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c OBpEeMeHHas HOMeHKIaTypa SHOOKapauTOB yKasbiBaeT Ha
HEYeTKOCTb AndepeHUMpoBaHNA OTAENbHLIX UX (OOPM.
CyLLeCTBYIOT MHMPEKUMOHHBIA 3HOOKapOUT, HebGakTepuasbHbIN
Tpom60o3aHZokapauT (HTJ), angokapaut JiInbmana—Cakca, aHA0-
KapauT B paMKax nepBU4HOro aHTMdocgonmnmaHoro cuHagpomMa
(ADC), KOTOpbIN HaCcTO Ha3bIBAKT HeGaKTEpUasbHbIM UK NCEB-
[osHgokapamToMm. MoaToMy Kak nayyeHue, Tak n aHanms HacTo-
AILLIero COCTOSIHUS yKasaHHOW NpobrieMbl NPeacTaBaoTCs akTy-
anbHbIMW.
NHpEeKUMOHHbIA 3HAOKAPAUT

lMocnegHue pecaTUNeTUss XapakTepuayroTCsa MOBbILLEHHbIM
pocToM 3a60neBaeMoCTU MHMEKLMOHHbIM 3HOOKapAUTOM.
E>xxerogHo B Mupe pernctpupyetcs 6onee 200 TbiC HOBbIX CIy-
yaeB. B Poccun 3ab6onesaemocTb HaceneHus IO B pacyeTte Ha
1 MnH cocTtaBnset 46 4yen. B otnuume ot BTOpUYHOro N3 3a-
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60neBaemMocTb nepeuYHbIM VO HeyknoHHo pacTeT [1, 2]. Ecnu
B 1989-1993 rr. nepBuyHbI N3 cocTtaensan 12%, 1o B 2002—
2004 rr. — 53% Bcex cny4aeB U9.

M.WN. Teogopu B 1965 r. yTBepxaan, 4to N3 moxeT 6biTb He
TOSMIbKO CaMOCTOATENbHON HO30SIOMMHYEeCKOW efAuMHULIEN, HO W
«BTOPON 6ONE3HLI0 — OCIIOXHEHNEM Pa3fINYHOro Nno Mpomcxo-
XOeHuto cencuca» [3]. B HacToswee Bpems 60MbLLUMHCTBO aBTo-
poB (Durack D., Bayer A., bytkeBnd O.M. 1 COaBT.) CKIOHHbI
paccmaTpuBaTb VIO He Kak 4acTtoe nNposiBieHne cencuca, a Kak
camocTosATeNbHOE MH(EKLMOHHOe 3abonieBaHue cepgua [4],
XOTS YacToTa BCcTpevaeMocTn MO Ha hoHe cencuca pasnnyHoro
NMPOUCXOXAEHUS (AHTMOMEHHOr 0, MTMHEKONOrMYeCcKoro, XonaHrmo-
reHHoro, abaoMMHasbHOro) [OCTaTo4HO Bbicoka [1, 5].

B nocnepgHve rofapl 661510 OTMEYEHO YBENNYEeHNe yaenbHOro
Beca TPOMO03IMOONNYECKUX OCNOXHEHUI B CTPYKTYpPE NMPUHMH
cMepTn 601MbHbIX Npy nogoctpom M3 [1, 6]. MNpu 3ToM rnaeHbI-
MU NPUYMHaAMU CMEPTU ABNAIOTCA ULLEMUYECKUA UHCYIBT, UH-
apkT mMuokapna n TIJTA. 'emopparvyeckme OCIOXHEHMSA B
CTPYKTYpe MpUYMH CMepTu npu nogoctpoM N3 06bi4HO 3aHu-
MaloT YeTBepToe MEecTO.

Y 60nbHbIX VIO MOXeT HabnoaaTbCa Kak HOpMOKoarynsaums,
Tak 1 yMepeHHas runep- nnéo runokoarynauus [4]. Pag vccne-
joBaTenen yTBepXAarT, YTo Y 60MbHbIX NogocTpbiM N3 dhop-
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MUpyeTCcst NPETPOMOOTUYECKOE COCTOSIHME, B HEKOTOPLIX Cryya-
AX BMNOTb A0 Pas3BUTUS CUHAPOMA AMCCEMUHUPOBAHHOMO COCY-
auctoro ceeptbiBaHua (OBC) [4, 7]. MNepBuyHbIE MeXaHU3MbI
aKTMBaLMM CUCTEMbI remMoctasa OObACHAKTCA BIUAHWEM MMU-
KPOOpraHn3MoB 1 NPOAYKTOB UX XU3HEOEATENBHOCTU, YCUNEHN-
eM akTuBauun TpomMboumToB. BakTepuanbHble SHOOTOKCUHBbI
MOTYT CMoco6CTBOBAThL 3aryCcKy BHYTPEHHEro MexaHu3ma ceep-
TbiBaHWA KpoBU, AencTtBys Ha Xl nnasMeHHbIn dhakTop, Hanps-
MYIO aKTMBMPOBAaTh MPETPOMOUH, NepeBoas ero B TDOMOUH [8, 9].
B pesynstarte KOHTakTa KpoBU C MOBPEXAEHHBIM SHOOTENNEM
NPOUCXOQNT BbIGPOC B KPOBb TPOMOMHOBOrO thaktopa (Td), Bos-
HUKaeT ancobanaHc Mexay TKaHeBbIM aKTMBATOPOM Miia3dMuHO-
reHa n ero nHrméutopamu. lNoctynnexHve B kposb T conposBo-
XOAEeTCA YCUNEHWEM BHELLHEro MexaHu3ma CBepTbiBaHUSA
KpoBU. [oBbILLIEHME YPOBHSA (OMOPMHOreHa Kak ogHoro U3 «6ern-
KOB OCTPOM hasbl» MOXET NPUBOOUTL K pasBuUTUIO AucbanaHca
B C/IOXXHOW CUCTEME CBEPTbIBAHUSA KpoBU [6, 8, 9]. Kpome aToro
noyTn y Bcex 60sbHbIX NOJoCTpbiM N3O BbiSBASETCS runeparpe-
rauusi TPoM60OLMTOB.

XapakTepHO  yBenuyeHue  KOHUeHTpauun  hakTopa
BunnebpaHpga [7, 10] — B HacTosiLee BpeMsi OOLLIENPUSHAHHOIO
Mapkepa noBpexXAeHusi KNEToK 3HA0TENUSA, NP 3TOM OCHOBHbIM
WMCTOYHUKOM MOBbILLEHUS €r0 B KPOBU ABNSAIOTCA YCUIIEHNE CUH-
Te3a 1 BbICBOOOXAEHWNSA MPU CTUMYNALMU SHOOTENNA U BbIGPOC
13 geno TpomMoOoUMTOB Mpu 1Ux aktTueauumu [7, 8]. OTMeyeHo, 4To
Hanbornee BbIpaXeHHasa AUCKYHKLUSA TPOMOOLMTOB W Makcu-
MarnbHoe noBbileHve hakTopa BunnebpaHpa nposiBnswTcs y
nauneHToB ¢ nogocTpbiM VIO npu Hannynm TpomMO0TUHECKMX U/
WM remMopparn4eckmx ocnoxHeHun [7, 8, 10]. imetoTtcs aaHHble
O CHWXeHUW y 60mbHbIX N3 ypoBHS aHTUTpoM6uHa lll, dhakTopa
Xa [1, 7, 10]. YpoBeHb npotenHa C n S, TpombomogynuHa y
60nbHbIX IO n3dy4veH mano. Mo HeKOTOPbIM AaHHbIM YPOBEHb
aHTuTpomobuHa lll n npotenHa C He BbIXOAUT 3a paMKy Hopmarb-
HbIX 3Ha4eHun [6]. YpoBeHb POMK Bbille y naumeHToB, nepe-
Heclmx T ocnoxHeHus [6].

Takum o6pasom, NpuvBoAMMbIE B NUTepaTtype AaHHble O 4a-
CTOTE BCTPEe4aemMoCTH, naTtoreHese 1 BO3MOXHbIX npeankropax
T3 1 remopparvyeckmx OCNOXHEHWA 4acTO Pas3HOPE4MBbI UK
Manounay4eHbl. OQHOBPEMEHHO C 3TUM He BMOJIHE ACHA NpUYMHa
pasBUTUS MHPEKLMOHHOMO MpoLecca Ha «MHTaKTHbIX» Knana-
Hax, HET eQUHOro MHEHUs1 O PONN HENHMEKLMOHHOrO TPOMOO-
aHpgokapauTa (HT3) B natoreHe3de N3. HeT oTBeTa Ha Bonpoc,
apnsetca nm HTO cragnen VO mnu Heob6xoamMMbIM YCrOBUEM
€ro BO3HVWKHOBEHMS.

HeuHdheKLUNOHHbIA TPOM6OIHAOKAPAUT

Bnepeble HT3 6b1n onucaH E.Zeigler [11] B 1888 r. 1 onpene-
NAMCA Kak HeBocnanuTefnbHoe 3aboneBaHue sHpokapga, Mop-
honornyeckumM cybcTpaToM KOTOPOro ABMASIOTCA Beretauuu Ha
CTBOpPKax KfanaHoB cepAua, coctosilime u3 gpubpuHa, TpoM60-
LMTOB, 3pUTPOLIUTOB U HE cofepxallme 6aKkTepun. TEpMUH «He-
6aKTepuanbHbI TPOMOOTUYECKUIA 3HOOKAPAUT» OblN BrepBble
npepnoxeH B 1936 r. L.Gross n C.Friedberg [12]. MNpwu onncaHum
M3MEHeHUI Ha knanaHax npu HT3 B nuTepaType 3a4acTyto uc-
nosib3yeTcs TEPMUH «Beretauumn», 4YTo, Ha Hall B3rfsg, He co-
BCEeM BepHo. B HacTosLee BpeMa TepMUHOM «BereTaumm» CKo-
pee NpUHATO 0603Ha4aThL NopaXeHue aHJokapaa npy N9, korga
M3 06pa3oBaHU Ha CTBOPKax KnanaHoB yOaeTcsl BblOENUTb

MUKPOOHbIN areHT. B crny4ae e HeBocnanuTenbHOro xapakrepa
06pas30BaHuii, BO3MOXHO, 6051ee KOPPEKTHO NUCNONb30BaTh TEpP-
MUWH «MceBoBereTaunm», YTo NogyYepkMBaeT MMEHHO HENHEK-
LIMOHHBIN XapakTep nopaxeHusi knanaHHoro annapata [13].

Mpwn axokapaunorpaduryeckom nccnegosaHum (OxoKrI) «Bere-
Taumm» npn HTO 06bI4HO He npeBbIWAOT 1cM B guameTpe, 3a-
HUMAaIOT GOMbLUYIO YacTb MOBEPXHOCTW KfanaHa u UMeroT He-
npasusbHyto dopmy [13, 14]. Mo MHeHuto aBTOpPOB, Hanbonee
JOCTOBEPHBIM NMPU3HAKOM MopaxeHus KnanaHos npy HTO cne-
JyeT cyuTaTb BbISIBIEHNWE COOGCTBEHHO AOMOSHUTESIbHBIX 3XO-
TEeHeln OT CTBOPOK, T.e. COGCTBEHHO NceBAoBereTaunin, a npea-
naraemMbli HEKOTOPbIMK aBTopamMun NpuadHak HTO B B1Ae TONbKO
YTOMNWEHNA OOHOM WIIN HECKOSNbKUX CTBOPOK KnanaHos [15]
MOXET MNPMBECTU K MMNepAMarHOCTMKe 3TOro CuMHApoma (unu
OCIIOXXHEHUS1), MOCKOMbKY KpaeBoe yTOosLeHne CTBOPOK 4acTo
ABMAETCA CneAcTBMEM aTepocKnepos3a UM paHee nepeHeceH-
Horo peemaTtmama. TpaHcasogareansHoe IxoKI-uccnegosaHve
60nee 4yBCTBUTENBLHO (90%), 0CO6EHHO NpW ONpeneneHnmn Bere-
Taunin meHee 5 MM B AnameTpe.

YacTto «Beretauum» npu HTO onuckiBaoTca Kak pbixible He-
pOBHbIe 6erble UMW XeNnToBaTo-KOPUYHEBBLIE MacChbl Pa3fIMyYHOro
pa3mepa, pacrnonararoLimecs rno JIMHUN CMbIKaHUsi CTBOPOK Kna-
naHa. Ha aytoncuu oHu nerko yganstoTcs MHCTPYMEHTOM, YTO
co3gaeT BnevaTneHne HopMasibHOW POBHOW KianaHHOW NoBepX-
HocTwn [16, 17].

B npeppigyLume rogbl 4acTbiMy CUHOHMMaMK HT3 6binn «ce-
HUNbHbIA, MapaHTUYECKUNA, KaxXxeKTUYeCKUN, OereHepaTUBHbLIN
3HOOKaPAUT», YTO OTpaxkasno 4actoe ero passutme y 60SbHbIX
MOXWIIOro N CTapyeCKoro Bo3pacTa Npw AJINTENbHbLIX U TSXXKENbIX
3abonesaHusx. B nutepaTtype onucaHo 60MbLUOE KONMM4YeCTBO
3a60/1eBaHUN, NpU KOTOPbIX BO3MOXHO passutne HTI: 3noka-
YeCTBEHHbIEe HOBOOGpPaA30BaHWA, caxapHbln AuabeT, XpoHuyec-
KU rromMepyrnoHedpuT, Anddy3Hble 3a60neBaHust COeauHU-
TeNbHOM TKaHU, XPOHUYECKUIN JIEMKO3, XPOHWYecKas rnoyeyHas
HeJoCTaTOYHOCTb, 303MHOMUIbHLIN Backynut [13, 18-21].
BcTtpevaemocte HTO Ha doHe nmmyHogeduumTa (BUNY) Hese-
nmka — 13 110 aytoncun 60sbHbIX ¢ BUY HX y 0HOrO 6051bHOIO
He 6b110 NpuadHakos HT3 [22].

Mo pasHbIM faHHbIM, 310KaYecTBeHHble HOBOOOpPA30BaHWA
ocnoxHsTea passutnem HT3 B 10-20% cny4aes (4awie npwm
ONyXonsaxX Nerkux, NompKenyno4YHON Xenesbl, Xenyaka U afgeHo-
KapuMHOME C He BbISIB/IEHHbIM MEPBUYHBLIM o4arom) [23].
D. McKay n G.Wahler [24] B 1954 r. BnepBble onucanv Tpuagy
3a6051eBaHUsA: HOBOOOpa3oBaHue B codeTaHun ¢ HTO, Hanmune
cepAeyHbIX LLYMOB 1 CUCTEMHbIX 3MO0NWIA. Npu NpoCneKTUBHOM
o6cneposaHmn 200 naumMeHTOB C pakoBbIMW onyxonamu [25]
Beretaumu Ha KnanaHax 6b11m BbisiBrieHbl B 19% cny4yaes, Torga
Kak B KOHTPOSIbHOW rpymnne TOfbKO B 2%, Npy 3TOM TedeHne HT3
OCNOXHU0Ch TpoM60o3ambonuamm (TI) B 24% cnyyaes. B 10 xe
Bpems [26, 27] no 50% Bcex cnyvaeB HTO o6ycnoBneHs! 3noka-
YECTBEHHbIMU OMYXONSAMU.

B nonynsauum HT3 ABnsaetca cny4vaviHon Haxogkown B 0,6—1,6%
Bcex aytoncui [19, 20, 28], a npu gonnnep-OxoKlr — B 0,77%
cnyyaes [18]. OgHako no pgaHHbIM K.Kuramoto u coaBT. [26],
13 2340 aytoncun HTO 6bin BbiABNEH B 9,3% cnyyaes. Yalle
B MpPOLIECC BOBIIEKAIOTCA aopTasibHbI U MUTpasibHbLIA Knana-
Hbl (70-80%), pexe — ux codetanue (8%) [19, 20, 26, 27, 29],
BOBJIEYEHME MpaBbIX OTAENOB Cepua BCTPeYaeTcs He 4acTo:
TK B 9%, KnanaHa nero4Hon aptepum — B 2% crny4aeB [20].
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Ha puc. 1-5 npeacraeneHa Mopdonorns 3HOAOKapAUToOB pas-
nnyHon atnonorum (O6pa3oBaTtenbHbI MHTEPHET-NopTan http:/
library.med.utah.edu).

OTtumonorua n natoreHe3 HT3 He BNOSHE SAICHbI, HO MOXHO Bbl-
OENUTb OCHOBHbIE MEXAHU3Mbl B Pa3BUTUM OAHHOW NaTosIormm:

Puc. 1. HTO MK y noxunoro 6onbHoro. O6pa3oBaHusi Ha knana-
Hax — He 6onee 5 MM B guameTpe.

Puc. 2. T'uraHtckue «Beretauumn» Ha MK npu HTO (Takue pa3amepbl
BCTPe4aloTcs O4YeHb PefKo).

Puc. 3. Qupokappaut JlnbmaHa—-Cakca y 6onbHoro CKB. Bupghbl
He60NbLIOro pa3Mepa POBHble HESIPKUE BereTauuu rno Bcemy nepu-
meTpy MK n paxe Ha xopgax.

1. ImmyHHbIe komrnekcsl. B 1980 r. Jr. Williams u coarr. [30]
BbICKa3anu MnpeanonoXeHne O ponn LUPKYNIUPYIOLWMX UMMYH-
Hbix komnnekcos (LNK) B cdopmmuposaHum HTI. Mo3gHee aTo
npeanonoXxeHve 6bI10 noaTsepxaeHo padotamm M.Hojnik w
coagT. [31] Ha npumMmepe sHOokapauTa JinbmaHa—Cakca.

2. Ponb runokeun B dpopmmpoBaHumn HTS 6bina Bocnponsse-
JeHa B OMbITe Ha XMBOTHbIX [32], korga B Te4YeHue OnnMTenbHOro
BPEMEHN NlabopaTopHble KpbICbl ObINN MOMELLEHbl B YCMOBUSA
pas3ps>keHHOro Bo3ayxa (4TO COOTBETCTBOBAsO BbicoTe 5500 m
Hag ypoBHeM Mops). OueHKa akTMBHOCTM TKaHeBOro daktopa 1
MOPMONOrnN4ecKUX U3MEHEeHU MUTPasibHOro KnanaHa npoBo-
annacb Ha 4-n, 6-in, 8-n n 12- Hegenax uccnegoeanus. HTI
6bi1n BbisBNeH B 33, 29, 65 n 100% cny4yaeB COOTBETCTBEHHO. B
Apyrom mccneposaHun [33] 6bIN0 BbISBEHO, YTO 6OMbHbIE, Y
KOTOpPbIX Ha ayToncum 6bin obHapyxeH HTO, nmenu ructonoru-
YeCcKN U KIIMHNYEeCKn 6onee Taxesble eroyHble 3abonesaHns B
CcpaBHeHun ¢ rpynnon 6e3 HTO, conoctaBMMol No BO3pacTy 1
nony. MNpw o6¢cnefosaHnmn 60sbHBLIX C OHKONOrM4YecKMMu 3abone-
BaHMAMM HTO wvalle BbIABNANCS B rpynne KypuibLUMKOB MO
CPaBHEHWIO C IrPyNMoN He KypsLMX 60MbHbIX [34].

3. Munepkoarynayms 6bina npu3HaHa BaXHbIM (DAKTOPOM B
pa3sutum HTO ewe B 1956 r. [35]. XapakTep Koarynonatum npu

Puvc. 4. BopopaByatbii aHpokapaut MK y 60nbHOro ¢ ocTpou peB-
MaTu4yeckon nuxopapkon. O6pa3oBaHUsi Ha KnanaHe — BCero
HECKOJIbKO MWIJIMMETPOB B AuamMeTpe U pacnosyioXXeHbl BAOJb
JINHUK BOCNaNeHus.

Puc. 5. UIH(IEKLMOHHBIN 3HAOKAPAUT Ha apTepuasnibHOM KnanaHe.
BuaHbl KpyrnHble BeretauuuM KpacHOro LuBeTa HenpaBuIIbHOW

c¢hopmbl.
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HTO o6ycnoBrnieH OCHOBHbIM (hOHOBbIM) 3a6onesaHneM. [1o
opHVUM daHHbIM [15, 36] npn HTO HabniogaeTtca rmnogroprHo-
reHemusi, TPOMOOLIMTOMNEHUS, MOHUXKXEHME KOHLEHTpaLmMn akTo-
pos V, Vil u Xlll, PM®K, aHTutpom6buHa lll, yonuHeHue npoTpom-
6MHOBOr0 BPeEMEHU, KponoprMHOreHemMusi, a Takxe MnosblLLe-
HMe aKTUMBHOCTW TPOMOOLMTOB U ycurneHve cubpuHonusa. Mo
OpYyrum faHHbIM [27] XapaKTepHO CKOpee MoBbILleHne daktopa
VIIl, conbprHoreHa n dpaktopa BunnebpaHpga. Bonpoc o ponu
OBC-cuHgpoma B natoreHese HTO He ogHosHayeH. Ons OBC
XapakTepHa CUCTEMHasi akTMBauma TpoM6oo6pa3oBaHns u u-
6puHONN3a, Npu 3TOM NOBbLILLIEHNE aKTUBHOCTU TKaHEBOro dhak-
Topa (T®D) aBnseTca knoyeBbiM. TO cekpeTupyeTcs NpoMUeno-
LUMTapHbIMU NENKO3HbIMKU KneTkamn [37], npeccupyemMbiMn Ha
NOBEPXHOCTU KIIETOK ajeHOKapPLIMHOMBI, & TaKXe 3a CYET LMTO-
KMHOB (thbakTop Hekposa onyxonu (PHO) n unHTepnenkuH-1),
KOTOpbIE YCUNMUBAIOT 3KCnpeccuio TA aHAoTeNnManbHbIMU KreT-
kamn. OTO B CBOKO O4Yepefb MOXET MPUBOAWTL K paspyLUEeHUto
3[0POBbLIX KnanaHoB 1 (hopMMUpoBaHuio Beretaumin [33].

Y 601nbHbIX ¢ onyxonamu (B 48% cnyyaes — ageHoKapLumHoma
Nerknx 1 an4HNKoB) HTO 6bIn BbIABNEH HA ayTOMNCUM Kak YacToe
nposisnenve OBC-cuHgpoma (50-71%) [23, 28]. B T0 Xe Bpems
npw NccnefoBaHnn KnanaHoB Y 60MbHbIX KapAMOXMpPYpPrnyecko-
ro npocpuna [38] B 6onbluMHCTBE cny4aes (y 60% nauMeHToB)
6b1IM BbISIBNIEHbI UMMYHOJOrMYeckme HapylleHus. [Ons passu-
M HTO Ha choHe 3nokayecTBEHHbIX HOBOOOPA30BaHUM He
MEHbLLYIO pOnb UrpatoT Tepanus OCHOBHOro 3abofieBaHus, Xu-
pypruyeckve BMeLLaTenscTsa ¢ AUTENbHON MMMOBUIn3aumen,
XvMuoTepanusa u nydesas Tepanus [27].

AnTudocchonunuaHbiin CUHAPOM

HaunHaa ¢ 90-x rofosB nNpOLUNOro Beka ObIo BbISIBIIEHO
HOBOE «(POHOBOE» COCTOSIHWNE, MPU KOTOPOM BO3MOXHO Mopaxke-
HVe KnanaHHoro annapara cepgua. CUMATOMOKOMIMNEKC, BKIHO-
YaloLMIN BEHO3HblE W/WAW apTepuarnbHble TPOMO03bl, Pas3nund-
Hble (POpMbl aKyLIepcKon naTonorun, TPOMOOUMTOMEHUIO, a
Takxe ppyrve pasHoobpasHble HEBPONOrMYeckue, KOXHbIe,
CepAeYHo-cocyancTble, remMaTtofiormyeckne HapyLleHus, cepo-
JIOrMYECKNUM MapKEPOM KOTOPOro AABMAIOTCS aHTUTena K docdo-
nmnugaMm, O6bi HasBaH aHTUOCHONUMULAHBIM CUHAPOMOM
(ADC). B 1994 r. Ha VI MexagyHapogHOM CUMMO3WyMe Obiio
npeanoxeHo HasbiBatb AD®C cuHgpomom Hughes, no vmeru
aHrMMINCKOro peemarorsiora, BrepBble OnucasLLEero ero n BHecC-
Lero HanbonbLUNA BKNaL, B pa3paboTKy 3TON Npobemsl.

B HacToslLLIee BpeMs BbIOeNAoT CrieaytoLLme OCHOBHbIE (POPMbI
ADC: BTopn4HBIN ADC (Ha dhOHE CUCTEMHOW KPaCHOW BONMYaHKM
(CKB) unun kakoro-nnbo apyroro BegyLuero 3abonesaHuns) u nep-
BMYHbIN ADC, paccmaTpmBaroLLMNCA Kak oTAeNbHas Ho30Mornye-
ckas eguHunua. B otaensHyo hopMy OTHOCAT KaTacTpodnHecKni
ADC, xapaKTepu3yoLLMIACA BHE3ANHO BO3HMKAOLLEN U ObICTPO
pasBuBatoLLIeNCs NONMMOPraHHOM HeoCTaTOYHOCTLIO Yalle BCero
B OTBET Ha nposouupytoLLme akTopsl [39].

B nonynaumun, no gaHHbIM amepukaHckux asTopoB, ADC
BCTpe4aeTcsa B 5% cny4vaes [40]. B Halwen cTtpaHe nogo6HbIX
ncecnefoBaHui He NPOBOAMITOCS.

Mo coBpeMeHHbIM npefcTaBeHnsaM, aHTuTena K gocdonu-
nugam (A®DJ1) — 3TO He TOMbKO CEepONornyYecKUn Mapkep, HO 1
BaXHbIN «MaTOreHeTUYeCKnin» MeamaTop, Bbi3biBAKOLLMN pas-
BUTNE OCHOBHbIX KIIMHUYeCKMX nposasneHnin AOC — Tpom6030B,

aKyLlepckon naronoruu, uutorneHnn n ap. [39]. A®J1 — retepo-
reHHas nonynauma aHTUTEnN, pearvpyrolmx ¢ LUMPOKUM Crek-
TpOM pochonunuaoB 1 POCHONUMNUACBA3bIBAIOLLMX OENKOB.
B3aumopenictene A®J1 ¢ docdonunupamu npepctasnseT
CO6OWN CrNOXHbIA (PEeHOMEH, B peanusaumMn KOTOPOro BaXXHYHO
porb UrpatoT Tak HasbiBaeMble KOYaKTOpPbl. YCTaHOBIEHO, YTO
aHTUTena K kapgvonunuHy (K1) cessbiBatotcs ¢ KJ1 B npucyT-
cTeun «aKJl kohakTopa», KOTOPbIN 6bIN NAEHTUMULMPOBAH Kak
Bo-rnvkonpoTtenH | (Bo-TT1-1).

Mockonbky npy AOC BO3MOXHO MOPaXXeHWE COCYLOB NHH0ro
kanvoépa v nokanusaumm, KnuHndeckue npossneHns AOC oveHb
pa3Hoo6pasHbl. OgHMM M3 caMblX YaCTbIX KITMHUYECKUX NPOsB-
neHnii AOC aBnsieTcs NopaxeHve KnanaHHoro annapara Cepa-
ua — oo 88% cnyvaes [31, 41-46].

B cBoe Bpems 6b1510 NPEeQJIoXKEHO BbIOENUTL MOpaXeHue Kna-
naHoB npy ADPC Kak OTHAENbHbIA ANArHOCTUHECKUIA KpuTe-
puii [39]. OgHako BcemupHbiM komutetom no ADC B 2006 r.
6bIS10 NMPUHATO PEeLUEeHne UCKMIOYNUTL PAL KITMHUYECKUX 1 nabo-
paTopHbIX MPU3HaKoB M3 KpuTepues guarHoda ADC. MNMomumo
nopaxxeHui KnanaHos cepaua ObiNn UCKIOYEHbl Takne nposis-
JIeHNs1, KaK ceT4yaroe nmBefo, TPOMOOLMTONEHUs, HedoponaTus,
HeBporornyeckue nposieneHuns, akKJl knacca IgA, aHTutena K
Bo-rmmkonpoTemnHy | knacca IgA, aHtTuTena K docdonunuaam,
docaTnamnnataHonammHy, NPOTPOMOUHY 1 K KOMMIEKey goc-
haTnanncepuH/npoTpomMouH. o MHEeHUI0O KomMUTeTa, BKIOYe-
HWe 3TUX MPU3HAKOB MPUBOAUT K CHUXXEHUIO ANarHOCTUYECKON
crneyndunyHoCTH, faxe ecnuv mux ceasb ¢ AOC odeBngHa [47].

E.J1. HacoHoB n coaBT. [39] BblgenstoT crnegyowme popMbl
nopaxenus cepgua npn ADC:

WHdapkT Mrokappga:

* TPOM603 KPYIMHbIX BETBEN KOPOHAPHbLIX apTepui;

* MHOXECTBEHHbIV MHTpaMuoKapamansHbIi TPOM603;

* PECTEHO3 MOCSIe a0PTOKOPOHAPHOIO LLUYHTUPOBAHWS;

® PECTEHO3 NOCIe YPECKOXHOW TPAHCTIOMUHANBHOM KOPOHap-
HOW aHrMonnacTuku.

MopaxeHune knanaHos ceppua:

* NceBAONHMEKLMOHHBIN SHAOKAPAMT C BEretTaumnsamu;

°* HEJOCTaTOYHOCTb W/ CTEHO3 MUTPASIBHOMO, a0PTaNbHOro
W/vinn TPUKyCNnaanbHOro KnanaHos;

* yTOnNLEeHne, (hMbpo3 1 KanbLmgurKaLms CTBOPOK KrianaHoBs.

MopaxeHne MMoKapaa (XpoHWYecKas vemMmuyeckas Kapamo-
mMuonarus).

BHyTpucepaeyHbIn TpoM603.

ApTepuranbHyto rMnepToHUIO.

CuvHOpom gyru aopTbl.

ATepocknepos v AUCIUMNONPOTENHEMUIO.

Matonorns knanaHos npu ADC [48, 49] npenctasneHa no-
BEPXHOCTHLIMU M BHYTPUKNANaHHbIMU HanoXeHnsaMm ubprHa
C nocrepyoLLen opraHusaumnent (cocyaucton nponudpepaumen,
ckonneHmem cunbpobnacTtos, PUGPO30M 1 KanbLMHO30M). Bee
3TO MPUBOAMT K YTOSLLEHUIO U YNIIIOTHEHUIO KrarnaHoB C pa3Bu-
TUEM UX PYHKLMOHANBHON HeJoCTaTOMHOCTU. BocnanutenbHbIn
npovecc He xapakTepeH ons ADC. YTonuleHe CTBOPOK MOXET
coyeTaTbCcsl C obpa3oBaHMeM abakTepuasnbHbIX (HEe copepxa-
LMX MHAGEKLMOHHBIX areHToB) «Beretauui». MogobHoe nopa-
XeHune knanaHoB y naumeHtoB ¢ AOC Ha coHe CKB npuHATO
Has3blBaTb 3HOoOKapauTom JinbmaHa—Cakca.

Ha dooHe BbICOKOW 4acTOThbl MOpPaXeHWs KrarnaHoB ceppua
npyu ADC yvawe Habnopgaetcs nopaxeHne MK — oo 55%, pexe

1
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AK — 30% n TK — 12%. [31, 44—-47]. M. Turiel n coasT. [50], B
TeyeHue 5 net HabnoaasLwme 3a 60J1bHLIMU C NOPaXEHNEM Kria-
naHos cepgua Ha ¢oHe ADC, OTMETUMNM WHTEpecCHbI aKT:
y 64% 60nbHbIX B TEYEHMEe BCEro Ccpoka HabMoaeHs KnanaH-
Hble MopaXKeHUs OcTaBalUCb HEU3MEHHbIMU, W nub B 36%
cry4aeB OTMeYasiocb pas3BuUTNE HOBbLIX aHOMasnun Ha KnanaHax,
13 HUX 88% MMenn B KPOBM BbICOKUIM TUTP aHTuTen K KJ1 knacca
IgG. HecmoTps Ha 04eHb BbICOKYHO YACcTOTY MOPaXXEHWs KranaHHo-
ro annapara cepgua npu ADC, KNMMHMYECKM 3Ha4YMMas MaTonorus,
BefyLLas K cepeyHon HeJoCTaToYHOCTUM U TpebytoLLas onepaTme-
HOro neveHusi, HabnogaeTca pegko — y 5% nauueHtos [51].

Mo paHHeIM M.Hoink 1 coaBT., KOTOpble NpoaHanManpoBanu
pesynetatbl 4 Hanbonee O6LLIMPHBIX TPaHCTopakanbHbIX IxoKI -
nccnepoBaHuii (168 naumeHtoB ¢ nepsuyHbiM ADC), nopaxe-
HWe KnanaHoB cepfua BbIABMANoOCh y 32—38% naumneHTos, B TO
BPEMSA KaK B KOHTPOSIbHOW rpynne Tonbko B 0-5% [31]. Mpwu
CpaBHEHUW YacTOTbl KnarnaHHOM naTonorMn y 60sbHbIX C nep-
B1YHbIM ADC 1 CKB 6e3 ADC o06HapyXeHo, 4TO NpakTUHecku
BCE BUWAbl NMaTonorm4yeckmx U3MEHEHUM KnamnaHHoro annapara
cepiua d4aule BbigBNAOTCA y 6onbHbix ADC [44, 486].
CdopmupoBaHHble MOPOKM cepaua 06HapYXMBAKTCA TOMbKO Y
605bHbIX ADC ¢ BbICOKONO3UTMBHBIM ypoBHeM ADJ1. Ha OxoKI
CTBOPKMW KranaHoB Yalle HepaBHOMEPHO YTOrLEeHbl, Préposu-
poBaHbl, OfHaKO 6e3 JONONMHUTENBHbBIX BEretTauui, TpoMeoTnYe-
CKUX HanoXeHWn n pgedopmaunii, ornpenensercs ynnoTHEHWe
CTEHOK aopThl, KOMeL, MUTPasibHOro 1 TPUKyCnuaanbHoro Knana-
HOB C KaslbLUMHO30M OTAESIbHbIX CErMEHTOB U KOPHSA aopThl,
YTOJNLLEHNEM NPUCTEHOYHOro 3HAoKapaa. bbino BbIABNEHO, YTO
BeretTaumm npu aHgokapaute JinbmaHa—Cakca C pasBUTMEM
peryprutaumMmM Ha MuTpanbHOM KranaHe o6HapyXusaloTcs y
kaxgoro gecsaroro 6onsHoro CKB n accouumnpytoTesa ¢ anuTens-
HOCTbIO U aKTUBHOCTLIO OCHOBHOIO 3a6051eBaHuns, aHTUTENamMm K
KJ1 n manndectaumen AOC [52-54].

Pa3Butne «BTopm4yHoro» MO y 6onbHbix CKB Ha doHe
BOJNIYAHOYHOro 3sHpokappguta JinbmaHa—Cakca BO3MOXHO
B 5—-11% [55]. OgHako T.J. Lehmanwu coaBt. [56] npu Habnoae-
HUM 3a 571 6onbHbiM CKB oTmeTunu passutme MO Tonbko
y 6 naumenToB. Mo paHHeiM C.S. Miller n coasrt. [57], 18,5% na-
umeHToB CKB nmenu nameHeHust knanaHos, npy atom 3,3—4,4%
60JbHBIX UMENU NopaXkeHus, TpebytoLLne aHTubakTepmanbHom
npounakTMki. Hapsgy c npeflwecTByOWMM MopaXeHnem
KnanaHoB B [aHHOM cCllyyae urpatoT pofib rurepkoarynaums
Ha ooHe aHTMAOCHONUNNOHOro CUHAPOMA, TSXKENoe nopaxe-
HWEe Mo4eK, NOCcnefcTBUst rMIOKOKOPTUKOUAHON U MMMYyHoLe-
npeccuBHOM Tepanuu. Yalie Bo36youTENeM SBASIOTCA CTpen-
TOKOKK, CTa(UIIOKOKK, FOHOKOKK, SHTEPOKOKK.

Bctpevaemocts O Ha cpoHe nepBuyHoro AD®C um3sydeHa
nnoxo. B nutepartype npuBoaaTCA COOOLLUEHUA O €AMHUYHBIX
cnyyasx pa3sutus MO Ha cdoHe ycTtaHoBneHHoro AOC. OgHako,
y4uTbIBasA BbICOKYIO 4acTOTY NOpa)keHus KnamnaHos cepaua npu
A®C, B nocnegHve rofbl psaoM uccnegosartenen 6bina npen-
NPUHATa MOMbITKA BbIABEHUA MapKepoB [aHHoOro 3abone-
BaHua npu UNA. Mo paHHbiM L. Kupferwasser un coasT. [58],
o6cnegosaswmnx 91 6onbHOro ¢ N3, y 13 6onbHbIx (14,3%)
6b1510 0OTMeYeHo nosbileHne ADJ1, Npyu 3TOM N30IMPOBaHHOE
nosbileHne aKJ1 otmedeHo y 10 nayneHToB (11%), a coveTaH-
Hoe nosbiweHne BA naKJ1-y 3 naunenTos (3,3%). d.2K.Xanga-
poBa 1 coasT. [59], o6¢cnenosaBLune 22 605bHbIX ¢ N3, BbISBU-
nn nosbiweHne aKJl B 68,6%, aHTuTen K docdarnguncepm-

HY — B 22,7%, a aHTUTen K nusogocdatnannxonuiy — B 31,8%
cnyyaeB, 4YTO MpeBblllano nokasaTtenu B rpynne 605bHbIX C
peBmMaTn3MoM B akTuBHOW hase (52, 12 n 20% COOTBETCTBEH-
HO). B ob6oux mccnepmoBaHusiX BbiiBNEHO, 4TO Yy AdJI-nosu-
TUBHbIX 6OSIbHbBIX YacTOoTa TPOMOOIMOONNYECKUX OCOXHEHWUN
N3 3HauuTenbHo Bbiwe, Yem y ADJI-HeratmBHbIX: 61,5 M
23,1% COOTBETCTBEHHO.

Ha ocHoBaHUW Nosly4YeHHbIX AaHHbIX 6bliT NPeafioXeH crnocob
NPOrHO3MpoBaHUsa TPOMOO30B Y 6OSIbHbIX C MOPaXeHWeM Knana-
HOB cepAua [59], KOTOpbIA 3aKn4aeTcs B TOM, YTO B KpPOBWU
60SbHBLIX ONpefensaeTcs He psaf nokasaTenen (Bpems cBepTbIBa-
HUS, KOHUEHTpauus ubpuHoreHa, TONEPaHTHOCTb Mnasmbl K
renapuHy, (OUOPUHONUTUYECKAs aKTMBHOCTb KPOBW), & OOMH
KOMMOHeHT — aHTuTena K KJ1. o yposHio aKJ1, npesbiwatoLemy
KOHTPOJIb C TPEMS CTAHAAPTHBLIMU OTKITOHEHUSIMM (& KOHTPOSEM
ABNAIOTCA 300pOBble [OHOPLI), MPOrHO3NpPyeTcsd TPOMOO3.
CbiBopoTKa, cogepxalyas aKJl B Konm4ecTse, NpeBbILLaoLLIEM
BennumHy 9,9 ME/Mn, cumTaeTcs NONOXNUTENBHOM B OTHOLLEHUN
NPOrHO3MpoBaHUs TPOMO0O30B.

CyLiecTByeT MHOXECTBO Teopui, o6bsACHsALWMX ponb ADJ]
B passutum Koarynonatuu. A®J1 moryt B3aMMOOenCcTBOBaTb
c 6enkamMu cBepTbiBaHUA KPOBW, €CNU OENCTBYIOT crneayoLime
MexaHu3mbl [39]: nogaBneHne ob6pas3oBaHUa TPOMOUHA, YrHe-
TeHne aktmBHocTu AT Ill, cHuXeHne akTUBHOCTM, 6nokaga
cbopkn komnnekca 6enka C, Hanpsamyto MAK ONocpefoBaHHO
(4epe3 KobaKTOpHbIA 6enok S), yrHeTeHWe aKTUBHOCTU
6enka C, ceasbiBaHve ¢ dakTopamu ceepTbiBaHns Va u Vllla
M 3awmTa MX OT pacLiensieHus aKTMBMpOBaHHbIM 6enkom C,
MHOYKUMA neduyuta 6enka S, a Takxke NogaBEHNE ayTOaKTU-
Bauun daktopa Xll. Oco6oe 3HayeHWe umeeT CMOCOOBHOCTb
A®J1 yrHetatb 6enok-C-3aBMCMMYI0 aHTUKOAarynauuioo, no-
CKOJbKY MMEHHO aeduumt 6enka C, a Takxe pe3ancTEHTHOCTb
K aKTuBMpoBaHHOMY 6enky C B HacTosLLiee BpeMs paccmaTpu-
BatOTCS B Ka4eCTBE OLHOro U3 hyHAaMeHTasbHbIX MEXaHN3MOB
Tpomb603a. Ha knetodyHom ypoBHe ADJ1 cnOoCO6HbI MHAYLIMPO-
BaTb anonto3 3HAOTeNuanbHbIX KETOK, 3KCMPEeCCU0 KIeTou-
HbIX Morekyn agresvm n Td, akTuBupoBaTb TPOMOOLMUTbLI U
vHayumpoBatb cuHTe3 TO MoHoumuTamu [39].

Taknum 06pa3oMm, Ha CerofHsWHUMA OeHb NPUOPUTETHLI Cre-
Jyloline HarnpasfneHus B U3yyYeHun o6cyxgaemMon npobrnemsi:
nccnenoBaHve n BoiseneHne AOC npu pasnuyHbIX 3HOOKapaW-
Tax, paspaboTka 4eTkux anddepeHumanbHO-GUarHoCTUYECKNX
KPUTEPUEB MEXIY NOPOKaMu, pa3smBaroLLmMmcs Ha poHe N3 mn
Ha ¢ooHe nepBuYHOro n sTopmyHoro A®C. Heob6xoamnmo ycosep-
weHcTBoBaHne OxoKI™ gnddpepeHumanbHOW AMarHOCTUKK UH-
hEeKLMOHHBIX (6akTepuarnbHbiX) Beretauui, T.e. KOOHUA MUK-
poopraHnamoB, 1 nceespoBeretaumin npy HTI. BaxHbiM npea-
CTaBISETCA aHaNM3 peosiorm4eckmnx CBOMCTB KPOBU U COCTOSHUSA
remocTaza npu N9, HTO, sHookapauTax, NpoTeKarLLmMX C Kap-
TUHOW TPOMOOUNNN.
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U3 XXH3HU YHUBEPCHUTETA

Y4ye6HUKU U moHorpadcum
YyyanuH A.l'., Bo6kos E.B. OcHOBbI KNMHNYeCKoW anarHocTuku. — M3f. 2-e, nepepab. un gon. — M.: TOOTAP-Meguma, 2008. — 584 c.

YyyanuH AnekcaHap puropbesuy — akagemnk PAMH, [OKTOp MeavuUMHCKUX Hayk, npodeccop, ampektop ®ry «HUWM nyne-
MoHornorun» ®MBA Poccun, rmasHbIn TepanesT MuUHUCTEpPCTBa 30paBoOOXpaHeHns 1 coumnanbHoro passutus PO, sasefyolmi Ka-
dhefpon rocnuTanbHoOn Tepanuu neguaTpuyHeckoro dakynsreta Poccuinckoro rocyfapCTseHHoOro MeAnLMHCKOro YHUBEPCUTETA VM.
H.W.Mnporosa

Bo6koB EBreHnin BanepbeBu4 — KaHOngaT MeOUUMHCKUX HayK, OOLEHT Kadeapbl rocnvTanbHOM Tepanuu neauaTpuyeckoro
hakynsteta PoCCMINCKOro rocynapCTBeHHOro MeamuUMHCKOro yHneepeuteta num. H.M.Mnuporosa

B MoHorpadum nsnoxeHsl Hanbonee BaxHble acrnekTbl KIMMHUYECKOW ONarHOCTUKW, UCXOASA U3 CBOEro MHOMOSIETHEro onbiTa
BpayebHON U nefarormyeckon AeatenbHOCTU. KHura nocTpoeHa no npo6rieMHO-OPUeHTUPOBAHHOMY MPUHLUMY, NPEBOCXOAHO
WNNIOCTPUPOBAHA, YTO MO3BOSISET YNTaTEN0 COCTaBUTL HarnsgHoe npeacTasneHne 06 onvcbiBaeMoM CUMMTOME UMM CUHAPOME.
PykoBOACTBO OXBaTbIBAET LLUMPOKUIA KPYI NMaTONOrMYeCKMX COCTOAHUIA N OPUEHTUPYET Ha HEOOXOAMMble AMarHoCTUYeCKMe MeTo-
Obl. KHMra okaxeT HeoLeHMYH NMOMOLLIb Bpadam 06LLen MpakTUKK, UMEIOLLUM OrpaHUYeHHOoe BpeMs AN MPUHATUSA KIIMHUYECKMX
peLueHni.

PecnupaTtopHas meguuuHa: PykoBoacTeo ans Bpadeit. B 2 tomax / Mopg pen. akag. PAMH Al YyyanuHa. — M.: TOOTAP-Megaua,
2007. - 1616 c.

PykoBoACTBO COCTaBneHo BeayLLUMMN Y4eHbIMU CTpaHbl, 06beAMHEeHHbIMY COBMECTHOM paboTon B pamMKax Poccuinckoro pecnu-
paTtopHOro obuiecTea. ATOT NPOEKT y4eHble pa3padaTbiBanv B TEYEHNE HECKONbKUX JIET; OHU CTPEMUIIUCE MPOaHaNM3npoBaTh O0o-
CTUXKEHWNS1 B pecnupaTopHoOn MeauumnHe, KOTopble Tak CTpeMUTESIbHO HaKanMeaancb B MMPOBOW NPaKTUKe B NOCnegHue OecaTb NeT.
B pykoBOACTBE M3NOXEHbI Kak (hyHAaMeHTasbHbIe BOMPOChI PECMMPATOPHON MeAMLUMHBLI (OHW NPeACcTaBfieHbl B MEPBOM TOME), Tak
1 Ha BbICOKOM NPOdECCUOHAIIBHOM YPOBHE PacCMOTPEHbI (MPENMYLLECTBEHHO BO BTOPOM TOME) KITMHUYECKUE acneKTbl MaTonorum
OpraHoB ApixaHus. Kaxpaas rnaesa pykoBOACTBa Hallfia CBOe OTpaXKeHue B nekuusax akagemuka PAMH A.lMYyyanuHa (100 nekuwmi,
NPOYUTaHHBLIX B NOCNEQHME TpW roaa ans MOSIoAbIX Bpaden, n oHu B popmaTe DVD npunoxeHbl K pyKOBOACTBY). [pno6peTeH yHU-
KarnbHbIM OMNbIT, KOrga Kaxgoe MnonoXeHne pyKoBOACTBA HAXOOUT OTpaXeHue B COOTBETCTBYIOLLEN nekumu. MoHorpaduyeckuin n
NEKUMOHHBIN MaTepuan U3foXeH B MOAYNbHOW CUCTEME, aHaNOrM4HOW CUCTEMe pekoMeHOauunin EBponenckoro pecnupartopHoro
obuectBa. PekomeHayeTcs Y4ebHO-MeToAMYeCcKUM 06beMHEHNEM MO MEAULIMHCKOMY 1 dhapMaLeBTUYeCKOMY 06pa30BaHmio BY30B
Poccuu B kavecTBe y4ebHOro nocobus Osisi CUCTEMbI MOCNEBY30BCKOro NpodeccruoHansHoro obpasosaHusa Bpaden. PykoBoacTeo
paccyMTaHO Ha LUMPOKUIA KPpyr CrneumanucToB: TeparneBToB, NyNbMOHOMOMOB, PTU3NATPOB, OHKOMOroB M APYruxX CheLManucToB.
BonbLuyto nonb3y nosy4vat npenogasaTenn, OHXM CBO6OAHO MOrYT MoSb30BaTbCA clanjamm, KOTopbiX 60nee AecAaTu TbiCad, aHUMma-
LIMOHHBIMW (hrbMaMn, MHTEPBbLIO C 60MbHLIMU, CTpadaLLMMN 3a601eBaHUAMN OPraHOB OblXaHUs.
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