTH-
YECKOU MUKPOAHTHONATUN JIETKNX [20]. Ipyrre BApUaHThI
MOPAKEHUS JIETKUX BKIIOYAIOT B €0 TPOMOO3IMOOIHIO
MEJIKUX BETBEI JIETOYHON APTEPUU C PA3BUTUEM UH(DAPK-
TOB JIETKOI'O WJIM 6€3 HUX, TEMOPPATUUECKUI AJILBEOJIUT,
MHOKECTBEHHBIN TPOMOO3 JIETOYHBIX COCYAOB PA3HOIO
Kau6pa i situ [35]. OCHOBHBIM M PAHHUM IIPOSBIEHUEM
BCEX MEPEYUCIEHHBIX BU/IOB JIETOYHON MTATOJOIMH SAB-
JIeTCs OAbIIKa. Kamesnb 1 KpOBOXapKaHbE OTMEYAIOTCA
HEYACTO.

[opaxenue HHC ormevaor y 62% 60mbHbIX KADC [0,
22]. IHTEpECHO, YTO YACTOTA NOPAKEHNA I'OJIOBHOT'O MO3I'd
npy KA®C HEYKIOHHO BO3PACTAET IO MEPE YBETUYCHUSA
KOJIMYECTBA OIMCAHUI U YMCJIA MTALUEHTOB B Perucrpe
MAIMEHTOB. B HEKOTOPBIX paboTax oHa jocturaet 100%,
OIEPEXAS YACTOTY BOBJICUEHHA BCEX JIPYIUX OPIAHOB, B
TOM 4HCJIE U IOYeEK [52]. Hambonee 4acTo pasBUBAIOTC
HMH(APKTBI FOJIOBHOTO MO3ra (44%), sH1,e(haIonaT 1 Cy-
JOPOKHBIN CHHAPOM. Peske OIMCBIBAIOT I'eMOPPArMueCKUe
HHCY/BTHI ¥ TPOMGO3 BEHO3HOTO CUHYCa [25, 60], a TakKe
MHOKECTBEHHBIE MOHOHEBPUTHI BCJIEACTBUE UIIEMUN
nepupepUUECKUX HEPBOB, O0YCIOBICHHON MUKPOLIUPKY-
JIITTOPHBIMK HAPYIIEHUSAMH [6]. OCHOBHBIM THCTOIOIMYEC-
KHM IIPOSBJICHUEM ITATOJIOI'MH I'OJIOBHOT'O MO3I'a SIBJIACTCA
OKKJIIO3UBHOE MOPAKEHHUE COCYJOB MAJIOTO KUIMOPA, B TOM
yucsie TMA. [To gansbsiM Peructpa KADC, iepebpanbHble
MUKPOTPOMOO3bI OOHAPYKEHBL Y 49% yMEPIINX, KOTOPBIM
MIPOBOAWIIACDH ayTomCHA [22]. IIposABIeHNA HEBPOTIOIUYEC-
KO ITATOJIOT'MH BECbMa MHOIOOOpa3HbL. Hepeiko MMEHHO
OHA BBIXOJUT HA IEPBLIM IUIAH B KIMHUYECKON KapTHUHE
KADC, onpeensas mporaos. Hanbosee TsoKesbIM IpOosiBiie-
HueM 60JIE3HU ABJIAETCH KOMA, BKJIA[, B PA3BUTHE KOTOPOH,
KpoMe LiepeOpanbHOM TMA, BHOCUT TAKKE OTEK TOJIOBHOTO
MO3r'a, O0YCJIOBJIEHHBIN, KAK I10JIAT'AI0T, PA3BUTHUEM CUHJIPO-
M4 CHCTEMHOT'O BOCITAJINTENIBHOTO OTBETA [22]. [TopaskeHue
THC cTano HEnOCPEACTBEHHOM IPUYUHOU CMEPTU Y 27,2%
13 250 60mbHBIX KAQC, BRIIIOUEHHBIX B PETUCTD K (DEBPATTIO
2005 1. [21], npryem OOBIIMHCTBO MALUEHTOB YMEPIIN OT
HIIEMUYECKOTO HHCY/IbTA.

[Mopaxenue cepara umeercay 51% naruentos ¢ KAOC
1 YaIl€ BCETO MPEICTABIEHO OCTPOH TUC(HYHKITUEH KIIa-
[TAaHOB (MUTPAJIBHOIO WIN A0PTAJIBHOIO) ¥ OCTPHIM WH-
(papKTOM MMOKAPA BCIEACTBAE KOPOHAPHOI'O TPOMOO3A.
Ha 101110 0601X BU/IOB ITATOJIOTHH B CTPYKTYPE NOPAKEHUSA
CepALa NPUXOANATCA IO 25%. Pexxe OTMEYaIoT CEPAECYHYIO
HEJOCTATOYHOCTb, MUOKAPJUANIBbHBIN MUKPOTPOMOO3,
BHYTPUCEPACYHBIN TPOMOO3 (TPOMOO3 NPENCEPANIT WX
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JKEJTYIOYKOB), AHA0KApAUT JIubmana—Cakca [8, 22, 62].
Ocrpas JucyHKIUA MUOKAPAA, CONIPOBOXKIAIOMAAC
PE3KUM CHIDKEHUEM (DPAKLIUU BEIOPOCA U APTEPUAIBHOU
TUNOTEH3UEH, Y 60abHBIX KADC 06ycnoBneHa, Hapsay C
MUOKapAnanbHou TMA, n30bITOYHON IIPOJYKIIUEN 11U-
TOKMHOB B PAMKaX CUH/IPOMA CUCTEMHOI'O BOCHIAJINTEb-
HOro oTBeta [6, 60]. B mocieHee BpeMst BCeM GOJIbHBIM
¢ nogospenueM Ha KADC peKOMEHAYIOT ONpeNeIATh
YPOBEHDb TPOIIOHMHA B KPOBU: OKA3aJIOCh, YTO HANOOIEE
BBICOKHE ITOKA3ATENN 3TOIO MAPKEPAd MUOKAPAUAIBLHOTO
HOBPEXIEHNSA, KOI/IA-TMO0 3a(PUKCUPOBAHHDIE, TIOJYYEHBI
uMeHHO y nanuenTa ¢ KAOC 1 nHpapKkTrom MUoKapaa [47].
Takum 06pazoM, MUOKAPAUAILHBIN TPOIIOHUH, KOTOPBIX
CErOJHA PACCMATPUBAIOT KAK HE3ABUCUMBII IPEJUKTOD
CMEPTH NALKUEHTOB, TOCIUTAIN3UPOBAHHLIX B OT/C/ICHNS
MHTEHCHUBHOM TEPAITNH IO IIPUYMHAM MHBIM, YEM OCTPBIN
KOPOHAPHBII CHHAIPOM [42], MOKET OKA3aThCA JOTIOTHU-
TEJIbHBIM IIPOIHOCTUYECKUAM (PaKTOPOM y 60/1bHbIX KADC.
[TopaxeHue cepALa ABIAETCA BTOPOU 10 YACTOTE IPUYU-
HOI CMEPTH TAKUX OOJIBHBIX, COCTABIIAA 19,8% B CTPYKTYpE
cmepraocty npu KADC [21].

Yacreim npossinenueM KADOC ABIAeTCA IOPAKEHUE
KOKH, pasBuBatommeecs y 50% maueHToB. JlepMaTonornyec-
krie cuMiToMbl KADC BKITIOUAIOT B CE651 TEHEPATTM30BAHHOE
CETYATOE JIUBEAO, JUTUTAIBHYIO UIIEMHUIO C PA3BUTUEM
B pAZle CIIY4A€B HACTOAIIEH I'AHI'PEHBI, TOBEPXHOCTHBIN
HEKPO3 KOXU U UIEMUYECKUE A3Bbl KOHEYHOCTEN. V He-
KOTOPBIX OOJIbHBIX MOT'YT HAOIIOAAThCSI HECKOJIBKO BU/IOB
MOPAKEHUST KOJKU OTHOBPEMEHHO [6].

[Touru y Tpetu 60mbHbIX KADC B 1€610TE OTMEYAIOT
A0/ITOMUHAJIBHBIN OOIEBOI CUH/IPOM, OOYCIOBICHHBIN
TPOMOO3aMHU COCYJOB XKEJIYAOYHO-KUIIEUHOI'O TPAKTA
(PKKT): mpeumyIeCTBEHHO MUKPOIMPKYISTOPHOTO PyCIa
[IEYEHH, KUIIEYHUKA, TOPKETYNOYHON JKEIE3bL, PEKE Me-
3EHTEPUAIBHBIX apTepuit [0, 8, 22]. 1o anubM Perncrpa
KA®C, KTMHUKO-Ta00PATOPHBIE TPHU3HAKU TOPAKEHUS
[IEYEHY ObUIN OOHAPYKEHBL Y 34% GONBHBIX (TPAHCAMUHA-
3eMUs1 KaK MPOsIBIIEHNE TeueHOUHOM TMA, peske — nHgap-
KTBbI), KUIIEYHUKA (MIIEMUYECKUE A3BbI TOHKOM U TOJICTOM
KHUIIOK) — Y 249%, IIOUKEYLOYHOM JKeJIe3bl (OCTPDIH MaH-
KpeaTur) — y 8% maruenTos [21, 26, 59]. OnmcaHs! Takxe
HEOOBIYHBIE JKEJIY/JOUHO-KUIIEYHbIE IIPOsiBieHus KADC:
UIIEMUYECKOE U3bA3BICHUE ITUIEBOAA C ETO PA3PLIBOM,
TUT'AHTCKUE SA3BBI JKEIYIKA, HEKPO3 KEIYHOI'O IIy3bIPS,
UIeMudecKuil Koaur [6, 22, 23, 30, 44]. lopaxenue JKKT
B PEIKUX CIIYYaAX MOXKET IPUBECTU K CMEPTH OOJIBHBIX
KA®C. B Pernctpe KA®C nMEIOTCs CBEAECHNSA O 2 TTAITUEH-
TAX, YMEPIIUX OT OCTPO MEYEHOYHOHN HEJOCTATOUHOCTH,
U 1 — Ipu ABJIEHUAX OCTPOIO KUBOTA O€3 YTOUHEHUS
NPUYUHBI [21].

K pegxum npossienuam KAGC OTHOCATCA MOPAXKeE-
HHUE CEJIE3CHKU U HAANOYEYHUKOB (y 19 1 129% 60/bHBIX
COOTBETCTBEHHO), B OOJILITMHCTBE Cy4deB — UH(APKTLI
opraHos [6, 21]. Hapyienne (hyHKITHI HA/IITOYCTHUKOB ¥
narreHToB ¢ KAOC KIMHUYECKU BBIPAKEHO HE OTYETIIUBO
1, KAK IIPABWIO, ABJIACTCSA KOMIIOHEHTOM IIOTUOPIaHHOU
HEIOCTATOYHOCTHU. B pazie Ciry4aeB €AMHCTBEHHBIM IIPO-
SBJICHUEM MOPAKEHUS HAJMOYEUHUKOB MOI'YT OBITh 60N
B JKMBOTE. Y JKEHIUH C TOCAEPOJOBEIM KADC onncano
JIBYyCTOPOHHEE KPOBOUB/IUAHNE B HA/IIIOYEUHUKH, [IPUBO-
JAIIEE K OCTPOH HAIIOUEYHUKOBOM HEJOCTATOUHOCTH.
[TonararoT, 4TO MPUYMHOM ITOIO OCIOKHEHUS ABIAETCH
OKKJTIO3UPYIOIUIT TPOMOO3 HAZINIOYEYHUKOBOI BEHHI,
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YaCTO OUIIATEPATLHBIM, YTO BBI3BIBAET OTEK OPIraHad U BTO-
PUYHOE HAPYIIEHUE APTEPUATBHOIO KPOBOCHAOKEHUA C
MOCJIEAYIOIUM I'eMOPparndeckum uugaprrom [11]. Bos-
MOJKHBI TAKKE TPOMOO3BI COCYZIOB ITOJIOBBIX OPI'aHOB, YTO
MOXKET IIPUBECTU K MH(PAPKTAM ANYHUKOB/TUYEK, HEKPO3Y
NIPEICTATENBHOM JKee3bl. Hanbonee pegxuM 1 Majiousy-
yeHHBbIM NpoasieHneM KADC ABIAeTCa HEKPO3 KOCTHOTO
MO3I'a, IPUYNHA PA3BUTHA KOTOPOI'O Y TOI'O KOHTUHI€HTA
GOJBHBIX OCTAETCA HEU3BECTHOM [11].

JIaGopaTopHbIe JaHHbIE

V 6ompimuHCTBA 601bHBIX KADC BBITBISIOT BA (Y 76%)
n/wm AKJT xnacca IgG (y 84%) B BBICOKOM TUTPE, PEXKE
obnapyxusatoT aKJI IgM (y 41%), a Taxke aHTUTENA K [2-
[TI1[6, 25). Han6osnee TPy/AHbI VIS AUATHOCTUKH CIYYan
KA®C, nporekaromue 6€3 ceponorndeckux Mapkepos ADC,
Ux cBa3biBaioT ¢ norpebnenuem BA u AKJL B mporieccax
reHePATM30BAHHOTO TPOMO006pasoBaHus [31, 60]. B Ta-
KHUX CUTYallUAX PEKOMEH/YIOT IOBTOPHOE OIpeJeICHUE
BA u AKJI nocsie KynupoBaHua OCTPOU MOJIUOPTaHHON
HEIOCTATOYHOCTH, YTOOBI H30€KATh JUATHOCTUUECKUX
o1muboK [9].

V psina 60bHBIX KA®C OTMEUAIOT IFEMATOJIOTUYCCKUE
HAPYLIEHUA — AaHEMUIO U TPOMOOLIUTONIEHUIO. TpoMboL -
TOMEHUS C KOJIMIECTBOM TPOMOOIITOB Hike 100-10°/1
BBIIBISICTCA B 50—60% city4aes [6, 8, 21). Anemust ipu KAOC
HMMEET CJIOKHBIA TeHE3, COYETAIOMMUI KOMIIOHEHTHI aHe-
MMM XPOHUYECKUX 3A00JIEBAHUM, TOCTIEMOPPATUIECKUI
1 IeMOJUTHYECKU. O NOCIEAHEN CIIE/IYET CKa3aTh OCOOO.
[eMoMUTHYECKas aHEMUS IMATHOCTUPOBAHA Y 39% 60Ib-
HbIX KAPC 1 B G0IBIIUHCTBE CIY94€B HOCUT AyTOMMMYH-
HBIN XapakTep (MonoKuTeNb b TecT Kym6ca) [6, 8, 55].
OpHako 1o faHHbIM Pernctpa KADC, 0K0I0 9% ManneHToB
HMMEIOT NIPU3HAKKA MUKPOAHIMONIATUYECKOIO I'EMOJIN3Y,
YTO COBIA/JAET C PE3YIBTATAMHU JIPYTUX UCCIEAOBAHUI, B
KOTOPBIX IINU30LUTBl B Ma3KaX NEPUMEPUIECKOI KPOBU
ObUIM OOHAPYKEHBI CO CXOAHOM 4acTOTOM (8, 21].

V 6onbpmuHCTBA TanueHToB ¢ KADC, HE3aBUCUMO OT
KIMHUYECKOI'O BAPUAHTA (TIEPBUYHBIN MJIM BTOPUYHBIN),
BBIABJIIIOT aHTHAAEPHBIE aHTHTENA (ANA). OfHaKko npu
[TADC ux TUTpP 3HAYUTEILHO HIDKE, 4eM Iipu CKB, y 60i1b-
HBIX KOTOPOI, KDOME TOT'O, BBIAB/LAIOT AHTUTENIA K IBYCIIU-
pasnbHOI THK [6, 8].

Hepenxum ocnoxHenneM KADC, OTMEUEHHBIM Y
13—22% 6ombHbIX, sBisercst IBC-cungpom [6, 8, 12, 25].
Ero quarHoCTUpyIoT Ha OCHOBAHWUU CHIDKECHUA B KDOBU
KOHLEHTPpALMU (PUOPUHOIE€HA, OBBIIEHUS — IIPO/IYKTOB
jerpaganuu pudpunorena (I110), yanuHeHus nporpoM-
OGUHOBOI'O U TPOMOMHOBOI'O BPEMEHH, TPOMOOLUTOIIE-
Huu. [Tocnenusas OKa3anach €IMHCTBEHHBIM CUMIITOMOM,
4aCcToTa KOTOPOTO pasnuyaerca npu KADPC, ociox-
HEHHOM U HE OCJIOXHEHHOM /[IBC-cnHAPOMOM. AHAIN3
KJIMHUYECKON KAPTUHBI U TAOOPATOPHBIX MPOSIBICHUN
173 maunenTos ¢ KAOC — B ToM uncie 23 (13%) ¢ IBC-
CHUHJPOMOM, — IIOJIHBIE JJAHHBIE O KOTOPBIX UMEJIUChH K
OKT40pI0 2003 I. B Perucrpe, He BIABWI PA3IMYULL MEXKIY
3TUMHU AByM:A rpynnaMu 00abHbIX KAPC Hu 1o ogHOMy
NPU3HAKY (JEMOIPA(PUIECKOMY, KINHUKO-IA00paATOP-
HOMY, IMMYHOJIOTHYECKOMY), KPOME TPOMOOLIUTOIIEHUH,
KoTOpas 6bu1a 06HaApYyx)eHa V 100% 60mpHBIX KADC C
ABC-cungpoMoM u 59% — y 60abHbIX KADC 6€3 Hero
(p<0,001) [12]. JOCTaTOYHO BBICOKASA YACTOTA PA3BUTHA
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JOBC-cunapoma nipu KA®C pgana R.A. Asherson u COaBT.
OCHOBAHHE OOCYXIATb CXOACTBO NATO(PUZUOIOTMUECKUX
MEXAHU3MOB U TPUITEPHBIX (DAKTOPOB OOOUX COCTOSHUI
Cpenu OCIEAHNUX 0COO0€ 3HAYECHUE TPUAAECTCA AUCHYHK-
UMM OCHOBHBIX AHTHUKOAT'YJIAHTHBIX CUCTEM OPIaHMU3Ma
(cucreme nporenHa C u (pUOPUHOIN3A), IIPUCYIIEN KAK
JBC, Tak 1 A®C, 1 UH(EKIUUA. ABTOPBI IPE/JIATAIOT IAKE
IIPOBOAUTH CKPUHUHT Ha ADA BceM 00IbHBIM ¢ [IBC-cuHj-
POMOM, IPUYKUHA KOTOPOI'O HE ACHA, U, C APYTOU CTOPOHBD,
NIPY PA3BUTHH MTOCJIETHETO Y MAITUEHTOB C ADC UCKITIOYATh
€I'0 KATACTPO(UYIECKUIT BAPUAHT.

JIeaenne KA®C

[Tpu nopgospenun Ha pazsurue KAOGC neobxogumo
HE3AMEINTEILHO HAYUHATD ArPECCUBHYIO MHOT'OKOM-
MOHEHTHYIO TEPANMIO, OCHOBY KOTOPOM COCTABJIAIOT
AHTUKOAT'YJIAHTBI, KOPTUKOCTEPOUIBI, IIIA3MOOOMEH
U /VTH BHYTPUBCHHBIN IMMYHOITIOOYIMH [21, 22, 33, 60].
PanmsAsa TUarHOCTUKA U CBOEBPEMEHHO HAYATASA A[JCKBAT-
HAs TE€PAINA IIO3BOJIWIN B IIOCIECAHEE BPEM YMEHDIINUTD
cMepTHOCTD 0T KAPC Ha 20%: ecn Brieprog, 1992-2000 1T.
BO BPEMA OCTPOTO AMMU304d YMUPAIU 53% OOIBbHBIX, TO B
nepuozp 2001-2005 1T. ieTanbHOCTh cocTasmna 33% [21].
B 3HAYNTEILHON CTENEHU YIIy4IIEHUE TPOTrHO3a IIpu KADC
CT4JI0 BO3MOKHBIM OJIArofapsi MOSABICHUIO MEKIYHAPO-
HBIX PEKOMEH/IAITUH 110 €TI0 IMATHOCTUKE U 1eueHuIo [10].
B coorBercTBum ¢ HuMu jieueHre KADOC 10/KHO BKIIIOYATh
B ce6s MPOPUIAKTUUECKYIO TEPAITUIO, HAIPABIECHHYIO HA
€ro MPEAOTBPANIEHNUE Y MAIUEHTOB ¢ APC U BBICOKUM
PUCKOM I'€HEPAIU3ZOBAHHBIX MUKPOLIUPKYIATOPHBIX
TPOMOO30B, 4 B CJIyYA€ UX PA3BUTUA — CIELA(PUUECKYIO U
HECIEIU(PUIECKYIO TEPATTNIO.

IIpodrrakTHIeCcKas Tepanus

ITOCKOJIBKY OCHOBHBIMM TPUITEPHBIMU (PAKTOPAMU
KADC aBs10TCS MH(EKLIN, XUPYPIUIECKUE ONIEPALIUY U
6epEMEHHOCTb, TPOPUIAKTUYECKYIO TEPATIHIO I1ENIECO00-
Pa3HO IPOBOAUTH Y 60IBHBIX ADC, UMEIOMINX 3TU (PAKTOPBI
pucka. [Tpu mo60#, faxxe 6aHIbHOU, MH(PEKIIMHI PEKOMEH-
JIOBAHO HA3HAYEHHUE COOTBETCTBYIOMIUX AHTUOUOTHUKOB.
B mmase moAroToBKU K JTIOOBIM, B TOM YUCJIE U «MAJTBIM»,
OIEPATUBHBIM BMEMIATEIbCTBAM IIOKA3aH NIEPEBOJ, 6OIIb-
HBIX C HENPAMBIX dHTUKOAI'Y/IHTOB HA IIAPEHTEPAIBLHOE
JIEYEHHE T'€IAPUHAMU — HE(PPAKIUOHUPOBAHHBIM HIU
HU3KOMOJIEKYJIAPHBIMU. JKenmuHam ¢ APC nocie pogos
CJIEYET TIPOJIOJDKATD JIEYEHHE TENAPUHAMU EIIE KAK MU-
HUMyM 6 HEJI,

Hecneyugpuuecxan mepanusn

BONbHBIX, Y KOTOPBIX JUATHOCTUPOBAH JOCTOBEPHDIN
nnu BeposaTHbINT KADC, ceyeT neduTh B OT/EIEHUAX
HMHTEHCUBHOM TEPAIINHU B CBA3U C PA3BUBAIOLICICS IOJIH-
OPTraHHOM HEAOCTATOYHOCTBIO. TAKUM ITAITUEHTAM MOXKET
MOHAZOOUTLCA IPUMEHEHUE IFEMOIUAIN3A IPU PA3BUTUN
OIIH, UCKyCCTBEHHA BEHTHIALIMA JIETKUX — IIPU PA3BUTUN
OPJIC, nHOTpONHAA NOAIECPIKKA — IIPH PA3BUTUNA OCTPOU
CEPAEYHON HEJOCTATOUHOCTH. HEOOXOJMMO HEMEJIEHHO
YCTPAHUTDL BO3MOKHBIC ITyCKOBBIE (pakTopbl KADC, oco-
GEHHO MH(PEKLIUOHHBIE, JUIA YETO PEKOMEHYIOT HA3HAYATD
AHTUOMOTUKU ITPU MAJIEHIIIEM IOZI03PEHNHN Ha MH(PEKITNIO,
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HHOIIA IO IIOJTy4EHUS PE3YNBTATOB OAKTEPUOIOIMUECKOIO
AHAIN32. BOJIBbHBIM, Y KOTOPBIX UIMEETCS TKAHEBOU HEKPO3,
HEOOXOAMMA HEMEJICHHAS ONEPALINA HEKPIKTOMUU WX
JAKE AMITyTALMN, KOTOPBIE MOI'YT CYIIECTBECHHO Y/Iy4IINTh
poruo3 (2,33, 60]. Ipu passurnu Tspkenoi Al BeieicTBre
noueyHort TMA vy, peske, TpoM603a ApTEprr /BEHBI TIOKA-
34HA ArPECCUBHAS AHTUTUIIEPTEH3UBHAS TEPATIVS, BKILIOYUAs
XUPYPIUYECKUE METOABL 11 IPO(PIIAKTUKI CTPECCOBBIX
438 JKKT pekoMeHAyIoT npuMeHeHue 6;10kaTopos H2-pe-
LIENTOPOB WX UHTMOUTOPOB IIPOTOHHON ITOMIIBL

Cneyugpuueckan mepanus

Crnenuguueckas repanus KA®C nanpasinena Ha no-
JABJIEHUE OCHOBHBIX €I'0 TIATOI€HETUYECCKAX MEXAHU3MOB:
AKTUBALIMH CBEPTHIBAIOIIEH CUCTEMbI KDOBH, IIPOBOLIUPY-
IOIIEI HEIIPEPLIBHOE TPOMOOOOPAZ0BAHUE, N30BITOYHON
NIPOAYKIIMY [INTOKUHOB, 4 TaKKe yaanenue aPA. B coor-
BETCTBUH C ITUMHU LIEJIMU TEPAITUEH «TI€PBOI IMHUM» IIPU
KADC cunTalor KOMOMHALUIO AaHTUKOAT'Y/LIHTOB, KOPTH-
KOCTEPOUJOB U INIA3MOOOMEHA, B CJIy4d€ HEAOCTATOYHON
1X 3(PHEKTUBHOCTU PEKOMEHAYIOT JOOABIATD BHYTPUBEH-
HBII UMMYHOIIOOYINH [21]. TIprumenenue nukiodocdana
OIPABJAHO Y MAITUEHTOB C «BTOPUYHBIM> KADC nipu CKB
WK BACKyIUTaX. Mcnonb3oBanue puOPUHOIUTUKOB
(TKaHEBOM AKTUBATOP IUIA3MUHOTEHA, CTPENTOKNHA3,
YPOKHHA32) MOXKET UI'PATh BAKHYIO POJIb IIPU JICUECHUU
KADC, peppakTepHOro K METOLAM «II€PBOI IMHUM», KOT A
HE YA€TCs BO3AENCTBOBATD HA IIPOLIECCHI HEMTPEPBIBHOI'O
TpoMO006Pa3oBaHuUsl. OJJHAKO B HACTOAIIEE BPEMS 3T
I'PYIIIA IPENAPATOB IPUMEHAETCS PEAKO U3-34 OITACHOCTU
TSKEJTBIX TEMOPPATHUECKUX OCJIOKHEHUI [21, 22, 33, 60).

Anmuxoazyaanmot

OCHOBHBIM METOAOM AaHTUKOATYJIAHTHOU TEPAIIMH BO
BpeMa ocTporo nepuoga KADOC aBnaerca BHyTPUBEHHOE
BBEJICHUE renapuHa. [Ipenapar tHruoupyer o0pa3oBaHue
TPOMOOB 32 CYET AKTUBALUK AHTUTPOMOMHA 1 BbI3bIBAET
JIM3UC CI'yCTKOB. CyTOYHAA [JO34 TE€NAPUHA COCTABJIACT
20 000 E[I, mpoJOJDKATENBHOCTD JiedeHus — 7—10 Hel.
BO3MOXHO TaKKe NPUMEHEHUE HU3KOMOJIEKY/IAPHBIX
T'€IIAPMHOB. Beie 3a 3TMM HA3HAYAIOT BAP(MAPUH B JO3E,
MIO3BOJIAIOIIEN MTOAJIEPKUBATD 11e1€BOU YypoBeHb MHO
3—3,5 HA JUIMTEJIbHBIN CPOK, BO3MOXKHO ITOKU3HEHHO.
AHTHKOAI'YJIAHTHAS TEPANNA ABJIACTCI OCHOBHBIM (PAKTO-
POM GIaronpUsATHOrO NPOoruosa npu KAGC: cMepTHOCTh
GOJIbHBIX, TOJTyY4BIIMX AHTUKOAT'YJIIHTBL, OKA3JIACh IOYTH
BTPOE HWKE I10 CPABHEHUIO C TEMH, KOMY HE ITPOBOAMIIOCH
TaKoe jedenue (26,9 n 77,8% coOTBETCTBEHHO) [21].

Kopmuxocmepouowot

[Tpumenenue Kopruxkocreponsos npu KAPC na-
IIPABJICHO HA KYNMPOBAHUE IIPOABICHUN CUHIPOMA
CHUCTEMHOI'O BOCIIAJIUTEILHOIO OTBETA, IIOCKOJIbKY OHU
WHTUOUPYIOT U30BITOYHYIO TIPOJYKIUIO [IUTOKUHOB, 10-
JABJIAA TYMOPAJIbHBIN U KJIETOYHBIM UMMYHHBIA OTBET.
KpoMme Toro, KOpTUKOCTEPOU/Ibl MOI'YT HUHIMOUPOBATD
MeanaTopel aPA-OnOCPEJOBAHHOIO TPOMOOOOPA30Ba-
HIS, YTO IO3BOJIAET PEKOMEHJOBATD UX BCEM MAITUEHTAM
¢ KADC [22, 60]. TTpemapatsl CieayeT Ha3HAYATb TOJIBKO
B KOMOMHAIIMM C AaHTUKOATYJIAHTAMH, IIOCKOJIbKY, KaK
6BUIO TIOKA34HO, MOHOTEPANUA KOPTUKOCTEPOUAMHU
HE NIPEAOTBPALIACT AATBHEUIIETO TPOMOOOOPA30BAHUS
U, CJIEJIOBATENIBHO, YXYAIIACT IPOTHO3 601bHBIX KADC.
Hanbonee pacipoCTPpaHEHHBIM METOOM JICYEHUSA NIPU

214 Hedponornn n gnanus - T. 12, N3 2010

H.J1. Kosnosckas, H.A. Tomnura, E.C. Cronapesuy, J1.C. bupiokosa, MA. Ckpabuna, E.B. Kanbarosa, B.B. Bapacuw, M.E. Xykosa

KA®C aBngeTcsa myabC-TePANU METUIIPEJHU30JIOHOM
(1000 mMr/cyT), KOTOPYIO IPOBOAST B TEUECHUE 3—5 AHEH,
IIOCJIE YETO BHYTPb HA3HAYAIOT BBICOKUE O3Bl IPEJHU30-
JioHa (1-2 Mr/Kr/cyr).
ITnazmooomen

[1123MOOOMEH C 3AMEIEHUEM Y/IAJEHHON II71a3MBbI
AIEKBATHBIM OOBEMOM CBEKE3AMOPOKEHHON II1a3MBI
(C3IT) npu KADC cranu IpUMEHATD 110 AHAIOIUH C TPOM-
60TUYECKON TPOMOOLUTOIIEHNYECKOI Iyprypot (TTIT),
I7I€ 3TO JIEYEHUE ABIIAETCA METO/IOM BBIOOPA. XOTS TOUHBIN
MEXAHU3M JeNCTBYA I1a3Moo6MeHa Tpu KADC 10 cux mop
HEUBBECTEH, I10JIAraI0T, YTO €10 3PPEKTUBHOCT OOYCIIOB-
sieHa ypaneHueM a®A; a taxke 1uTokuHOB (TNF-o, 1L-1,
IL-6) u komruiemeHTa. C Ipyrot cTopoHsl, BBofiMast C3I1
COLEPXKUT B COATAHCUPOBAHHOM KOJIMYECTBE OCHOBHBIC
AHTUKOAT'YJIAHTHI — AHTUTPOMOMH, TPOTEUHEI C U S, HEOO-
XOIUMBIE JIs1 TOJJABJIEHNA TPOMOOOOPA30BaHNA Y GOJIBHBIX
KADC. I1123M03AMEMAIOMYIO TEPAIUIO PEKOMEHYIOT
MIPOBOJIUTD B TCYCHUE KAK MUHUMYM 5—7 THEH, yAJIsIs 1O
2—3 J1 T1a3MBbl €KEHEBHO. OOIas MPOIOIKUTETBHOCTD
JICYEHUA TUIA3MOOOMEHOM HE OIPEEICHA U 3ABUCUT OT
OTBETA MMALMECHTA.

Buympugenuwiti ummyHno2100)Iun

BHYTpUBEHHDBIN UMMYHOITIOOYINH OJIOKUPYET CUHTES
[IATOJIOTMYECKUX dyTOAHTUTEN Y YBEIUYUBAET KATA0OIU3M
LIUPKYJIUPYIOLIETO MATONOrUYeCKOro IgG, nopasnaer
MIPOAYKIIUIO HUTOKUHOB. AHTUM/IMOTUIINYECKOE JJICUCTBUE
BHYTPUBEHHOI'O UMMYHOIJIOOY/INHA, HATIPABJIEHHOE IIPO-
TUB a®A, CIOCOOCTBYET YMEHBIIEHUIO UX IPOAYKLIIUN U
HEHTPATM3AITNH TTATOTCHETHYCCKOTO IOTEHI A [22, 60].
PexomenjoBanHasA 1034 Ipernapara cocrasuaeT 0,4 1/CyT/Kr
MACCBI TEJIA B TCUCHME 45 [HE. JIeueHre BHYTPUBCHHBIM
HMMMYHOIVIOOYJIMHOM IIPEATIOYTUTEIBHEE IIPOBOAUTD GOJIb-
HBIM C TpOMOOIIATONIEHHEN U arteHTaM ¢ KAOC m nH(eK-
1yen 61aro/1apsi €ro BBIPAKEHHON aHTUOAKTEPUATILHOH U
AHTUBUPYCHOH aKTUBHOCTU. D(PHEKTUBHOCTD U30JIHUPO-
BAHHOI'O IPUMEHEHUS BHYTPUBEHHOI'O UIMMYHOITIOOY/IMHA
npu KA®C He 10Ka33aHa, OIHAKO COYETAHHUE €TI0 C ILIA3-
MOOOMEHOM, AHTUKOATYJIIHTAMU M KOPTUKOCTEPOUAMU
VIIYUIIAIO BBLKMBAEMOCTD OOJBHBIX [21]. CBOEBPEMEHHO
HAYATAs, TAKASA TEPATNA CIOCOOHA M3MEHUTD ITPOrHO3 IAKE
B O4€HD TOKENBIX C1ydanax KADC [39].

Pumyrxcumaod

Putykcumab — XuMepruIeCKre MOHOKIOHAIBHBIE AHTHU-
Tenna K CD20-anrureny — MeMOPaHHOMY O€JIKY, 3KCIIPECCHU-
pyeMoMy Ha TOBepxXHOCTU B-mum@onintos. HeaBHO 6bl1a
NIPOAEMOHCTPUPOBAHA €TI0 A(PPEKTUBHOCTD B JIEYCHUN
pedpaxkTepHO K IIa3MO3aMEITAIONICH TEPATIUN U PEITU-
musupytomeit TTI1, 06ycoBIeHHOU BEIPAOOTKOH AaHTHUTEN
K ADAMTS 13 [38]. B nacrosmee BpeMs, 10 aHAJIOIUU C
TTII, npeanpUHUMAIOTCS MOMNBITKA JICYCHUA PUTYKCUMA-
60M [PYIUX MUKPOAHIMONATUYECKUX CUHPOMOB, B TOM
YHCJIE HEKOTOPHIX BapuanToB ADC [34]. B eAMHMYHbBIX
HAOJIO/ICHUSX TTOKa3aHa 3(PEKTUBHOCTD TIPENAPaTa PU
KA®DC [34, 50].

IIporno3s mpu KA®C

Hccenenoanus mporuo3a 60abHeIX KAQC HEMHOTOUmC-
JIEHHBI 1 OCHOBAHBI HA MU3y4EHUU JJAHHBIX MEKIYHAPOHOIO
peructpa[21,22]. 113 250 601bHBIX, BKITIOYECHHBIX B Peructp
K peBpaio 2005 1., 114 (46%) ymepiu BO BpeMst OCTPOTO
3MU30713, 54% GONBHBIX BBLKWIIN. Hanboee yaCcThIMU IPU-
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YHUHAMH CMEPTH OKA3TUCh: TOPAKEHUE FOJIOBHOTO MO3Ta
(IpenMyIIECTBEHHO NIIEMUYECKUI MH(PAPKT) —V 27,2% 1a-
[UCHTOB, MOpaXeHue cepina — y 19,8%, nnpexkuuu — y
19,8%, MOMMOPraHHAs HETOCTATOYHOCTD — 17,3%, Topaxe-
HUe JIETKUX — Y 9,9% n nopaxxenue XKKT —y 4,9% GOIbHBIX.
J1s uieHTU(PUKAIIMN IPOIHOCTUYECKUX (PAKTOPOB Y
narreHToB ¢ KA®C 6bUtH MPOAHATU3UPOBAHBI JIEMOTPA-
(pryeckre, KTMHUYECKUE U UMMYHOJIOTHYECKUC JTAHHBIC,
4 TAKXKE CBEACHUS O PEKNMAX JICUEHUS. MexXy yMepIMu
Y BBUKUBIITUMU HAIMEHTAMU HE ObUIO BBISIBJICHO PA3INYUN
110 TIOJTy, BO3PACTY, YUCITY IOPAKEHHBIX OPIaHOB, J1abopa-
TOPHBIM ITAPAMETPAM, BKIIOYAA YPOBEHb ADA 1 Hamn4une
1pru3HAKOB JIBC-cunapoMa. C BBICOKOM CMEPTHOCTBIO OKA-
3IUCh acconuUpoBansl Auarto3 CKB (59% nporus 37,9%
npu [TADC), Ham4ure aHTUHYKIEAPHBIX AHTUTEI, TIOPAXKe-
HUE JIETKUX U TTI0Y€EK [ 15, 21]. HEKOTOpBIE PACCMATPUBAIOT B
Ka4eCTBE HEOIArONPUATHOI'O IPOrHOCTUUECKOIO (PAKTOPA
taroke nopaxenue LIHC[52]. TIpakTnyecky eIMHCTBEHHBIM
(paKTOPOM 6JIATOTIPUATHOTO ITPOTHO3A CTATIO UCTIONIB30BA-
HUE AaHTUKOATYJITHTOB: CMEPTHOCTD OOJIBHBIX, TIOTYYABIITHIX
1 HE MOJTyYaBIINX AHTUKOATY/ITHTHYIO TEPATHIO, COCTABHIIA
36,9 u 77,8% coorsercreeHHO (p < 0,0001). AHanmM3 pas-
JIMYHBIX PEKXUMOB KOMOMHUPOBAHHOH TEPAIIUU [10KA3aJI,
YTO JIy4IlIas BBUKMBAEMOCTb OOJIbHBIX ObLId JOCTUTHYTA
MIPY COYCTAHUM AHTUKOATYIISTHTOB, KOPTUKOCTEPOU/IOB U
1a3Mo06MeHa (77,8% BbLKUBINNX) [21]. JledeHue ITUKIO-
pocdanom 6bUI0 ACCOITUUPOBAHO C HOIEEC HUZKOM JICTAb-
HOCTBIO TOJIBKO Y 60JIBbHBIX «BTOpU4YHBIM> KADC npu CKB,
a ipu «a1epBuaHOM> KADC 0Ka3a710Ch HEOIATONPUATHBIM
MIPOTHOCTUYECKUM (DAKTOPOM [15].

JonroBpeMEHHBII IPOrHO3 MAIIUEHTOB, TIEPEHECIINX
KADC, npaxkrnyecku He uzydeH. CerogHa UMeeTC TOIbKO
OJTHO HCCJIEIOBAHUE, B KOTOPOM MPOCIEKEH KATAMHE3
58 60m1bHBIX, BbLKABIIKX ITOCae KADC [32]. [Tepuop Ha-
GIIONICHUS COCTABUI B CpesieM 67 mec. K KOHITy 3TOrO
Cpoka 66% GOMBHBIX GBLTH JKIBBI 1 HE IMEITH KITHHUYCCKUAX
npu3HakoB ADC. Emie y 19% 13 OCTABIINXCA B KUBBIX [TAI-
€HTOB OTMEUEHBI PEITU/INBbI BEHO3HBIX MJIN APTCPUATBHBIX
TPOMOO30B PAZTNYHBIX JJOKUTU3AINH. YMEPIN 9 GONBHBIX,
IIPUYEM 7 U3 HUX — OT NIPUYHH, CBA3aHHBIX C ADC, B TOM
YUCIIE 3 — OT MOJTUOPTAHHON HEJOCTATOUHOCTH B UCXOJIE
nepeneceHHoro KA®C. Hu B ogHOM citydae He Habmoa-
J10¢h peruinBoB KADC. Kax osaraior, nocJIeiHUE PA3BU-
BAIOTCS KparHe penko [13, 24].

HecMOTpst HA TO YTO KONMUYECTBO OONBHBIX ¢ KADC
HEYKIOHHO YBEJIMUUBAETCA, /IO HACTOSMIETO BPEMEHH OC-
TAIOTCS HESCHBIMU IIPUYMHBL, IPUBOJAAIINE K PAZBUTHUIO
IIOJIMOPI'aHHBIX MUKPOLIUPKYJLITOPHBIX TPOMOO30B Y HE-
OOJIBITION YyacTH mareHToB ¢ ADC. CeroiHs O4eBUAHO, YTO
KA®C npeacrasisger co60i HOBYIO (POPMY HEOTIOKHOI
MIATOJIOTHH, KOTOPYIO HEOOXO/TUMO U3y4aTh IPE/ICTABUTE-
JIIM PA3HBIX MEAUIMHCKUX ClIEUAILHOCTEN. [IpruBoguM
COOCTBEHHOE HabmojeHHE BEPOSTHOTO KADC, KOTOPBIM
manudecruposaia CKB.

BonbHas H., 26 net. B 2001 r., 8 Bospacre 20 ner, 8o Bpems
6epemeHHOCTH Bnepabie oTMedeHo nossilwerre AL Poai B cpok, 6es
ocnoxnenuit. B nansrenwem Al ve usmepsana, ao 2006 r. cuntana
cebq 300pOBOJL.

Ocenbio 2006 r. nossunmce 60K B KOAEHHBIX, NAEYEBLIX 1
nokTesbix cyctasax. B nexkabpe 2006 r. otmeTvna BbinaaeHme Bonoc
u cnabocts, ¢ ausaps 2007 r. cranu GecnokouTs 3nusoamyeckme
6OJ'IM B XMBOTE, HE CBA3AHHbIE C MPMEMOM MULLK, TOLLHOTA U PBOTA.
C mas Toro xe roga — ycunerue cnaboCctu, NosBNEeHUe OLLyLIeHMs

LWkona Hedponora

©kapay 1 6onm B noscHKuHoM obnactu. OTMETUNA KOPOTKMH SMU30L
M3MEHEHMS UBETA MOYUM (TOTAQ XE BNEPBbIE BbISBIEHbI USMEHEHMS B
QHANM3AX MOYH, XAPAKTED KOTOPbIX HendsecTeH). B Tedenme cnepy-
joLLero mecsua cnabocTb, aucnencus 1 6onm B NOSCHUYHOM 06AacTy
HAPACTANH, NMPUCOEAMHUIUCH TONOBHBIE BOMM, YXYALIEHUE 3PEHMS,
MNOSBMIIOCh ABOEHME B IMA3AX.

B cBasu ¢ yeunennem 6oneit B snuractpum u psotoi 08.07.07 r.
rocnutanuauposara no karvany CMI. Tpu nocrynnennu octpas
XMPYPryUYeckos NaTONOMs OTBEPrHYTA, BbISBNEHbE AHEMMS, APTEPH-
anbHasg runeptoHusa (Al). B craumorape B Grnxariiune cyTku passuncs
CYBOPOXHBIM NPUNAAOK C NOTEPEN CO3HAHMS, CONMPOBOXAABLLMICS
nosbiwernem ALl no 200/120 mm pr. ct. Tocne npunoaka crana
connmBoi, satopmoxerHor. Coxparsanace suipaxerHas Al Tem-
nepatypa tena nossicunack 4o 38 °C. B knuHuueckom ananuse
kpoeu Hb 108 r/n, neiikoumtsl 4100, nefikountapHas dopmyna bes
ocobennocter, COD 27 mm/uac. B aHanmse moum: 6enok 0,24 r/n,
nemkoumtsl 10-30 8 n/3p, spurtpoumtsl 20—40 8 n/3p. Amunasa kposm
197 E[. BuinonHeHa anMarHoCTMyeckas CIMHHOMO3rOBAs MyHKUMS.
B nukeope: 6enok 1 r/n, uutos 4/3. Mpu KT u MPT ronosroro mosra
B 3QTHINOYHBIX, TEMEHHbIX, NTOBHbIX AOMSX, NOMYLLAPUSX MO3KEUKA,
NOAKOPKOBLIX ALPAX MPEMMYLLECTBEHHO NO BENOMY BELLECTBY Bbl-
ABNEHbI 30HbI NOBLILIEHHOTO MP-CUrHANQ C HEYETKMMM, HEPOBHBIMM
KOHTYPOMM, MECTAMM CIMBAIOLLMECH MEXAY COBOMN, OAHOPOAHON
CTPYKTYpPbI, 6€3 HOKOMNEHUs KOHTPACTHOTO BewwecTsa. LuddysHbii
oTek Mo3ra. Xenyaouku Mo3ra He PACLUMPEH.

B cBA3M c nopo3peHrem Ha sHUedanUT HEACHOM 3THONOTM B0
PACCEAHHbIN SHLEPANOMUENNUT NEPEBEAEHA B HEBPONOTMYECKOE
otpenenve. [Mpu nocrynnequun: cneasl npukyca a3sika. OTekos Her.
Co CTOPOHbI BHYTPEHHMX OPTraHOB 6€3 CyLLECTBEHHbIX OCOOEHHOCTEI.
AL 190/100 mm pT. cT. MeHopparms, pacueHeHHas KaK AMChyHKUMO-
HANbHOE MATOYHOE KpoBOTEYEHWe. B Hesponoruueckom craryce:
NATONOMMYECKUX 3HOKOB HET, ABOEHME NPM B3INSAe B CTOPOHbI,
HOPYLIEHUS KOOPAMHOLMOHHBIX NPOG (BLINOMHAIOTCA HEYBEPEHHO,
¢ mumononanaHuem ¢ obeux ctopoH). Mpu I3 cneunduueckux
bopMm aKTUBHOCTH He BoisineHo, npu M-2XO npusHakos cmeLLeHus
ctpyktyp mosra Het. LanHsie KT u MPT pacueHeHs kak nameHeHus
cocyamcroi npupoasl. [nartos sHuedbanura oteeprHyT. ObpaleHo
BHUMAHWE Ha BbICTPO HapacTaoyio anemuio (Hb 73 r/n) u neitko-
nenmio (J1 3600). B 6roxmmmieckom ananmse kposu: obuimin 6enok
531/n, kpeaturun 166 mkmons/n. B aHanuse moum: oTHOCUTENBHAS
nnotHocts 1020, 6enok 0,09 r/n, neiikounts 3-8 8 n/3p, sputpo-
untel 16=18 & n/3p. Mpu Ixo-KI natonormn He obHapyxeHo. Y3N
OPraHOB BPIOWHOM NONOCTH BLIABUNO AN QY3HBIE USMEHEHHS NEYEHM,
SIAC - kapTvHY NOBEPXHOCTHOO rACTPUTA.

Ha 0cHOBOHMM KIMHMKO-TABOPATOPHBIX AAHHBIX 30NOA03PEHA
cnctemHas kpacHas sonuarka (CKB) ¢ nopaxenmem nouek, LIHC
cncTemsl kposw, B casian ¢ yem 22.07.07 1. GonbHas Guina nepese-
feHa 8 Hebponoruueckyio kinknky [KB Ne 52 r. Mockes, rae us-3a
TsKeCTU cocToaHus rocnntanuauposara 8 OPUT vedponormdeckoro
npoduns.

Mpu nocTynneHnn NpeabsaBnsna xanobsl HA BHIPAXEHHYIO
cnaboCTh, TOWHOTY, 6OMM B NOACHUYHON OBNACTH, KPACHBIA LBET
MOUM U YMEHBLLEHME €€ KONIMYECTBA. [1pH OCMOTPE NEXUT HU3KO,
6neaHa, agMHAMWYHA, 30TOPMOXEHA, coHnvea. OTeku Hor, IMua.
Temnepatypa tena 38,8 °C. B nerkux Ha BCeM NPOTAXEHUM XECTKOE
LbIXAHKE, XpUnbl HE BbiCTyLwvBatoTcs. Omblluku B NOKOE HET. [ panmul
Cepaua cmelleHsl BeBo (Ha 1 cM KHAPYXW OT CPemHeKNioYMYHON
nuHum). Mpu ayckynbTaumm cepaua 8 061acTv BEPXYLWKM BbICTYLIM-
BOETCH CMCTONUYECKMI LIYM, TOHbI OTYETIIMBLIE, PUTM NPABHIbHBIN.
Al 190/110 mm pr. cr., YHCC 108 & 1 mun. Mansnaumsa xmsota
YMEpEeHHO BonesHeHHa B 3nuracTpuu. [edeHs nansnupyeTcs Ha 2 cm
Huxe kpas pebepHoit ayru. Ceneserka, nepudepuueckue imdoyans
He NanbNUPYyIoTC.

T.12, N23 2010 - Hepponorva v gnaaus 215



LLkona Hedponora

[Mpu peHTreHorpaduu rpyaHON KNETKU: NEerouHbiid PUCYHOK C
NPM3HAKAMM 30CTOR, yeureH Gonblue B NPUKOPHEBLIX oTaenax. Y3
noyek: KOHTypbl poBHbie, YeTkne. Pasmepsl 110 X 421 109 x 43 mm,
NAPEHXMMA CPEAHEN IXOreHHOCTH, AnddepeHumaLms KOpKOBOro
v mosrosoro cnoes coxparera. Y1C He pacwmpera. Hedpontos
cnpasa. B ananuse kposu: Hb 67 r/n, sputpounts 2.250.000, nei-
kouuTsl 2400, TpomGoumTs 110 000 (8 nosTopHom ananuze 58 000),
CO3 22 mm/u. B an. moum: 6enok 2,5 r/n, nerikountsl 2—4 8 n/3p,
3PUTPOLMTHI MOKPBIBAIOT BCE Nona 3peHus. B Gruoxmmueckom aHa-
nuze kposu: kpeatuHun 0,16—0,29 mmons/n, mouesura 9 mmons/n,
6unmpy6un 10,1 mxmons/n, ACT 67 En., AT 14 En., CPB 5,4 mr/n,
obwwmit 6enok 54 r/n, ansbymunsl 25,5 r/n, o-rmobynuusl 12,9%,
oly-rnobynunbl 13,9%, B-rmobynunsl 14,2%, y-rnobynuns 22%. AT
He uccneposara. Amunasa 189 E[l. Mo paHHbIM ceponormyeckoro
ncenegosanms kposu: AHD 1:320 (octanbHbie TECTb MO TEXHUYECKMM
MPHYMHAM BHIMONHWTL HE YAANOCS).

MonyuenHsie gamHbie nossonunu noatsepants anarHos CKB
¢ nopaxeruem nouek, LIHC u cucremsl kposu. Xapaktep Teuermsa
MOYEYHOrO NPOLECCA AABA OCHOBAHMS TPAKTOBATL €0 KAK ObICT-
pOnpOorpeccupyioLLmit BonuaHouHsi HedpuT (BH), oaHako ot swinon-
HEHWs BUONCHM MOYKM MPHULLAOCH BO3AEPXATHCS U3-30 BLIPAXEHHOM
TPOMBOLMTONEHNM.

B cBAsK C TAXECTbIO COCTOAHMA Yepes3 CyTKM nocne nocTyn-
NEHWA HAYATO NEeYeHUe KOPTUKOCTEPOMAGMM: MPOBEAEHA MyNbC-
Tepanus metunnpeaHnsonoHom no 1000 Mr BHyTPMBEHHO TPHXab!
(23-25.07.07 r.), HasHaueH npeaHu3onoH BHyTps B gose 60 mr/cyT.
[MpennpuHATas B 3TO e BPpems NONbITKA NeYeHHs MUKObEHONATAMM
(MandopTHK) He yaanacs u3-3a nosBneHmus Gonei B XMBOTE W AMAPEN.
Mostomy yepes 17 aHeit nocne NOCTynneHUs HaYaTs BOMOCHbIE
BHYTPMBEHHbIE BBEAeHUs Luknodochara no 200 mr ¢ uHTepsanom
48-72 uaca (scero seenero 2000 mr). OnHospemerHo nposoan-
NUCb QHTUTMNEPTEH3NBHAS TEPANMS, FEMOTPAHCDY3HM, HOZHAYEHDI
npenapatsl 3putponostiHa (pekopmon no 6000 Ea./Hen.). Mocne
NepBOro BBEAEHWA METUNPEAA TEMNEPATYPA TENA HOPMANU3o-
BQNQACh, COCTOAHWE BOMBLHOM HECKOMBKO YIyuWMIOCh, HO 0buwias
30TOPMOXEHHOCTL COXpaHsnack. bonu B xusote npekpatunuce,
OfIHOKO OTMEYEHO BECCHMITOMHOE MOBLILIEHUE AMUA3b! KPOBM AO
750 E[l ¢ nocneayrouei CoHTAHHON HOPMANW3AUMEN.

Yepes 2 Hepenu OT HOYANA TEPANUM PELMANBMPOBANK GONK B
XMBOTE, BO30OHOBMIACH PBOTA, YTO COMPOBOXAANOCH MOBTOPHbIM
nossiwenrem amunassl kposu go 1094 E[. uartoctuposaH nax-
KPEeaTHT, 1030 NPeaHM30noHa BeicTpo cHmxera no 50 v nanee no
40 mr/cyt. Mocne BeeneHust MHMOUTOPOB NPOTEA3 M OKTPEOTUAA
SBNEHWA NAHKPEATUTA PErpeccMpoBanu, Ho obliee cocToaHWe
6onbHOM OCTABANOCH TAxenbM. becrokownu ronosHble 6omm, npo-
rpecampyiowwas cnabocTb, COXPAHANACH 0BLIAs 3ATOPMOXKEHHOCTb.
HecmoTps HO NPORONXABLWYIOCS NATOrEHETUYECKYIO TEPANUIO, HA-
POCTANA NOYEYHAs HELOCTATOYHOCTb, Al C TPYAOM M NWLLIL YACTUYHO
YCTYNQNQa QHTUIMNEPTEH3MBHOM TEPANMU, OCTABAMCh BLIPAXEHHbIE
npotennypus (3,0—1,4 r/cyT) v remaTypus (3pUTPOLMTEI NOKPLIBANH
Bce nona 3penusa). Coxpansnmnce Tsxenas anemus (Hb 75 r/n) u
Tpomboumtonerua (74 000 B 1 mkn), 4TO He NO3BONANO BLINOAHNTL
6uoncmio noukn. OBpaLLany Ha cebs BHUMAHME MHOXECTBEHHbIE,
PO3HBIX PA3MEPOB MOAKOXHbBIE KDOBOWINUAHWA HA TYNOBMLLE W
KOHEYHOCTSX, FeMATOMBI B MECTOX MYyHKLMK NepUbepUYeckux BeH.
Bosobrosunocs neoerme B rasax, u 09.08.07 r., uepes 2,5 Hepenu
MoCAe HaYaNa TEPanuM, Ha GOHE YMEHbLIEHNA AMYPE3a 1 HOPACTa-
HMSl OTEKOB, NOBBILLEHHA YPOBHA KpeaTuHWHa kposu o 0,58 mmorns /n
n runepkanvemmn (K nnasmel 6,1 monb/n) nostopuncs 60mbLION
CYyBOPOXHbIA NPUMNAROK C NOTEPEN CO3HAHMS.

B cBSI31 C NOKA3AHMAMM K SKCTPEHHOMY rEMOAMANKM3Y NPEANPH-
HATA NOMBITKA KATETEPU3ALMM NOAKTIOYUYHON BEHBI, OCTIOXHMBLIAACSH
06pa30BaHMEM OBLWMPHOM NOAKOXHOM remMaToMsl (TPOMBOUMUTHI
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kposn 51 000 8 1 mkn). C 10.08.07 r. nocne Hanoxerws cocyancroro
[OCTYNa KaTeTepusaumert 6eapeHHON BEHbI HAYATO NeyeHne nNpo-
TPAMMHBIM TEMOAMANM30OM, HO GOHE KOTOPOro BLICTPO PA3BMAACH
onuroaHypus. lanbHeiwee Teyerre 6one3Hn XapakTepusosanocs
CTABUILHO THXENbIM OBLLMM COCTOSHUEM, HOPACTAIOLLEN PE3HaMLLEN
cnabOoCTbIO, M3-30 KOTOPOM 6ONbHAS NPAKTUYECKM HE MOTIA BCTABATH
¢ noctenu, Al, pE3UCTEHTHOM K UHTEHCUBHOM AHTUMMNEPTEH3UBHOM
tepanmu. Mepcnctuposanu anemms (Hb 66=75 r/n) u Tpomboumto-
nenus (57 000—-86 000). Yacro peunamnemposanu 6onu B xuBOTE,
CONPOBOXAABLUMECH TOLUHOTOM, PBOTOM M TDOH3UTOPHBIM MOBbILLE-
HUEM ypOBHs amunassl kposu (10—15-kpaTtHbim), koTopsle paccmart-
PUBQNYM KK NPOABAEHMS NOHKPEATUTA. DTOT AMArHO3 OrPAHUYMBAN
BO3MOXHOCTb NPOBEAEHNA ANEKBATHON MMMYHOCYNPECCUBHOM
tepanmn CKB, nockonbky TpeGoBasn NPUMEHEHHS CHUKEHHOM A03bI
koptukocteponnos. [pu IMAC B 310T Nepuoa Guina shigeneHa kap-
TUHO GUOPHUHO3HOTO 330 AMUTA, XPOHUYECKOTO FACTPOAYOLEHHUTA U
LYOAEHO-TACTPANLHOTO pedrioKca.

HanbHeliwee yxyaweHe coCTOAHUS BONbHOM HACTYNUANO
26.09.07 r. OTMeueH HOBbIM MU304 NUXOPALKM C NOBBILLEHUEM
Temnepartypsl Tena ao 38 °C, COXpaHAIOWENCA Ha STOM YPOBHE B
TeueHue 10 aHeN M conpoBOXAGOLENCs Gonamm B rPYAHON KneTke
NP AbIXOHWM, KALNEM C TPYAHO OTAENSEMON MOKPOTOM, YCUNEHUEM
rEMOPPArMYECKMX BICHINAHMI HA KOXE FONEHEN M CTOM, MOABAEHUEM
Makporemarypuu. TOraa e pasBuaoCh HArHOEHUE FeMATOMbI IEBOH
cronsl. KnuHMyeckn anarHoCcTMpoBaHa ABYCTOPOHHSS MHEBMOHMS,
ocnoxHuswas teverne CKB. fnarHos noarsepsxaeH peHTreHonoru-
YECKM: ONPERENSINCh M3BLITOYHOCTb IETOYHOTO PUCYHKA B MEAMASb-
HbIX OTAENAX, CNPABA HEPABHOMEPHOE MOHWXKEHWE MPO3PAYHOCTH
NEroYHOM TKAHH, YBENMUYEHUE PA3MEPOB Cepala. B nocesax kposu
M OTLENAEMOrO W3 PAHb OBHAPYXEHA CMHETHOWHAS MANouKa, B
nocesax MOKpOTH — rpubsl posa Kananaa, 4o cempeTenscreosano
0 PA3BUTUM CENTUYECKOTO COCTOsHMS. Ha doHe npogomxatowierocst
neyenms npearnzonoHom (40 mr/cyT) npoBOAMNACH MOCCUBHAS OHTH-
6AKTEPUALHARA TEPANHS C BHYTPUBEHHBIM BBEAEHWEM LETA3MANMA,
0 30TEM TMEHAMA B COMETAHMM C ANDIIIOKAHOM, 4TO CMOCOBCTBOBANO
CTOBMNM3ALMK COCTOSIHUA M HEKOTOPOMY YITyULLEHMIO CAOMOUYBCTBMS!
60115HOM. [1pH KOHTPOEHOM PEHTTEHOBCKOM MCCIIEAOBAHMM MPYLAHOM
knetkn 06.10.07 r. oTMeYEH NONOXMTENBHAA AMHOMMKA C YMEHb-
LIEHUEM UHPUILTPATUBHBIX M3MEHEHMH B Nerkux. [TOBTOPHBIN Noces
KPOBM HE BLISBMI GAKTEPMANBHOTO POCTA.

Oatako 09.10.07 r. BHe3anHO passunacs cnabocTs B pykax u
HOTaX, CONPOBOXAABLIASCH HAPYyLLEHUEM peun. CPOUYHO KOHCYNbTH-
POBAHA HEBPONOTOM: B CO3HAHMM, B PEYEBOM KOHTAKT HE BCTYNAET,
KOMOHAb! He BbinonHseT. IuddepeHunansHblii anarHos nposoamncs
mexay OHMK u cenTuyeckum nopaxeHnem ronoBHOTO MO3ra.
BuinonHeHa niombansHaa nyHKUMS — MKBOP BLITEKAET YACTHIMM
kannsmu, npo3padrsii, 6enok 0,3 r/n, uutos 3/3. 3akniouenne: otex
FOSIOBHOTO MO3Td, LAHHBIE 30 CEMNTUYECKOE MOPAXKEHUE NOCNEAHETO
n OHMK orcytcTayior.

16.10.07 .y nQUMEHTKM PA3BUNOCH XEMYAOYHO-KMLLIEYHOE KPO-
BOTEYEHHME, NPOAOIKOBLIEECS B TeueHue 6 cyTok. [Tpu noBTOpPHOJ
IrAC - kaptura ractpura. [Mprem npeaHn3onoHa BHYTPs 30MEHEH
BHyTpMBEHHbIM BBeaeHuem (180 mr/cyt). C 3moro momeHTa akTve-
HAS UIMMYHOCYNPECCHBHAA TEPANUA NMPAKTUYECKM MPEKPALLEHA.
20.10.07 r. pa3suncs NOBTOPHbIN CYAOPOXHBIN MPUMNOLOK C NOTEPEH
CO3HAHMA, a cnycTs npumepHo 2 Hepenm (co 02.11.07 r.) cynoporu
CTQNW NOBTOPSITBCS NOYTH EXEAHEBHO. [1pK NOBTOPHOM MMMYHONO-
TMYECKOM UCCNELOBAHNM KPOBM B 3TOT NEPUOL AHTUTENA K HATUBHON
IHK 21 (Hopma po 20), kpuornobyaunsl 1+, LIMK 56 ea. (N go 130),
yposenb & kposn C3 85 mr/an (N 70-120).

16.11.07 r. npu KT ronosHoro mosra ebisieneqsl obbemHoe 06-
PO30BAHME NIEBON TEMEHHOM AOMM, OYATrOBbIE U3MEHEHWS NPABON
TEMEHHO 10K, 10 3aKOYEHMIO HEMPOXMPYPTa — FEMATOMA SIEBOH



Karacrpoduieckmit aHTUGOCHOMMMAHBIA CUHAPOM Y MONOAOM BONLHON CUCTEMHOM KPACHOM BONYAHKO!

TEMEHHO LonK; onepaTtreHoe nevenme He nokasaxo. 20.11.07 1. Ha
dore nosbiwerna ALL no 200/100 mm pT. cT., conposoxaasLerocs
PE3KOM FONIOBHOM BOBIO C LIYMOM B YLIOX, PA3BMIACH ATOHMYECKAS
koma. IMarHoCTMPOBAHO KPOBOWSNHAHME B NIEBYIO TEMEHHYIO LOMIO
c npopbisom kposu B xenynouku. 24.11.07 Hactynuna cmepts
6OMLHOI.

Knnnuyeckmit anarnos

CucremHas kpacHas Bonuarka ¢ nopaxeruem nodek, LIHC, ner-
kux, cuctemsl kposwu, opranos XKT, koxu. Beictponporpeccupyiolmit
rMoMepynoHedPUT, HeppPOTUIECKMI CUHAPOM. TepmuHanbHas XITH.
Jleuerne remognanusom.

OnutensHas uMMmyHoCcynpeccueHas Tepanus. [BycTopoHHssa
nHesmonua. Cencuc.

XpoHHyeckuit naHkpeaTt, obocTpeHie.

OHMK no remopparnueckomy Tuny. BHytpumosrosas rematoma
nesow TemeHHoN obnactu. OTek ronoBHOrO MO3ra.

Anemms. Tpombountonerusa. IBC-cungpom.

XKenynouHo-kuweunoe kposoteyerne ot 20.11.07 .

[Maronoro-aHaromuyeckoe uccnepoBaqme

B ronoBHOM MO3re 04QroBbIE KPOBOM3NMAHMS B KOPKOBOM W MO3-
rOBOM CJ10€ PA3HOI LOBHOCTH. BOoKpyr KpoBOM3NUsSIHIIA pa3pexeHue
W oTek Genoro BewecTsa, NOBLILEHHOE KOMMYECTBO MUKPOIMM,
BCTPEYQIOTCA B HEDOSBLUIOM KOMMYECTBE HEMTPODUIBHBIE NEMKOLMTS.
BHe kposouanuaHuit oTmeuaeTcas GDUOPUHOMAHbIN HEKPO3 CTEHOK
OTAENbHbIX APTEPHOS, HEKOTOpbIE ¢ TpomBo30oM npocseTa. B Teep-
101 MO3TOBOM 06ONOYKE — NPUCTEHOUHbI TPOMBO3 CArUTTANLHOTO
CMHYCA, TPOMB C y4OCTKAMM PA3HOM OBHOCTH.

B nomxenynouHol xenese OTAENbHHIE OPTEPHONBI B COCTOSR-
HUM GUBPMHOMAHOTO HEKPO3a C TPOMBO30M MM 0bUTEpaLMEN
npocseta. OTaenbHbIE MENKME APTEPUN C YACTUUHBIM HEKPO3OM
CTEHKM 1 GMBPONNACTUYECKON PEAKUMEN, MPOCBETH CTEHO3MPOBAHI,
BCTPEYAIOTCA HEBGOMbLIME O4OXKN PUOPUHOMIHOTO HEKPO3A CTPOMBI
CO CKOMNEHUEM HENTPODUIbHBIX NEHKOLUTOB.

B cepaue cy63H1OKAPAMANLHO B NIEBOM XENYOUKE NONA HEKPO3Q
KOPAMOMUOUMTOB GE3 KIETOYHON peakumm nMbo co cnaboswipa-
XEHHOM 0YaroBoM NEeNKOLUUTAPHON UHOUALTPALMEN C ABIEHUSMM
kapuopekcuca. B 3oHax Hekposa — GUOPUHOUAHBI HEKPO3 W
PubprHOUaHOE HaBYXaHKE CTEHOK APTEPMON C PE3KO BHIPAXEHHBIM
CTEHO30M NPOCBETA.

B nerkux paclumperme MexanbeeonspHbix Neperopofok 3a CyeT
CnNaBOBLIPAXEHHON NEMKOUMTAPHON UHOUILTPOLMK; EAUHUYHbIE
«BOJSTYOHOYHbIE KNETKN». B NPOCBETAX ANbBEOST — MENKOOYArosbie
CKOMAEHMS NEHUCTOTO 303UHOGUILHOMO BELIECTBA (MHEBMOUMCTI).
M3meHeHMs OTaENbHbIX MENKMX apTepuit No TNy GpuOPUHOUAHOTO
HEKPO3a CTEHOK C UOPONNACTUYECKON PEAKLMEN 1 TMMPOUIHbIMM
MHOUILTPOTOMM.

B roncroit kuLKe v xenynke 04arosbie KPOBOUSIUSHUA U y4ACTKM
reMopPPArMYeckoro HeKpPO3a CM3MCTON. B ouarax Hekposa BuaHsl
M3MEHEHWS MESIKUX apTEPHI U apTEpMON No Tuny GuBPUHOMAHOTO
HEKPO3Q CTEHKM, HEKOTOPbIE C TPOMBO30M NPOCBETA.

Marorucronornyeckoe uccnepoBaHme TkaHU NOYKM (CBETOBAS
MMKPOCKOMHUS, OKPaCku: rematokcunmu-303uH, LUMK-peakuus,
Tpuxpom no Maccoy)

MpenapaT NpeacTaBaeH MO3rOBLIM M KOPKOBBIM CNOAMM, CO-
nepxut 6onee 100 knyboukos. B GonblumHcTBe kiyboukos oTmeda-
€TCA KONAANC KanuNapHbIX NETEMb C X PETPAKLUMEN K COCYaUCTOMY
noniocy. Bo MHOMMX npuHOCSWMX apTepronax BuaHbl GUOPUHOBLIE
TPOMGHI (puc. 1). B Heckonbkux knybodkax otmedaeTcs HebonbLias
ME3QAHIMAMbHAS M SHAOKANUANAPHAA NPONMbEPaLms C SKCTPAKANMI-
NAPHOM PeaKLMen M 06pa30BaH1EM GUOPOIHO-KAETOUHBIX NOMYTYHMH
(puc. 2). CocTosHmMe kaHANBLEBOTO SMUTENMUS HEBOZMOXHO OLEHWTH
W3-30 BIPOXKEHHbIX ABAEHMI AyTONM3A. MHOUALTpaLMS MHTEPCTULMS
MPAKTAYECKM OTCYTCTBYET.

LWkona Hedponora

Cocynbi: umeeTcst 6OMbLIOE KONUYECTBO APTEPHI MANOTO U
CPeaHero KanuGpa ¢ BBIPAXEHHbIM PACLIMPEHMEM CyG3HAOTENMAL-
HOTO MPOCTPAHCTBA M ABNEHUAMM MUOMHTUMANBHON NPOMMdEpPaLnM,
BEYLLEN K 3HQUMTENBHOMY CyXEHMIO NPOCBETA COCYAO0B, BANOTL A0
nosHoM ero okkmosuu (puc. 3, 4). B npyrix aprepusx manoro kanub-
Pa — CKNEPO3 MHTUMBI MO TUMY «IIYKOBUYHOM Luenyxuy. ApTepuons:
MPOCBET WX CyXXEH 30 CYET OTEKA SHAOTENMS. MIMEETCH MHOTO TPOM-
GUPOBAHHbIX APTEPHON (B TOM YMCTIE MPUHOCSLLMX), B HECKOSbKUX M3
HMX OTMEYQETCA GUOPUHONAHBIA HEKPO3 CTEHOK.

[Maronoro-aHaroMnyeckuit guarHos

OcrosHoe 3a6onesatme: CKB ¢ BrcLepanbHbiMi nposBReHmamu
W MPENMYLLECTBEHHBIM TOPAXEHMEM MOYEK — BONYAHOUHLIA IMOMEpY-
NOHEDPHT C TEPMUHAITEHOM NOYEUHOM HEAOCTATOYHOCTbIO, NEYEHME
remoananuzom. CoCToAHHE HO MMMYHOCYNPECCUBHON TEPANUM.

OcnoxHenus ocHosHoro 3abonesanus

KpoBomsnuanms pasHoM [ABHOCTM B NEBYIO TEMEHHYIO AONIO
FONIOBHOTO MO3rd, Cy6aPAXHOMAANEHOE KPOBOMNUSHME NO HUXHEN

NOBEPXHOCTH MO3XEUKA, AUCTIOKALMOHHBIE KDOBOUSMMSHUSA B CTBON
MO3rd, TPOMOO3 BEPXHETO CAMMTTANILHOMO CUHYCA TBEPAOH MO3rOBOW
o6onouku. Otek ronosHoro moara. MBJ1. TholHbii Gporxur. eyxcro-

Puc. 1. TpoMG03 IPHHOCAIIEH aPTEPHOJIBL, HIIEMHS
KaNIWJUIAPHBIX IETeIb C HX PeTPAKITHEH K COCYTHCTOMY
IOIIOCYy (TPHUXPOM IO Maccony. x250)

Puc. 2. K1yG0o4eK ¢ 3HTOKATTWLIAPHOM
H AKCTPAKANMWILIPHOM Npoaudepaueii c 06pa3oBaHHEM
IUPKYIAPHOTO (PHOPO3HO-KIETOYHOTO TOIYTYHHS
(PAS. x250)
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Puc. 3. ApTepHuu MaJIoro Karuopa ¢ MyKOH/IHBIM
Ha0yXaHHeM HHTHMBI H PACHIHPEHHEM
Cy03HIOTETHAIBPHOIO IPOCTPAHCTBA,

BeIYIMMH K 3HAYHTEIHHOMY CY>KEHHIO IPOCBeTa (TPUXPOM
110 Maccony. x400)

Puc. 4. ApTepHH MaJIOT0 KIMOPA C MYKOMTHBIM
Ha0yXaHHEM HHTHMBI H HHTPAIIOMHHAJIBHBIM TPOMOO30M
(Tpuxpom 110 Maccony. x400)

POHHSIs O4ArOBO-CIIMBHAS MHEBMOHMS CMELLAHHOM STUONOTUM — MHEB-
mouucTHas 1 6aktepuanbras. Ouyarosbie cyb3HAOKAPANAbHbIE
HEKPO3bl MMOKOPAA NeBoro xenynouka. Oyarossie paCcCTPONCTBA
KPOBOOBPALLEHMS B CTEHKE XENYaKA, B TONCTON KULIKE, MOAKENy-
IOYHOM Xenese, MOYKAX.

OO6cy:xneHue

Takum 06pa3oM, NPeACTaBICHHOE HAGIIOCHUE
JEMOHCTPUPYET PA3BUTUE T'€HEPATN30BAHHOU TMA y
nanueHTKU ¢ CKB. BoIiBIEHHOE NIPU ayTONICUH MUKPO-
AHTTONIATUYECKOE IMTOPAKEHUE I'OJIOBHOTO MO3T4, JIETKUX,
JKKT, HO[pKeNnyI0YHON JKeJIE3bl, IOYEK, PA3BUBIICECH B
OTHOCHUTENBHO KOPOTKUE CPOKU Y OOILHOM C HENPOJIOJI-
JKUTEIBHBIM aHaMHe30M CKB, Tpebyer nposeaeHus ud-
epennmanbHOro quarsoza Mexay TTI IBC-cuaapomom
u KADC [51].

TpomboTHYECKas TPOMOOIUTOIIEHUYECKAS ITyPIypa
(TTII) — pepkas CUCTEMHAs MATOJOTHS, XapAKTEPU3Y-
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IOMAACA MUKPOAHI'MONIATUYECKON I'€MOJUTUYECKOMN
aHeMuel, TpoMbouuTOoNeHuEH, nopaxkenueM LIHC, B
MEHBIIEN CTENEHU ITOYEK U JIUXOpagKon. Ee passurue
npu CKB ONHCaHO B €JUHNYHBIX HAOIIOEHNUAX. YUCI0
nanueHToB ¢ CKB 1 pa3BepHyTON KIMHAYECKOU KAPTUHON
TTII (BrI04as MOP(OIOIHYECKHA BEPU(PUIIIPOBAHHYIO
noueunyio TMA) cerosus npubamwkaercs Kk 100 [63)].
OJIHAKO OKa3aJI0Ch, 4TO peHanbHass TMA nipu CKB mosxer
BBIABJLATHCA B OMONTATAX [IOYKU U B OTCYTCTBUE OCHOBHBIX
cuMnToMOB TTII — reMOUTHYECKOI aHEMUY, TPOMOOLH-
TOIEHUH Y HEBPOJIOTUYECKUX PACCTPOUCTB. bosee Toro,
B psage ciaydaeB TMA y 6osnbHbIx CKB cymecTyeT Kak
€/IMHCTBEHHDIN BADUAHT NOPAKEHUSA IIOYEK, HE COUETAIO-
MKHACA ¢ BOIYaHOYHbIM HeppuroM (BH) [19]. [Tpu atom
KIMHUYECKUE IIPOSABICHUA B BUJE OBICTPO HAPACTAIOLIECH
MTOYEYHON HETOCTATOYHOCTH, TSKENON Al BBIDAKEHHON
MHUKPOI'EMATYPUH U JAKE MACCHBHOM NPOTEUHYPUN HE
OTIMYAIOTCA OT TAKOBBIX IPH BIIBH, KaK 310 0TMEYanoch
y HalIelN NAIUEHTKU. BO3MOXHBI, OJIHAKO, U O6PATHBIE
cuTyaruy, korja y 6oapHbIx CKB ¢ npuznakamu TTIT Ha-
6JII0AETCS MACCUBHBIA MUKPOAHIMOIATUYECKUI I'EMOIN3
U BBIPKEHHAS TPOMOOLIUTOIIEHUS, A IPOIPECCUPYIOLIEE
HAPyLIEHNUE (DYHKINMU [TOYEK CBA3AHO NCKIIOYUTENBHO C
TUCTONOrMYecKoi kapruHou bITBH 6e3 Tpom603a kitydou-
KOB ¥ BHETTIOMEPYISIPHBIX COCYIOB [16].

Cocypucras naronorus nouvek rnpu CKB crana npusie-
KaTb K C€0€ BHUMAHHUE OTHOCUTEIBHO HENABHO, B KOHIIE
XX BeKa, KOI/Ia ObLIO YCTAHOBJIEHO €€ HEOIArONPUATHOE
BIMAHKUE Ha IpOrHo3 BH [3, 14, 29, 57]. UnTepecHo, 4To
TMA oKa3zaiach eJUHCTBEHHOH (POPMOI COCYAUCTOIO 11O~
PaKEHUHA, KOTOPOE HE KOPPETUPOBAIO C BBIPAKEHHOCTBIO
BH, B oT/IM4M€ OT BOIYAHOYHOI'O BACKYJIUTA U TAK HA3bIBA-
€MO¥ BOITYAaHOYHON BACKYJIOIIATHUH, KOTOPBIE PA3BUBAIUCD
MIPEUMYIIECTBEHHO Y MAITUEHTOB ¢ IV kimaccom BH [29, 57,
YTO JJaBAIO OCHOBAHUS BBICKA3aTh MPEANIOIOKEHNAE 06
OCOOBIX, CAMOCTOATENBHBIX MEXAHU3MAX €€ PA3BUTHS, HE
CBA3AHHBIX HAPAMYIO C PA3BUTUEM MMMYHOKOMILIEKC-
HOTO riomepynoHedputa. Yacrora noyeunot TMA nipu
CKB TOYHO HE YCTaHOBJIEHA U KONEOIETCH, IO PA3HBIM
maHHbIM, 0T 0,5 710 9% [14, 29, 49, 63]. CerofiHst B KAUECTBE
OCHOBHBIX ITATOI€HETUYECKUX MeXaHn3MOoB TMA npu CKB
paccMaTpUBAIOT ONIOCPEJOBAHHOE BO3AENCTBUEM ADA
MOBPEKIEHUE SHOTENNA COCYZIOB MUKPOLIMPKY/IATOPHOIO
pycna[41,50],anpu orcyrcrsun AOC — CiocoOOCTBYIOMMHI
HU30BITOYHOMY TPOMOOOOPA30BAHUIO AEPULIAT (PEPMEHTA
ADAMTS-13 (mpoTenHa3bl, paCHICIUBIONIEH CBEPXKPYII-
HBIE MYJIETUMEPSI (pakTOpa (POH Briuiebpania), KOTOPBbIit
y 60s1bHBIX CKB CBA3BIBAIOT C BRIPaOOTKOM aHTH-ADAMTS
anTurern [40, 63).

V IPEACTABICHHON HAMU MAIUEHTKH, K COXKAJICHUIO, HE
ObUIM OIIPEEIEHBI MAPKEPBI HA MUKPOAHT HOIIATUYECKOIO
I€MONN32 (LIU30LUTHL B IIEPU(PEPHUUECKON KPOBH, yDOBEHD
JIIT), i AQC, HU (B CBA3U C OTCYTCTBUEM B TOT MOMEHT
BO3MOXKHOCTEN) ypoBeHb ADAMTS-13 1 aHTHUTENA K HEMY,
YTO 3ATPYAHAET NpOBeAeHne AU PePEHIINATBHO-/[1A-
THOCTUYECKOI'O AaHAIN3A [IPU UMEIOIUXCS Y HEE HEBPO-
JIOTMYECKUX HAPYHICHUAX, TIOYEYHOM HEOCTATOYHOCTH,
AHEMUHU U TPOMOOIUTONIEHNH. OJJHAKO T'€HEPATN30BAH-
HBII XapakTrep TMA € TSKENBIM TOPAKEHUEM 'OJIOBHOTO
MO31, TIOYEK, CEP/LIA, JIETKUX, ITO/PKETY0OYHOM JKEJIE3bI U
JKKT'y 60mpnbix TTIT npu CKB B siutepaType He ONUCAH,
YTO €T HAM JOCTATOYHO BECKAE OCHOBAHMA U1 BEPU(U-
Kanyu quarHo3a KAD®C. JIononmHATENBHBIM APIYMEHTOM B
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II0JIb3Y JAHHOI'O JUAIHO34 MOXKHO CYUTATDH BBIABICHHBINA
IIPU AyTOIICUMHOM UCCIEJOBAHUM TPOMOO3 BEHO3HOI'O
CHHYCA TBEPJJON MO3TOBOH OOOJIOYKH, COYETAIOMMUHICS C
pacnpocrpaneHHoit TMA,

Yro kacaercsa IBC-cCuHpOMa, TO ET0 PA3BUTHE Y HAIIEN
MAITUEHTKNA BO3MOKHO M HE IPOTUBOPEYUT JMarHO3y CKB ¢
KADC. Onnako ¢aranpbii [IBC Kak eIMHCTBEHHOE OCJIOK-
nenue CKB, npusepiee Kk cMepTu O0JIbHOM, IIPEACTABIIA-
€TCs1 HAM MAJIOBEPOSATHBIM, INIABHBIM OOPA30M IIOTOMY, UTO
y Hee OTCyTCTBOBaJ Tskenbld BH. Kak 6bU10 yCTaHOBIEHO
M.E. TapeeBoii 1 cOaBT., 9acToTa JIBC-cMHAPOMA HAIPAMYIO
CBs13aHa ¢ xapaxkrepoM TedyeHus BH u y 6onpnbix BIIBH
nocruraer 36% [1]. llpu akruHOM BH 6€3 HapyuieHus
(PYHKLIMU ITOYEK BEPOATHOCTD passuTys JIBC-cungpoma
CYLIECTBEHHO MeHblIE. OOHAPYKEHHBIH Y HAIIEH GOIBHOU
HA ayTOIICUM OYAr'OBbIN IponudepaTuBHbI BH, faxe npu
HAIMYMHN (PUOPOZHO-KIECTOUHBIX ITOJYTYHUH B HECKOJIBKUX
KIyOOUKAaX, BPsi/L JIM MOT OCIOKHUTBCA [JIBC-CUHIPOMOM
C TSDKEJION IIOJMOPraHHON HELOCTATOUHOCTBIO, 4 AUd-
(ysnas TMA C IPAKTUYECKU TOTAJIBHBIM ITOPAKEHUEM
KIyOOUKOB 1 BHEIVIOMEPYIIAPHBIX COCYZIOB, B CBOIO OUEPE/ID,
BPSIL I MOIIA OBITh CneactsrueM JIBC-crnaapomMa. Takum
06pa3oM, U C 3TOM TOUYKU 3pEHHs HAUOO0JIEE BEPOATHBIM
NIpeACTABIgeTCa Juarno3 KAGC.

[TocneqHuM apryMeHTOM B IIOJIb3Y 9TOI'O AUATHO34, BU-
JUMO, MOZKHO CUUTATh XAPAKTEP MOP(HOIOrNIECKUX U3ME-
HEHUI, BbIABJICHHBIX B 'OJIOBHOM MO3I'€, IIOLKEIYLOYHON
JKEJIE3€, HO IMIABHBIM OOPA30M B TOYKAX. PenanbHas TMAy
HAIIEN MAIUEHTKU ObUIA IIPEJCTABIEHA HE TOJIBKO OCTPBIM
TPOMOO30M ITPHUHOCAIINX APTEPHOI, uTO cOnmkactT KADC ¢
TTII, HO U XPOHUYECKUMU U3MEHEHWAMU B BUJIE PETPAKLII
KATWUIPHBIX [IETEIb OOBIIMHCTBA KITYOOUKOB, MUOMHTH-
MAJIBHOU NIPOIUQEPAIUN U CKIEPO3d UHTUMBI IO THUITY
«IYKOBUYHO! LIEYXW> B APTEPUAX MAIOIO U CPEAHETO
KaIMOPOB. DTH IPU3HAKHU YOEAUTEIBHO CBUIETENBCTBYIOT
0 HacIoeHUN OCTPor TMA Ha XPOHUUECKUI MUKPOAHTHO-
MIATUYECKUH ITPOLIECC, TPUYMHOU KOTOPOTO, IO BCEH BEPO-
ATHOCTH, ABIAETC ADC-aCCOLUUPOBAHHAAL HE(DPOIATHS,
[IPEAIIECTBOBABIIAA PA3BEPHYTOM KIMHUYECKOU KAPTUHE
CKB 1 npoteKasast 6eCCUMIITOMHO. JJaBHOCTb XPOHUYEC-
kot TMA TpyHO OIIPEJETU T TOUHO, OHAKO OOOCHOBAHHO
MIPEATIONOKEHHUE O TOM, YTO IIEPBBIM IPU3HAKOM ADC-He-
(pponarvn Moria ObrTh AL, 3apUKCUPOBAHHAS Y OOTIBHOM BO
Bpemst 6epemennocTy B 2001 1., mpudeM G1aronpuATHbIA
HCXOJ, GEPEMEHHOCTH HE MPOTUBOPEUUT AUArHO3y ADC.
B 3TOM Ciyuyae ectb OcCHOBaHUA paccMaTpuBaTh ADC y
HAaIIeH alUEeHTKH Kak 1e610T CKB, o60cTpenne KoTopou
B 2006 1. ipuBeo K passutuio KADC [8]. OpHako oTCyTC-
TBUE CEPOIOrUYECKOro noarsepxaeHus AQC (IIOCKOIBbKY
a®A ne onpezem) y 60inpH01 CKB ¢ mpuzHakaMu ocTpo
PA3BUBILENCS B TEUEHNE HECKOJIBKUX IHEN ITOJIMOPTaHHON
IIATOJIOTMH, B OCHOBE KOTOPOM JIEKUAT I'€HEPATU30BAHHAS
TMA, 1103BOJISIET IMArHOCTHPOBATH HE JOCTOBEPHBIH KADC,
4 JIUIIb BEPOSATHBIN.

B npezcrasneHHOM HaOMIOAEHUA OCHOBHBIMU OpPIa-
HAMU-MUIIEHAMA MUKPOAHIMONATUYECKOI'O OPAKEHNA
OBLTIN MOYKH, TONOBHON MO3T, JKKT u nmopkenyjounasn
JKEJe3d, YTO HALLIO OTPAKEHHUE B COOTBETCTBYIOMIMX
KIMHAYECKUX cUMNTOMaxX. TMA JIETKHMX U MHOKap/a,
MIOATBEPKIECHHAA TMCTOJIOTMYECKH, TEM HE MEHEE, HE CO-
IIPOBOKAAJIACH KIIMHUYECKUMU IIPOABICHUAMU. YIIOPHYIO
TAXUKAPAUIO, UMEBLIYIOCA Y OOJIBHOU, TPYAHO OZIHOZHAUHO
TPAKTOBATH KaK IPosABIeHNE TMA MHUOKap/a, JUIsl KOTOPOH
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3TOT CUMIITOM XaPAKTEPEH, IIOCKOJIbKY Y MAITUEHTKY Ha
BCEM IIPOTSLKEHUU OOJIE3HU COXPAHAIACH BEIPAKECHHAS
AHEMMA M PELUIUBUPOBAIA JIUXOPAAKA. TaK e CJIoxKHa
TPAKTOBKA YBEJIMYCHUA PA3ZMEPOB CEPALIA, BBIABICHHOIO
PEHTIEHOJIOIMYECKH BO BPEMA JABYCTOPOHHEN ITHEBMO-
HUU. CIEKTP OPraHHBIX IOPAKEHUI, OOHAPYKEHHBIX IIPU
AYTOIICHUH, B JAHHOM CJIYYA€ COIIOCTABUM C TAKOBLIM IIPU
Haubonee Tsekes1oM TedeHuy KADC: y 601bHOM OKA3INCH
HOPKEHBI 6 OPIAHOB, UTO BCTPEYAETCs B HACTOSIIEE BPE-
M5l JIUIIb Y 6% ManyeHToB. [Ipy 3TOM HAKG0IIEE YACTOM
MOPQOIOIMYECKON HAXOAKOM (B 84,5% ayTONCHUI), KAK U
B [IPE/ICTABJIEHHOM HAOJIOAEHUH, ABJIAIOTCA MUKPOTPOM-
60351 [21].

Teuenue KADC B npuBe/IECHHOM HAOIIOJICHUN XAPaK-
TEPU3YETCA HECKONBKUMHU OCOOEHHOCTAMU. K HUM OT-
HOCATCS, BO-IIEPBBIX, MHOTOOOPA3HAs HEBPOJIOIMUECKAS
CHUMIITOMATHKA (I'OJIOBHBIE OOJIH, CYIOPOKHBIE TPUITAKH,
COHJIMBOCTD, HAPYIIEHUS CO3HAHMA, PACCTPONCTBA 3PEHUS
U JIp.), OOYCJIOBICHHAS, [I0-BUAUMOMY, COYETAHUEM «CTa-
PBIX» M CBEKUX UIIEMUYECKUX U TEMOPPATNYECKUX OYATOB
BT'OJIOBHOM MO3re. M eciu nimeMnyeckoe nopaxkenue LHHHC
ABJIACTCA HAMOOJIEE XapaKTePHbIM NpossiaeHueM KADC,
TO KPOBOM3JIMAHUA B IT'OJIOBHOM MO3I' OTMEYEHBI JIUIIb Y 4
(4,9%) 13 81 ymepIero 60IbHOIO € ITOM NaToIoruek [21].
Hpyroit ocodenHocTbio KAPC y Hamel NanueHTKy Obuia
OBICTPO HAPACTAIONAA IIOUEYHAA HEAOCTATOYHOCTD, HE
yCTYHaromass UMMYHOCYIIPECCUBHON TepAnuu (IpUYeM
XaPAKTEP TEYEHH TOUEYHOI'O IIPOLIECCA U €T'0 KINHUYEC-
KHE ITPOABJIEHUA HE OTIMYAINCH OT TAKOBBIX 1py BITBH) n
NOTPEOOBABINAS JIEYEHNA I'EMOJAUAIUIOM YKE UEPE3 2 HEI,
OT MOMEHTA F'OCIUTAIN3AIUHY. [ IpUYrHA PE3UCTEHTHOCTH K
TEPAINU CTAJIA TOHATHA JIAIIb IIOCIE TATOMOPpOIOrudec-
KOI'O UCCJIEAOBAHYS, BBIABUBILIETO KAPTUHY JU(PPY3HOM [TO-
ueyHoi TMA nipu yMepeHHBIX npusHakax BH. Eme ogHoM
0co6eHHOCTbI0 KADC B 11pe/icTaBIeHHOM HaOMIOICHUN
CJIEAYET CYUTATD MOPAKEHUE TTOKETYJOUHOM KEJIE3bI,
IIPOTEKAIOLIEE B BUJIE PELIUIMBUPYIOIIETO TIAHKPEATUTA U
coueraomeecs ¢ nopaxenueM KKT npakrudyecky Ha BCEM
€r'0 IPOTSKEHUH (TTUIIEBO/I, KEIYOK, TOJICTAs KUIIKA), 4TO
OI'PAHNUYUBAJIO BO3ZMOKHOCTH IIATOI€HETUYECKOM TEPATNY
CKB. MIHTEpECHO, YTO U3 BCEX OPTaHHbIX TOPAKECHUI JIUIID
MOPAKEHUE TOPKEITYIOUHOM JKEJIE3bI ¥ TOJIOBHOI'O MO3I'd
JIOCTOBEPHO Yale BCTpedanoch npu KADOC y manneHTos
¢ CKB 1o cpaBHEHHIO € 6OJbHBIMU NEPBUYHBIM ADC,
IIPUYMHA 4ero HesacHa [15] ITocnennein 0CO6EHHOCTDIO,
HA KOTOPOU XOTEJIOCh ObI OCTAHOBUTBCS, CTANIO PE3KOE
VXY/IIEHNUE COCTOSHUA GOJIBHOU C HAPACTAHUEM TKECTH
HEBPOJIOIMYECKUX PACCTPONCTB, COBIABILEE 10 BDEMCHU
C IIEPEHECEHHBIM CEIICUCOM (IPKE HECMOTPS HA TO, UTO
AHTUOAKTEPUAIBHAS TEPAIIIS HE TOJILKO COIIPOBOXKAAIACH
MOJIOKUTEIbHON KIMHUKO-PEHTTEHOJIOIMYECKON IUHA-
MHKOH, HO U IIPUBEJIA K NCYE3HOBEHUIO BO3OYIUTEIA 13
KPOBH), 9TO IMMOATBEPIKAAET POJIb MH(PEKLINN B PA3BUTHH U
nporpeccuposanunt KAOC [21, 36]. [IpuHUMAst BO BHUMA-
HUE TSDKECTD TOU KATErOPUU OOJIbHBIX, HEOOXOJUMOCTD
AIPECCUBHON UMMYHOCYIIPECCUBHOH TEPAINHY, €€ O0JIEE
YCYI'YOIIAIOMEH UMEIOIUICA Y HUX UIMMYHOAC(DULIAT, HE
BBI3BIBACT YAUBJICHHA TOT (DAKT, UTO IIOYTHU Y ILATON YACTU
ymepmux 0T KAOC manueHToB OCHOBHON NPUYNHON
JIETATTBHOT'O MCXO/1A SBJITIOTCS MH(PEKIUH, TTpuYeM 6osiee
YEM Y ITOJIOBUHBI U3 HUX — CENCUcC [21].

K coxanenuio, KAOC y npecTaBieHHON MAIIUEHTKA
HE ObUI CBOEBPEMEHHO JUATHOCTUPOBAH, B CBA3U C YEM
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Tepanusd aHTUKOAryJaaHTaMu U C3I1 He NPOBOAUIACE.
B oTCyTCTBHE aHTUKOATYIIIHTOB JICYEHNE IPEJHU30JI0HOM
OKAa3JI0Ch HEA(P(EKTUBHBIM JIKE MTPU JJOOABJICHUH ITHK-
J0(pOoC(haHa, KOTOPBII yIy4IIaeT OOIYIO BBLKIBAEMOCTh
6opHBIX KADC npu CKB [15], TOraa Kak MOHOTEpANus
KOPTHKOCTEPOU/IAMH ACCOLIMMPOBAHA C HEOIATONPUATHBIM
IIPOrHO30M [21]. CneryeT OTMETHUTS, YTO Y HAILEH GONBHON
HUMEJIUCh NPAKTUUECKU BCE WJICHTU(PUIINPOBAHHBIC B
HACTOALIEE BPEM HEOIATONPUATHBIC IIPOIHOCTUUECKUE
paxToper KAOC: cucteMHast KpaCHAsI BOMYAHKA, BBICOKHN
TuTp AH®, nopaxenue ierkux unovek 15, 21], IHC[52],a
TAKXKE CETICUC [22]. B 3TOM (Iydae JaKe aHTUKOAT'YIAHTHAA
TEPAIs, CBOEBPEMEHHO JI00ABICHHAS K JIEYEHUIO KOPTHU-
KOCTEPOUIAMU U IUTOCTATUKAMHY, BPSLJ JIU MOLJIA OKA32ThCA
3((HEKTUBHOI, TEM HOIIEE YTO HAPACTAIONAS TPOMOOITUTO-
NIEHMA HE TO3BOJIIA IIPOBOAUTD €€ B 4JCKBATHDIX [JO3AX.

3akaroueHue

Karacrpopuueckuit AOC — HOBBIM BUJ, YPICHTHOU
MTATOJIOTUM YEJIOBEKA, MPEACTABILIONNN COO0I PEJKYIO
(popMy NOTMOPIraHHON HELOCTATOYHOCTH, B OCHOBE KOTO-
POMJIEKUT (PYILMUHAHTHO PA3BUBAIONIAACA Y ITALMEHTOB C
NepBUYHBIM U BTOpUUHBIM ADC renepannzoBanas TMA.
[TpyrHKMAas BO BHUMAHUE TOT (DAKT, YTO IOYUTH B IIOJIOBUHE
cinygaeB KADC moxeT 6bITh 1e610TOM ADC, HE3ABUCUMO
OT €ro KIMHUYECKOI'O BAPUAHTA, HEOOXOAUMO UCCIEN0-
BAHHE CEPOJIOIMYECKUX MAPKEPOB APC y BCEX OOBHBIX C
OCTPO BO3HUKIIEH W IIPOIPECCUPYIOMIEN IIOTUOPIAaHHON
naTosoruek, ocooeHHo npu CKB. Coueranue noueqHon
qucyHKnu 1 nopaxeHus LIHC ¢ nuxopajikoi, reMmo-
JIUTUYECKON aHEMHEN U TPOMOOIUTONIEHUEN TpebyeT
nposepeHus JudEepeHInaIbHOIO AUATHO3d MEXIY
LIEIBIM PALOM MUKPOAHIMOIATUYECKUX CMHAPOMOB, B
nepsyio ouepenb KAOC u TTIT/I'YC. OCHOBY Tepanuu npu
KADC COCTaBIAIOT AaHTUKOATY/IHTDL, KODTUKOCTEPOUIBI U
CBEXKE3AMOPOKEHHAS I1A3M4, K KOTOPBLIM y 00/bHBIX CKB
crenyeT 106aBIATh ITUKIOPOChaH.
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