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Cucremnble BackyJauThl. Onpenesenue.

CucreMHBIe BaCKYJIUTHI - TpyINa 3a00JI€BaHUM, JUIsl KOTOPBIX XapaKTEPHO pa3BUTHE
UIIEMUU U HEKpO3a TKaHEW BCJEICTBHE BOCTAJIIEHUS KPOBEHOCHBIX COCYIOB (IEPBUYHOIO
WIM BTOPUYHOIO O OTHOUIEHUIO K OCHOBHOMY 3a0OoseBaHHUI0). CHCTEMHbIE BACKYIUTHI
OTHOCSITCSl K YUCITy OTHOCUTENIBHO PEIKUX 3a00JI€BaHM, OHAKO B TIOCIEAHHUE TOABI OTMeE-
YeHa TEHJCHLMS K YBEJIIMYEHHUIO UX pacnpocTpaHeHHOCTU. Ha oo nepBUYHBIX cUCTEM-
HBIX HEKPOTU3UPYIOMIMX BacKyauToB npuxoautcs ot 0,4 no 14 u Gonee ciyuyaeB Ha 100

THICSY HACEIICHMUSL.
Knaccndukanus cuHCTEeMHBIX BACKYJIUTOB:

ComnacHO CyLIECTBYIOIIMM KiIaccu(UKalMsIM U peKoMeHAauusIM MexayHapoaHon
cornacurensHoil koHpepeHu B Chapel Hill (Cesepnas Kaponuna, CILIA,1993) cucrem-

HBIC BACKYJIUTBI IMOAPA3AC/IAIOT B 3aBUCUMOCTH OT KaHI/I6pa MOpaAKCHHBIX COCY/I0B!:

[E—

[IpenmyIiiecTBEHHOE MOPAKEHHE COCYI0B MEJIKOTO Kaauopa:

- nypnypa llenneinina-I'enoxa

- DCCEHIMATBHBIN KPHUOTIIOOYTUHEMUYECKHUM BACKYIUT

- MHUKPOCKONUYECKHUI MOTUAHTUUT(ITOIUAPTEPUNT)

2. IlpenMy11eCTBEHHOE TOPAKEHUE COCYIOB MEJIKOTO U CPEAHEro Kanuopa:
- rpanynemaro3 Berenepa

- cunapom Yepmxa-Ctpoc

3. [IpeumyiiecTBEHHOE MOPAKEHUE COCYIOB CPETHETO Kanuopa:

- y3€JIKOBBIU MTOJIMAPTEPUNAT

- Oone3np KaBacaku

4. IIpeuMy11€CTBEHHOE MOPAKEHHUE COCYIOB KPYIMHOTO Kaauopa:



- TUTaHTOKJIETOYHBIN (BUCOYHBIN)
- aprepuuT - apTepuuT Takascy

5. CmMeniaHHbI€ COCTOSIHHUS (HOpa)KCHI/IG COCyOd0OB MCJIKOro, CpCaHCro MW KpPYIIHOI'O

Kanuopa):
- Ooune3nb bexuera
- - o0mUTepUPYIOMUNA TPOMOAHTUUT

[IpeanmprHUMAaNUCh MONBITKU CO3TaHUSI KIaCCU(UKAIIMK BACKYITUTOB 110 TTATOTCHE3Y,
HO B CBSI3U C YYaCTHEM HECKOJBKHMX MEXaHU3MOB, YACTO CXOIHBIX WJIMU IMEPEKPECT-
HBIX, IIAPOKOTO PACIPOCTPAHEHUs Takas Kiaccudukauus He monyuyuia. Tem He MeHee
KJ1accu(uKalusi, OCHOBaHHasl HA UMMYHHBIX ME€XaHU3MaX Pa3BUTHUS CUCTEMHBIX BaCKYJIH-

TOB UMEET OONBINIOE KIIMHUYECKOE 3HAYCHHE.
1. BacKynauThl, aCCOLIMUPOBAHHBIE C UMMYHHBIMU KOMILJIEKCAMU:

-Ilypnypa Ulennsita-I enoxa
-Backynut npu CKB u PA

-NHdexmonHbIe BACKYIUTHI

-bone3np bexuera
-KpuornobynmuHemMuueckuii BACKYJIUT
-CpiBopoTO4Has 00JI€3Hb

-[TapaneoruracTu4eCKU BaCKYJIUT

2. BackynuThl, accOIMUPOBaHHBIE C OpraH- crnerupuyeckumMu anturenamu: -CHHIpOM
I'yamacuepa

-bone3np KaBacaknu
3. AHIIA-accouunpoBaHHbIE BACKYJIHUTHI:

-I'panynemaro3 Berenepa



-MuKpOCKOITMYECKUI TTOTUAPTEPUNAT
-Cunnpom Yepmxka-Crpocca

- Y3€JIKOBBIN NIEPUAPTEPUUT
-JIekapCTBEHHBIE BaCKYIUTHI

4. Ki1teTouyHO-0noCpe/I0BaHHBIE:!

-bosne3np XopToHa

-bosne3ns Takasdcy
-I'panynemaro3 Berenepa
Onpenenenne

Cunnpom Yepmxa-Crpocca (303MHOPWIBHBIA TpaHyIeMaro3 ¢ MOJIUAHTHUUTOM, aj-
JEPTrUYECKUI aHTUUT C TPAHYJIEMaTO30M) - 303UHO(UIBHOE TPAaHYJIEMaTO3HOE BOCIIAJIEHHUE
C BOBJICUECHUEM JIBIXATEJIBHBIX MMYTEH U HEKPOTU3UPYIOIINI BACKYIUT, MOPAKAIOIIHUN COCY-
JIbI MAJIOTO ¥ CPETHETO KamnOpa, COUETAOIINIICS C OpOHXHAIBHONW aCTMOM U DO3UHO(UITH-
eit . [lepBoe Habmronenue 3aboneBanus orHocuTca K 1900 rogy u mpuHAAIEKUT KaHA-
ckomy Bpauy William Osler. OnHako KIMHUYECKHE W MATOJOTMYECKHUE MPHU3HAKK 3a00J1e-
BaHMs ObuTH omucanbl Juilb B 1951 roxy Jacob Churg u Lotte Strauss, HO ¢ 3TOro Bpeme-
HU Ha3bIBaeTCs X UMEHEM — cuHipoMm Yapra-Crpocca uiam B Apyroi Tpanckpumnuuu Yep-
mxa-Ctpocca (CUC) . B ux uccnenoBanuu ¢ ydactuem 13 O0nbHBIX 3a00JIeBaHHE MaHH-
dbecTpupoBalio TSKEIOH OPOHXUATBLHOM acTMOM, C MPUCOCAUHEHUEM JTUXOPAJIKH, TUIIEP-
203UHOPWINH, CEPACUHON M TOYEYHOM HEJOCTATOYHOCTU M TOJIMHEHpomnatuu. Y O0Jb-
IIMHCTBA MAIMEHTOB HAOMIONATUCh UH(UIBTPATHI B JIETKUX, CHHYCHUTBI, apTeprualibHas TU-
nepTeHs3usi, adJoMuHalbHas 00Jb, KPOBaBBI MOHOC M TMOPAKEHUE KOXKH, B YaCTHOCTHU
nyprypa U NOAKOKHBIE y3JIbl. 11 ManueHToB yMepIo, 4YTO U HE YAUBUTEIBHO, MOCKOJIBKY B
TO BpeMsI KOPTHUKOCTEPOUIbI €1lle¢ HE MPUMEHSIIUCh. ABTOPHI ONMUCAIA TPUAAY T'MCTONA-
TOJIOTHYECKUX MPU3HAKOB, BKIIOYAIOIIYI0 HEKPOTU3UPYIOMIUN BaCKYJIHUT, 303MHOPUIIb-
HYI0 UHQWIBTPAIUIO TKAaHEH U BHECOCYAUCTHIC TpaHyieMbl. JlanpHelee n3ydeHue mnaro-

(i)I/I?)I/IOJIOI‘I/ILIGCKI/IX MEXaHU3MOB 3a00JI€BaHKS MTO3BOJIMIIO YCTAaHOBHUTD, UTO CqC, Hapsaay €



rpaHyJieMaTo3oM Berenepa u MUKpOCHONMYECKUM MOJUAPTEPUUTOM, OTHOCUTCS K HEKPO-
TU3UPYIOUIUM BaCKyJIUTaM, aCCOIMUPYIOIIMMCS ¢ aHTUHEUTPOPUIHHBIMH IIUTOILIA3MATH-
yeckumu antutenamu (AHIIA). [Ipu stom CHC BcTpeuaeTcs 3HaYUTENBHO PEXKeE.

INUIAEMHOI0T U

JlaHHbBIE KCCIEOBAaHUM CBUAECTEIBCTBYIOT O TOM, YTO €XerojHas 3a00JIeBa€MOCTb
CUC cocrasanser ot 0,5 1o 6,8 Ha | MUIIIMOH HaceleHus, a paCIPOCTPAHEHHOCTh B 3aBU-
CUMOCTH OT HCIIOJIb3YEeMbIX KIacCHU(pUKAIMOHHBIX KputepueB — ot 10,7 no 13 na 1 mui-
auoH HaceneHus. Pacnpocrpanennocts CHC Oosbllie B CEBEPHBIX HIMPOTAX B CPABHEHUU
C KOXKHOM 4acThl0 EBPOIBI U y JKUTENEN ropoJa IO CPABHEHUIO C CEJLCKUMH PallOHAMM.
YcTaHOBIIEHO, UTO CpeIHUI BO3pacT Hadana 3abosneBaHusi nmpuxoautcs Ha 38-52 ner (B
nuana3oHne ot 7 ao 74 ner) [4, 8]. [Ipu stom CHC oaMHAKOBO YacTO BCTPEUAETCS U Yy MYXK-
YUH U KEHUIMH. Ba)XHO OTMETHUTBH, UTO CYIIECTBYIOT ONPEAEIICHHbIE TPYAHOCTH B JTUArHO-
cTUKe naHHOW martonoruu. [loaToMy Bo3mokHa, kak runepauarnoctuka CUC, tak u, Ha-
000poT, ci1yyau, Koraa 3a00J1eBaHUE OCTAETCSl HE3aMEUEHHBIM.

Ituoaorusi CUC neuspectHa. He BbIsiBiIeHO CBsi3M 3a0oneBaHus ¢ MHGEKIMEH, B
YaCTHOCTH C BUPYCOM remnaruta B (kak mpu y3enkoBom nonguaprepunte). OTMEUeHo, 4TO B
psane ciyyaeB CHC BO3HMKan MocCi€ BaKIMHAUWHU, MPOBEACHUS THMIIOCEHCUOWIN3AINH,
OPUMEHEHUsI MaKpOJIUI0B, XUHUMHA, [TPeNapaToB Ui JeUeHUs] OPOHXUATbHON aCTMbl —
AHTAaroHUCTOB JIEMKOTPUEHOBBIX PELENTOPOB U OMaidn3ymada - mpemnapara Ha OCHOBE MO-
HOKJIOHAJIbHBIX AHTUTEJN, HAlpaBJICHHbIX NPOTUB UMMYyHOIT0oOynuHa E, ogHako Hanmuuus
IPUYUHHO-CJIEICTBEHHOM CBSI3U MOKa HE BbIsABIEHO. [Ipennonaraercs, 4To NpyueM aHTaro-
HUCTOB JIEMKOTPUEHOBBIX PELENTOPOB U YMEHBILIEHHUE J03bl MJIM OTMEHA CUCTEMHBIX IJIO-
KOKOPTUKOHUJIOB BEJIET K YXYAIIEHUIO T€UeHUs OpPOHXHUAJILHOM aCTMBbI, B pE3YJIbTaTe YEro 1
npoucxoaut Manudecranusa CUC.

Otmeuena Oonee BhIcOKas exerogHas 3adoneBaemoctb CHC y manueHToB ¢ OpoH-
XUAJbHOM aCTMOM, HE MOJIyYaBIIUX AHTArOHUCTHI JIECMKOTPUEHOBBIX penenTopoB (64,4 Ha
MJIH. TAIIMEHTOB C OpOHXMAJIbHOM acTMOM), WJIM JICUEHHBIX IpernaparaMu 3TOTr0 Kjacca
(oxosio 60 Ha MJIH OOJIBHBIX OpOHXMAJILHOM acTMOi). B npyrom mccnegoBaHuu mokasaHa
HECKoJIbKo MeHblas 3aboneBaeMoctb CUC - 34,6 Ha MJIH MAalMEHTOB ¢ OPOHXHAIBHOU
acCTMOM B TOJI, UTO BCE K€ BHIIIE, YeM B oOIIel momysiuu. HaciencTBenHnas npeapacmo-

noxeHHocTh K CHC He ommcana. OI[HaKO B ITCHCTHUYCCKUX HUCCICAOBAHUAX ITOKA3aHO Yy4a-



CTHE psAlla TMpeapacrojararoliiuX HaCIeICTBEHHBIX (DAKTOPOB, B YACTHOCTH, TaluIOTHIIA
unrepneiikuaa (MJI) 10 - NJI10.2, accouuupyroierocs ¢ MOBbIIIeHHON 3kcnpeccueit NJI-
10 [13]; annenbHbIX BapuaHToB HLA -DRB1*04 v HLA-DRBI*07 v rena HLA-DRBA4,
yame onpenensromuxcs y nauueHToB ¢ CUC, yeM y 310pOBBIX JIMI; U, BO3MOYXKHO, MOJIHU-
mopduzma CD226 Gly307Ser.

Iarodusuonorusa CUC ocraercs HeJOCTATOUHO U3yueHHOM. OCOOEHHOCTHIO 3200-
JIeBaHUs SIBISIETCS 3HAYUTENbHAs 703MHOMUIINS B KPOBU U TKaHSIX, aCCOLIMUPYIOIIAsCS C
AKTUBHOCTBIO 3a00JIeBaHUs. YCTAHOBJIEHO, uTo Yy nanueHToB ¢ CYHC B akTUBHOU (aze 3a-
0oseBaHMs 303MHOPUIIBI SKCIPECCUPYIOT MOBEPXHOCTHBIE MapKephl aKTUBALlMU U CEKpe-
TUPYIOT OMOJIOTUYECKH aKTHBHBIE OCJIKH, MIPUBOIAIIMX K TKAHEBOMY MOBpexaeHuto . He-
COMHEHHO, B naroreHe3e CHC yuyacTByroT HUTOKMHBI. [loKa3zaHO, 4TO yBEIMUYEHUE COOEp-
xanusi MJI-6 B CBIBOPOTKE KPOBH MPENIIECTBYET POCTY PEBMATOUIHBIX (PAKTOPOB B CHIBO-
pOTKe KpoBH U ompenensercs B Hadane oboctpenus CUC. Takum obpazom, MJI-6 moxeT
OBITh BaXKHBIM ITYCKOBBIM (PaKTOpOM. YCTaHOBJIEHO, uTo y narueHtoB ¢ CUC ormeuaetcs
CYILLIECTBEHHBIA poCT ypoBHsI MHTepdepoHa-a u MJI-2, a Takxke ymMepeHHOE MOBBILIECHUE
OHO-a u NJI-1B, nogodHo HabmomaeMoMy mpu y3enkoBoM nepuaprepunte [18]. [Ipen-
HoJiaraeTcs, YTo 303MHOPMINS TOAAEeP)KUBAaeTCa BRICOKUM ypoBHeM MJI-5 B kpoBH, KOTO-
PBIN IPOAYLIUPYETCS TIIaBHBIM 00pa3oM aKTUBUPOBaHHBIMU TuMporutamu tumna Th2. Tlo-
Ka3zaHo, uto npu pedpakrepHoM Tteuenun CUC BBeneHue memnonnsymada - aHTUTEN K UH-
TEPIECUKUHY-S -IIPUBOAUIIO K YIIYUILLICHUIO.

Pesynprarel OMONCHM TOpPaXeHHBIX MepUPEPUUECKUX HEPBHBIX BOJIOKOH CBHJIE-
TEJIBCTBYIOT O TOM, YTO MPHU SMUHEBPAILHOM HEKPOTU3UPYIOIIEM BACKYJIMTE HAUMHAIOT
YUCJICHHO TIpeo0iiajiaTh aKTUBUPOBaHHbIE UTOTOKCHYeckue T-mumborutel (CD8+ nuro-
Tokcuueckue T-xnetku u CD4+ T-xenmepsl) Haj 303MHO(UIaAMH, BKIIOYAs U BOCHAIH-
TeNbHBIN 3Kccynar. Horma B BocmaluTelbHOM 7Kccyaate oOHapysxkuBatorcss CD20+ (B-
auMQOIUTRI), BOBMOXKHO, Takxke ompeaeneane nmmyHornoOymuna E (IgE) u anturen x
C3d.

IIpennonaraercs, uto AHIIA k mMuenonepokcuaaze UrparoT BaKHYIO poJib B MaTO-
reHe3e MOBPEXKIACHUS COCYIUCTOW CTEHKU MOCPEACTBOM aKTHUBALMM HEUTpO(dHIIOB, aare-
3UM MOJUMOP(PHOSACPHBIX KIETOK K IHAOTEIUATbHBIM KIETKaM COCYIOB, C IMOCIEIyIo-

UM JIMITHYECKUM TOoBpexaeHueM sHaotenus. [Tokazano, uro y juir ¢ CHC tutpser mAH-



A (cM.HIKE) KOppETUPYET C TSHKECThIO 3a00JIEBaHMS: CHIDKEHUE OTpakaeT d(P¢eKTuB-
HOCTh MPOBOJUMON MMMYHOCYNPECCUBHOM Tepamnuu U, Ha000poT, pocT TuTpoB MAHIIA
paccMarpuBaeTCs Kak MpU3HaK 000CTpeHust 3a00JIeBaHusI.

Junarnoctuka. OcHoBHoMl ocobeHHOCThI0O CUC siBNsieTCsl CTaAMITHOCTD Tpoliecca,
onucanHas J.G.Lanham u coast. Beimenstor Tpu ¢azsl Teuenus CUC:

I. IIpogpomaneHblil epuoa autest A0 10 JeT, XxapakTepusyeTcs pa3IMdHbIMU ajl-
JIEPTUUECKUMU TPOSIBJICHUAMU: aJJIEPTUUECKUN PUHUT, MOJUTMHO3, OpOHXHAIbHAsI acTMa,
0OBIYHO TPYIHO KOHTPOJIUPYEMBIE.

II. Bo BTopoit daze (303uHOGMIBHBIX WHOUIBTPATOB) BO3HUKAET 303MHO(PIIHS B
nepudepruueckor KpOBH U 303WHOGUIIbHAS HHPUIBTPAIIMS TKAHEH B pa3IMUHBIX OpraHax,
BKJTFOYAS JIETKWE M JKEIIYIOUHO-KHUIIIEUHBIA TPAKT (303MHOMUIIbHAS TTHEBMOHUS, CUHIPOM
Jleddnepa, 203MHODUIBHBIN TaCTPOIHTEPUT).

III. Tpetrs (aza Gone3Hn (CUCTEMHBIN BACKYJIHT) XapaKTePU3YETCs YaCThIMU U TS-
KEJIO0 TTPOTEKAIOIIMMH MPUCTyIaMU OpPOHXHUAIBHOW aCTMbI U TIOSIBJICHUEM MPU3HAKOB CH-
CTEMHOTO BacKYJIUTa.

Kiunuveckass kapTuHa oTinyaeTcss OONBIIUM TOJIUMOP(PU3MOM TPOSBICHUN U
3aBUCHUT OT (a3bl 3a00meBanusi. OcHOBHOU «wmuIIeHbI0» pu CUC SBISIOTCS OpraHbl Abl-
XaHMUSL.

BponxnanbHasi acTMa U opaskeHue Jerkux. Y OOJbIIMHCTBA OOJIBHBIX OJTHUM U3
NEPBBIX MPOSIBICHUM SBISETCS OPOHXMAIbHAS aCTMa, BOSHUKAIOIAs B MOJIOZIOM BO3pacCTe;
IPUYEM 9acTO Y OOJIbHBIX HET MPU3HAKOB aTOMUU U CEMEHHOTO aHaMHEe3a aJlJIePTHYCCKIX
3a0oneBanuii. bpoHxuanbHas acTMa y TakuX OOJIBHBIX C CaMOrO Hadajga CTaHOBUTCS
CJIIOKHOM JJIS T€paruu, XapaKTepu3yeTcsl MOBTOPHBIMUA O0OCTPEHUSIMU, TPEOYIOIIMMH Ha-
3HAQUEHMS] CUCTEMHBIX TIIFOKOKOPTUKOUOB. C MOSBICHHUEM MPU3HAKOB CUCTEMHOIO BAaCKY-
JIUTa CTENEHb TSKECTU OPOHXUATBLHON aCTMbI MOKET YMEHBIIIUTHCS; T€HEepanu3aluu Ipo-
1ecca MpeIecTByeT MePUoa JIUTEIbHON JTUXOPAIKH, BHIPAXKEHHOW WHTOKCUKAIIUU TPHU
CHUKEHMH Macchl Tena. Eme onHol 0CO0EHHOCThIO TeUeHUs OPOHXUAIbHON aCTMBbI TOSIB-
JICHUE JICTOUYHBIX MH(UIBTPATOB, PETUCTPUPYEMBIC Y JIBYX TPETei OOJBHBIX U MOTYT pa3-
BUBAThCS HA Pa3HBIX dTarax OOJE3HH: B MEPHUOJ] MOSBICHUS MEPBBIX MPUCTYTIOB YIYIIbsS
WM YK€ B NEPUOJ Pa3BEPHYTOW KIMHUYECKOM KAPTUHBI CHUCTEMHOrO Backyiaurta. [Ipu

CYC OTHOCHUTEIILHO YacTO OTMEYAIOTCS IJICBPAJIBbHBIC U3MCHCHU. TaK, Y TpCTHU OOJILHBIX



BBISIBJISIIOT TJIEBPUT C D03MHOGUIINEH B IJIEBpaIbHOM 3Kccynare. OnucaHbl Cirydan KpOBO-
XapKaHbs ¥ AJIbBEOJIIPHOTO KPOBOTEUCHUS.

JIOP-narosorusi. Aniepruueckuil puHuT BeTpedaercs 6omnee yem y 70% OonbHBIX
¢ CUC. Knunuueckasi kKapTuHa 00JIE3HU 4YaCTO HAYMHAETCS C MPOSIBJICHUIN allJIEPTHUE€CKOTO
PUHUTA, KOTOPBIM YacCTO OCJIOKHSIETCS TMOJMIO3HBIMU pa3pacTaHUSIMHU CIU3UCTON HOCA,
PEUANBUPYIOIIUMHE TOCIE yAAJICHUS, U IPUCOCIUHEHUEM CUHYCUTOB. K unciy penkux u
NO3AHUX OCJOKHEHUU OTHOCST XPOHUYECKUM OTHUT, YXYALICHUE CIyXa, MHOUIBTPALIIO
OCHOBaHHS yeperna 303MHOPUIBHBIMY IPaHyJIeMaMHu.

IMopa:keHue KOXKHBIX MOKPOBOB. KOXXHBIE BBHICHIIAHUS B BHJIEC MyPITyphl OOBIYHO
ONpENENA0TCA Ha cTaauu BacKyinuTa. KoxHbie nposiBiaeHus BoisiBisoTcsa y 40-75% nanu-
entoB ¢ CUC u npeacTaBieHbl B BUJIE NATBIUPYEMON MyPIyphl, 4ACTO C HEKPO3OM B LI€H-
TpE TeMOPPAruuyecKux IISITEH, PAcHOJOKEHHBIX MPEUMMYIIECTBEHHO Ha pa3rudaTesbHOU
MOBEPXHOCTU BEPXHUX W HUKHUX KOHEYHOCTSX, MOJKOXKHBIX Y3€JIKOB (y OIHOW TpeTH
OOJIBHBIX 3TO HAYAIHHOE MPOSBICHUE MOPAXKEHUS KOXKU) WM MAmyJsIpHON spuTembl. ['u-
CTOJIOTUYECKHE JIaHHbIE OMOICHUU KOKW MH(OPMATHUBHBI IPUMEPHO y MOJIOBUHBI MALUEH-
TOB M NPEJCTABJICHbI B BHUJIE JIEHKOIIMTOKIACTUYECKOTO (MepU-)BaCKyJIUTa U MHOTala He-
KPOTU3HUPYIOIIETO BACKYIINUTA, 303MHOPMIbHON WHOUIBTpAIUU W/UIH OoJiee pellko TpaHy-
JIEMaTO3HOIO BacCKyJIUTa WM BHECOCYAMCTbIE 303WHO(UIbHBIE TPaHyJIeMbl, 0COOEHHO B
y3enkax. MoryT pa3BUBaThbCsi FeMOpparuuecKre BhIChIMaHus (OT METEXUH 10 BhIPaKEHHBIX
9KXHUMO30B), OyJIJIE3HBIC MPOSIBIICHUSI U JIP.

Ilopa:keHnue cepae4yHo-cocynucTo cucrembl. [0 TaHHBIM pa3HBIX aBTOPOB, Ya-
crota nopaxenusa cepaua npu CHC ormeuvaerca y 28-47% manuenToB. /[uamazon nopa-
KEHUS Cep/illa OYEHb MUPOK: MUOKAPAUT, PECTPUKTUBHAS U JAWJIaTAllMOHHAS KapAUOMHUO-
naTusi, KOHCTPUKTUBHBIM MEPUKAPIUT, HapylIeHus putMa u nposoaumoctu, Al IIpoge-
MOHCTPUPOBAHO, 4TO y nanueHToB ¢ CHC mI1aBHOM NPUYMHON JIETAJIIBHBIX UCXONOB SIBIIS-
€TCsl cepJieuHass HeIOCTaTOYHOCTh, BhisiBIsieMas y 48% OonpHBIX. B uccnenoBanun E.H.
CemenkoBoii 1 coaBt. ¢ yuactueM 70 manuentoB ¢ CUC, matosorus cepaia oOHapyx eHa B
55% cmydyaeB. MuokapauT Obul auarHoctupoBan y 9 (12,9%), nunataniuoHHasi Kapauo-
muonarus —y 6 (8,6%), mpu3Haku MOpaKeHUsT KOPOHAPHBIX cocynoB - y 20 (28,6%) 6ob-
HBIX (M3 HUX y 4 pa3BuiIcs UH(PAPKT MUOKAP/IA); SKCCYTATUBHBIN (BBITIOTHOM) MEPUKAPIUT

-B 14,3% cnyvaeB. PazBuTue cepiedHON HEAOCTATOUHOCTU OTME4YeHO noutu y 20% mnaiu-



enToB. OmnucaH ciiy4ail pa3BUTHsI W30JIHMPOBAHHOTO BACKYJIMTAa KOPOHAPHBIX COCYIOB 0€3
MOPAXKEHUS JIbIXaTEeIbHONW CUCTEMBI. YCTaHOBJIEHO, 4To npu CUC ¢ nopaxkeHuem cepana
3HAYMTEIIHO Yalle OTMEYAIOTCS OTpULATENbHBIN TecT Ha AHILIA.

IIpy mopaxkeHMH HEPBHOM CHCTEMbI HA MEPBOE MECTO BBIXOIAAT MHOKECTBEHHBIN
MOHOHEBPHUT (710 75% OONBHBIX), ¢ TOCICAYIOMICH MPOTrpecCueii 0 MOSBICHUS CHUMMET-
pUYHON WM acCMMMETpUYHOM mojuHekponatuu. [lepudepudeckas Helpomatuss MOXKET
COMPOBOXKJATHCS BHIPAKEHHBIM OOJEBBIM CUHIPOMOM Y KaXKJI0r0 YETBEPTOro MalMeHTa ¢
CUC nosBnsrOTCS NMPU3HAKU NMOPAKEHUS LIEHTPAIBHOM HEPBHOW CUCTEMBI B BHJE pac-
CTPOWCTB B OMOIMOHAIBHOU cdepe, peke pa3BUBACTCS TeMOPPArHieCKUid WHCYIbT U WH-
dapkT mo3ra.

IMopaxeHnusi movyex He SIBJISIOTCS YACThIM KIMHUYECKUM MpOosiBieHUeM. B uccrieno-
BaHuM, BkIto4aBiieM 116 OonbHBIX ¢ CUC, maronorus modex BbIsiBIeHa y 31 O0ibHOTO
(27%): y MONOBUHBI - OBICTPONPOTPECCUPYIONIAS WU OCTPAsi MOYEUHAS] HEJOCTATOYHOCTD
(KOHIIEHTpaIMs KpeaTHHUHA B TutazMe KpoBu >1,4 mr/mn [>124 MkMonb/i1]); y OCTaabHBIX
- IPOTEUHYPHUSI U MUKpOTreMaTypusi. 16 maiueHTam BBIIIOJIHEHA OMOIICHH MOYEK, U3 HUX Y
11 oGHapykeH HekpoTu3upyromuil rmomepynonedput. [lonoxurensHpii Tect Ha AHIIA
ONpPENEISIICA Yy BCEX MALMEHTOB C INIOMEPYIOHEPPUTOM U Y 26% OONBbHBIX 0€3 MaToJ0ruu
noyek. MokeT HaOoAaThCsl oBbIIeHNEe apTepuanbHoro aaBienus (y 10-30% 601pHBIX €
CYC) BcrencTBre MOPakeHUS MOYEK WM KaK OCJIOKHEHUE Teparuy TIITIOKOKOPTUKOUIAMHU.

IIaToJiorus KeJay104HO-KHIIEYHOI0 TPAKTA OTHOCUTEIBHO YacTasl KIMHUYECKas
npob6aema npu CUC. BackynuT 1 303uHOGUIBHBIN HHPUIBTPAT MOTYT MPUBECTH K HIIIE-
MUH, & B TIOCJIEIYIONIEM SBUTHCS MPUINHON NIEpPOopaIiii CTCHKH KEITyJIKA WIA KUIICUHU-
ka. ¥ nanueHtoB ¢ CHC BBISBISIOTCS 203MHO(DMIBHBINA FaCTPOIHTEPUT, POSBIISBILIUNICS B
BUJIe abgoMUuHaIbHOUM Oosn (y 59% OonbHbIX), nuapeu (B 33% ciydaeB); KeTy104HO-KH-
meyHoe kpoBoreueHue (y 18% O0JbHBIX), BACKYIUT KUIIIEYHUKA, KOTOPbIE MOTYT MpEAlIIe-
CTBOBATh WJIM Pa3BUBATHCS B (ha3y BaCKyJIUTA.

MpleyHo-cKeJieTHasi maroJaorus. Muanruu, MUrpupyromue 00 B cyctaBax M
apTPUTHI peXKe OMPENEISIIOTCA Ha HAaYalIbHBIX CTAAUSAX 3a00JeBaHus U NPOosBistoTcs y 40-

50% nauueHToB B (pa3e CUCTaAMHOI'O BaCKyJIUTA.



Jlumpanenonarus. Do3uHopmibHas nuMmpaneHonarus Bcrpedaercs y 30-40%
6omnbHbIX CUC. OTMEYEHO yBEIMYEHHE HIEHHBIX U MOAMBIIIEUHBIX JIUMOY3JI0B 10 3 CM B
TMaMETpE.

Yacrora nmopaxxenust opranoB u cucrtem npu CHC no gaHHBIM KIMHUYECKUX HUCCIIE-
JOBaHUN CYyMMHpOBaHa B Tabmuie 1.

Tabnuna 1. Knuanueckue nposisnenust CHC

Churg USA | Chumbley Lanham Hashimoto | Guillevin | Tsurikisawa
1951 [2] USA 1977 UK 1984 | Japan 1994 | France 1999 | Japan 2011

[39] [23] [36] [38]
N 13 30 138 87 96 86
M/XK 4/9 21/9 72/66 41/46 45/51 27/59
Cpennuii Bo3pact 33 47 38 47 48 53,4
Jluana3oH BO3- (7-62) (15-69) (17-79) (17-74) (19-83)
pacta
Kunnnuyeckas manngecranus (%)
bpouxuanpHas 100 100 100 93 100 100
acTtMa
Wnounsrparsl B 39 27 74 33 38 80
JIETKUX
JIOP-naronorus 77 70 69 48 91
MHOXeCTBEHHbII 69 63 64 65 78 99
MOHOHEBPHUT
KKT 92 17 62 19 33 85
Cepaue 54 16 52 33 30 74
Aptput 31 20 46 52 41 42
Muanrumn 33 51 54 25
Koxa 66 51
[Typnypa 62 46 44 31 67
[TogkoXHBIE 54 27 33 27 19 6
y3€JIKU
[Toukn 31 20 46 46 16 58
HOHC 61 27 8 18




Coxkpamenusi: XKXKT — sxemynouHo-kumiednsiii Tpakt; M/2K — My>KUMHBI/ KEHIITTHBL

HHC — OCHTpAJIbHAA HEPBHASA CUCTEMA, N — KOJIUYECTBO CJIy4acB,

B TunuuHbIX ciiyyasix B aHaMHe3e 3a00J1eBaHMsl OTMEUYaeTcsa OpoHXHUaIbHas acTMa,
aJUIEPTUYECKUN PUHUT, KOTOPBIM YaCcTO OCJIOXKHSAETCS MOJIUNO3HBIMUA Pa3pacTaHUSIMU CIIU-
3UCTOM HOCA, TPUCOECTMHEHUEM CUHYCUTOB, U HAJIMUYKE KajJo0 Ha 3aTpyAHEHHOE JIbIXaHUE,
KallleJib ¥ OJIBIIIKY. BO3MOXXHO MOSBIICHUE HApPYIICHUN YyBCTBUTEIBLHOCTU M JBUTATEIb-
HOTO Ae(UINTA, aCCOIUUPYIOIIETOCs C MOJIMHEBPUTOM, M TaKUX KaJl00, Kak clIaboCTh,
BKJIIOYAs] «CBHCAIOIYI0» CTOIY, OHEMEHUE KOHEYHOCTEW. [Ipu KOXKHBIX BBICHIIAHUSAX B
BU/JIE ITyPIypbl, 00yCIOBICHHBIX BACKYJIUTOM, JIJIsi TIOATBEPKICHUS UArHO3a BHITIONHSET-
cs Ouornicust koxku. Cpeau Ipyrux CUMITOMOB CJIEIYeT OTMETUTh YCTaloCTh, OOJIU B CY-
CTaBax, MHAJITUH, a TAKXKE BBIICJICHUS U3 HOCA WJIW 3aJI0KEHHOCTh Hoca. OKOJIO TpEeTH Ma-
IIUEHTOB MPEIBSBISIOT KAJIOOBI Ha OONHM B KUBOTE BCIEACTBUE MOPAKEHUS JKETYTO0IHO-
KUIIIEYHOTO TpakTa (330(arut, racTput, KOIuT U 1p.). Creayer moq4epKHyTh, YTO TOCIIE-
JOBAaTeNbHOCTD (a3 He BCErJa CTOIb OYEBUIHA; BO3MOXHO, OTCYTCTBHE KAKOH-TO U3 HUX.
B 10 >xe BpeMs BBISBICHHE KIACCUYECKON MOCIIEI0BATEILHOCTH 3a00JIEBaHUS TTIOMOTaeT B
nuarnoctuke CYUC.

dusnkaabHoe o0ciaenoBanue. [loguepkHeM, 4yTo JaHHBIE (PU3UKAIBHOTO OCMOTpA
3aBUCAT OT CUMIITOMOB U cTaauu 3aboneBaHus. [Ipyn KIMHUYECKOM OCMOTpPE y MAIMEHTOB
C OJIBIIIKOM BO3MOXHO BBISIBJICHHWE IITYMHOTO, CBHUCTSIIETO JbIXaHUs, YTO MO3BOJISET Ha-
NPaBUTh JUArHOCTUYECKUM MOUCK MO MYTH UCKIIOYEHUSI MATOJOTUH JIETKUX, B YaCTHOCTH
OpOHXHAIBHOW acTMbI. BBICITyIIIMBaHNE BIaXKHBIX XPUIIOB MIPH ayCKYJbTAIlUU JIETKUX, Ha-
pSy C OMpEACNICHUEM Y MAIMEeHTOB MepudepruiecKux OTEKOB M I'eNaToIOryJIsipHOrO pe-
durokca, MO3BOJISAET AYMaTh O CEPACUYHONM HEAOCTATOYHOCTH BCJEACTBUE, HAIpHUMEP, IO-
paxenus cepana (28—47%) Ha cTaauu CUCTEMHOTO Backynuta. [lopakeHue cepaiia MOxKeT
OBITH TIPENICTABIIEHO KaK MUOKAPJIUT, CEPJICYHAs] HETOCTATOYHOCTh, TIEPUKAPIUT, WIH Bac-
KYJIIT KOPOHAPHBIX COCYIOB C MOCIEAYIOUIEH uilleMrueil Muokapaa. OTME4eHo, YTo Mpu-
MEPHO B MOJOBUHE BcexX ciaydaeB cMepTu npu CUC mpuduHOM SBISETCS MOpakeHUe cep/i-
na. Yacrto HabmtomaeTcss reMopparudeckasi Chllib, KOKHbBIC Y3JIbl BCIEJICTBHE IpaHyjieMa-
TO3HOTO TOPAKEHUS KOXKHU. M30TUpPOBaHHBIA MOTOPHBIA WM CEHCOPHBIN neduiuT, B

HYaCTHOCTH CBHCAromias CToIla Tpe6yeT HCKIIIOYCHUA HOHHHGﬁpOHaTHH. FHOﬁHBIG, KpOBsI-



HUCTBIC BBIJICIICHUS U3 HOCA WM JIHIeBasi 00JIb MOTYT ObITh MPU3HAKaMU CHHYycHuTa. Bo3-
MOKHO BBISIBJIEHUE TTOJIMI03a HOCA U PELUIUBOB CUHYCHUTA.

JlabGoparopubie ucciaenoBanus. Crneunduunbix 11 CUC mabopaTOpHBIX TECTOB
HET, XOTS M XapakTepHa 303uHOpmIMs. Y manueHToB ¢ nogo3penruemM Ha CUC, oObruHO
IIPOBOAUTCS PA3BEPHYTHIM KIMHUYECKUM aHAJIW3 KPOBHU, BKIIOYAIOUIUMK IMOJCYET 303UHO-
¢dusoB, u onpezaeneHue ypoBHsa uMMmyHorinooyinuaa E. Kpome Toro, npoBoauTcst TeCTUPO-
BaHUE HA aHTUHEUTpoPUIbHBIE TUTOIIa3MaTnyeckue anturena (AHLIA).

Jo3uHopuiausa B nepudepuueckoid kposu (0onee 10% ot oO1iero KoaudyecTna jiei-
KOIIMTOB) SIBIIICTCS HaMOOoJee XapakTepHbIM Npu3HakoM u Tpedyer uckmouenus CUC. B
TO K€ BpPEMs 303MHO(UINI0 MOYKHO MPOMYCTUTh BCIEICTBUE OBICTPOrO CHUXKEHHUS D03U-
HO(UIIOB, KaK CIOHTAHHOTO, TaK U MHIYIIMPOBAHHOTO MPUEMOM IITIOKOKOPTUKOU10B. [Ipu
OTCYTCTBUU 303MHOPWINU B NepudepruyecKkoil KpOBU BO3MOMXKHO ONPEEICHUE TKaHEBOU
903UHODUITHH.

AHTHHeUTpoQUIbHbIe nuTOIIasMarndeckue anrurena (AHIA). Uccnenosa-
Huto AHLIA npunaanexuT BaxHas poib B quddepeHnanbHOl JMarHOCTUKE BACKYIUTOB,
Bruirouass CHC. Beigenstor AHHA ¢ nud@y3HbiM uTONIa3MaTnyecKUMU OKpaliiBaHUEM
(TAHIIA), pearumpytonue ¢ TpOTEWHA30M-3 HEHTPOPWIOB, BBICOKOCTCIU(DUIHBIE IS
rpanynemro3a Berenepa, u AHIIA c nepunykieapubim okpammBanuem (MAHIIA), pearu-
pYyIOLIME C MHUENONEPUKCUAA30M, KOTOPBIE SABISAIOTCA BakHBIM Mapkepom CHC, HO meHee
cneuupuunbiv, yeM TAHIIA npu rpanynemrto3e Berenepa. Tak, mAHIIA Takxe moryt
ONpENENATHCS MPU rpaHylemaro3e Berenepa, MUKpOCKOIMYECKOM MOJUAHTHUTE U Y3€ll-
koBOM mnepuaprepunte. [loatoMy nanuentam pexomenayercs nposeaeHue AHIIA s
nonreepxkaeHnss AHLIA-accounnpoBaHHBIX BaCKYJIUTOB.

AHTuHEWTpoUIbHBIE LUTOILUIa3MaTnueckue anturena - AHIIA BoisBistores y 40-
60% 60abHbIX ¢ CUC. ¥V 6onbpmmHcTBa AHI[A-nonoxurensupix namuentoB ¢ CHC (ot 70
10 75%) onpenensroTcs aHTUTENA K MHUEJIONEPOKCUAA3E ¢ MEPUHYKIECAPHbIM OKpallluBa-
HueM (tak HazbiBaembli MPO-AHIIA win nAHIIA). Knuauueckue nposiBneHus 00ie3Hu
MoryT omimmuarbcsia y nauueHToB AHI[A-nonoxurtensHbix u AHIIA-neraruBubix. [lpu
AHIIA-no3utuBHOM TuMe (B 40% cnydaeB CUC) yaine oTMeyaeTcs MOPaKEHUE MOUEK
(0COOCHHO HEKPOTU3HMPYIOIINI ToMepynoHedpuT), nepudepuueckas HeHponaTus, mopa-

KEHHUE IEHTPaIbHOW HEpBHOW cucTeMbl U mypmypa. [Ipu mopdonoruyeckom uccienona-



HUM TakuxX OOJIbHBIX JOCTOBEPHO dHallle OOHApYXUBAIOT BacKyiauT. IIpu BTOpoM TuIe -
AHIIA-neratuBHOM — GoJiee yacTo 0OHAPYKUBAIOTCS MPU3HAKY MOpaKeHUs cepAata (kap-
JUOMUOIIATHS, IEPUKAPANT, HAPYIICHUS] CEPACYHOTO PUTMA U JIp.), JIETOYHbIE HHPUIBTPa-
Thl, IUIEBPUT, HApSALy C OOLUIMMU MPOSABICHUIMH (JIUXOpaakKa U ap.) 3aboneBaHus. Tak, B
uccienoBanuu ¢ yuyactueM 112 6onpHBIX ¢ BriepBbie BbIsiBIeHHBIM CUC, AHIIA-monoxu-
TEJIbHBIX HA MOMEHT NIOCTAHOBKU JUArHo3a, OTMEUYEHO MOPAXKEHUE MOYEK, MOJIMHENpOoIa-
THUIO U 11O JAHHBIM OMOTICHM TOATBEPK/IEH BacKyauT, Toraa kak y AHIIA-oTpuniareabHbIx
HAOMI0AAIOCH MMOPAXKEHHE CEepALla U IMXOpaKa.

[Tokazano, uto y s ¢ CHC tutper nAHITA xoppenupyeT ¢ TskecThio 3a0051eBa-
HUS; CHIDKCHHE TUTPOB 3TUX aHTUTET OTpaxkayio d()(PEeKTUBHOCTH MPOBOJUMON MMMYHO-
CYNpPECCUBHOM Teparnuu U, Ha000poT, pocT TuTpoB NAHIIA paccmarpuBacs kak npusHaK
obocTpeHus 3a001eBaHuUs.

Jpyrue j1adopaTropHblie TeCThbl. Y NMAUEHTOB C MOJO3PEHUEM WM YCTAHOBIEHHOM
CYC, npoBoasTcst 1a00paTOpHbIE HCCIEA0BAaHUS, TO3BOJISAIONINE YTOUHUTh CTEIIEHb TSXKe-
CTH 3a00JIeBaHMUS.

K Hecnenudpuueckum nzMenenusam, HadmogaeMoim npu CHC, oTHOCAT:

- HOPMOXPOMHYI HOPMOIIUTAPHYIO AaHEMHUIO,

- JICUKOITUTO3,

- YBEJIMYEHHE OOILEro YpoBHS UMMYyHOIT0OynuHa E, u3aMeHstonerocs B 3aBUCUMO-
CTH OT CTENIEHU aKTUBHOCTH BACKYJIHTA,

- TUIIEpraMManiooyJIuHEMUs,

- 0OHapyXeHHe PeBMAaTOMIHOTO (PaKTopa B HU3KUX TUTpaX,

- HOpMaJIbHOE WJIY TIOBBIIIIEHHOE cojiepkanne komruiemenTa (C3, C4, CH50).

Taxxe onpezaensercs coaepkaHle KpeaTUHUHA B CBIBOPOTKE KPOBU M KJIMHUYECKUIMA
aHaJIU3 MOYH.

Octpoda3zoBbie mokazaTeln, TaKMe Kak CKOPOCTh ocenanus dpuTpouutoB (COD) u
C-peakTuBHBIA O€JNOK M JIp. SBISIOTCA HeCHEU(GUYHBIMH M HE TO3BOJSIOT MPOBECTU
mubdepunanbHbiii nuarHo3 mexay odoctpeHueM CUC u MHQPEKIMOHHBIM areHToMm (B
YaCTHOCTH, CHHYCHUTOM, ITHEBMOHHEW), HO TMO3BOJIAIOT KOHTPOJUPOBATH 3()PEKTUBHOCTH

Teparv.



HosbiM Mapkepom CUC sBisieTcs ompenesieHHe 30TaKCUHA-3 B ChIBOPOTKE KPOBHU.
OTMeueHO NMOBBIIIEHUE ATOTO MOKA3aTeNs MPYU aKTUBHOCTH npouecca y nanueHtoB ¢ CHC.

JlonoiHMTEIbHbIE METOAbI UCCJIEJOBAHUS:

Pentrenorpagusi opranoB rpyiHoii KJIeTKH UMEIOT BA)XHOE 3HAYEHUE B TUArHO-
CTHKE UH(PUIBTPATOB. PEHTT€HOIOTHYECKU MOTYT BBISIBIISITHCS:

- HEMOCTOSIHHbIE MHUTPUPYIOIIKE 3aTEMHEHUSI WK Y3eJKU B Jerkux (y 75% Oonb-
HBIX);

- IPUKOPHEBON TUM(DAEHUT (PEIKO);

- muddy3HbIe UHTEPCTUIIHAIBHBIE HIIM MUJIHMAPHBIEC 3aTEMHEHHS,;

- Ha (hOHE MAaCCUBHOTO 3aTEMHEHUS Pa3BUTHE JIETOUHOTO KPOBOTEUEHUS;

- y3JI0BaThle U OUaTepalibHO PACTIOIOKEHHbIE MHPUIBTPATHI, KOTOPbIE KpaliHe pe-
KO OCJIOXKHSIOTCSI (POPMUPOBAHUEM aCENTUUECKOU MOJIOCTH;

- 3aTEMHEHUS] CAMMETPUYHO PACTIONIOKEHBI MO epudepun;

- IPU3HAKH TIEBpabHOTO BhIMoTa (y 30% MaueHToB, Kak MpaBuiIo, MJIEBPATbHBIMN
AKCCYAAT CONEPIKUT B OOJBIIIOM KOJTUYECTBE S03UHO(DUIIBI).

KomnbrorepHasi Tomorpagusi BICOKOT0 pa3pemeHusi MpOBOJUTCS C TUarHOCTH-
YEeCKOW IENIbI0 MPU HEOOBSICHUMOM OJIBIIIKE, BBISIBICHUU PEHTTCHOJIOTHYECKUX H3MEHe-
HUHM ¥ CHIKEHUU caTypauuu Kuciopoaa. C mOMOLIBIO 3TOT0 METOAA MOYXKHO BU3YyaJIM3UPO-
BaTh:

- MApEeHXUMATO3HbIE€ MH(MUIBTPATHI, YACTO CXOXKHE C (PEHOMEHOM «MaTOBOIO CTEK-
72y, pacroioKEHHbIE IPEUMYIIECTBEHHO M0 niepudepuu;

- U3MEHEHUSl CO CTOPOHBI OPOHXOB: YTOJIICHUS] UX CTEHOK; B OTIEJIBHBIX MECTax
JIUIIATAlUIO BIUIOTH 0 00pa3oBaHusi OPOHXOIKTA30B.

- BO3MOYKHO BBISIBIICHHE Y3JIOB B JIETOYHOU TKaHHU.

Oco0oe 3HaYeHne UMEIOT U3MEHEHHSI CO CTOPOHBI COCYAOB (OHU BBINNISIAT PACIIM-
PEHHBIMH, C OCTPOKOHEUHBIMA OKOHUYAHUSAMM). DTH PAAUOIOTUYECKHE HAXOAKUA KOPPEIH-
PYIOT C 703MHOGUIBLHON MHOUIBTPALMEH CTEHOK COCYAOB M €€ pacnpoCTpaHEHUEeM Ha
MEXYTOUHYIO TKaHb.

HccnenoBanue GpyHKUMU BHEIIHero AbIXaHusl. /[ BbIABIECHHUS 0OpaTuMoOil 00-
CTPYKUMU OPOHXOB U MOATBEPKIACHUS TUArHO3a OpOHXMAIBLHOM acCTMBI MPOBOAUTCS CITU-

porpa(bml. HpI/I BOBJICYCHHUHU B IMPOLCCC IMAPCHXUMBI JICTKHUX I1OKA3aTCIIN BGHTHHHHHOHHOﬁ



CrIOCOOHOCTH JIETKUX (B YACTHOCTH, OOIIasi eMKOCTh JIETKUX W (popcupoOBaHHAS KU3HEH-
Hasi eMKOCTh JIETKUX) MOTYT yMeHbIIAaThCsl. C MOMOIIBIO MYIHCOKCUMETPUH BBISIBISIFOTCS
HapyIIeHHs Ta3000MeHa B MTOKOE U TP (PU3UYECKON HArpy3Ke.

OueHka COCTOSIHUSI CEePAEYHO-COCYAMCTON cucTeMbl. MeToqoM, MOATBEPKIat0-
muM auarao3 CUC, ocraercs omorcus muokapaa. OgHaKo Mo psaay IPUYUH €€ MPpUMEHe-
HUE OTPAHUYEHO U MIPUOPUTETHBIMU SBIISIIOTCS HEMHBA3WBHBIE METO/IbI, TO3BOJISIONINE JE-
TaJbHO M3YYUTh HE TOJIBKO MHUOKApJ, HO M COCTOSHHE KOPOHAPHOIO pycla, KiIanaHHOTO
amnmapara, nepukapza. [lanuentam ¢ npennonaraeMeiM win noATeepxkaeHHbM CUC peru-
CTPHUPYETCS DIIEKTPOKAPANOrpaMMa. IXOKapAuorpadusi MO3BOJSIET OIEHUTHh COCTOSHUE
MHUOKapJia, KJIAMaHHOTO arapara cepila, NepuKapia, HapylLIeHUsT KUHETUKA CTEHOK M
HaJIM4Me TPOMOOB B MOJIOCTAX cepaua. uarHocTuueckasi IEHHOCTh METO/A MYJIBTUCIIU-
panbHOM KoMIibroTepHOM ToMorpaduu (MCKT), mo3Bossitoiero onpeaeanTb pacupocTpa-
HEHHOCTb U BBIPAXKEHHOCTh KaJbIIMHO3a KOPOHAPHBIX apTEPUN U TPYIHON aOpThI, COCTOSI-
Hue kamep cepana (MCKT c BHyTpuBeHHBIM KOHTpacTupoBaHueM) ripu CUC B HacTosiee
BpEMSI U3y4aETCHI.

[Tanuentsl ¢ CUC BXOOUT B IpYIITy BBICOKOTO PUCKAa TPOMOOIMOOINYECKHUX OCIOXK-
HeHui. [loaToMy MpW HAIMYWU KIWHUYECKUX MOKA3aHWKM MPOBOIUTCS AomIuieporpadus
COCYNOB (apTepuil U BEH) HIDKHUX KOHEYHOCTEH Miu KommbioTepHas Tomorpadus KT-an-
ruorpadus Jerkux.

[Tpu BBISABICHUHU TTOJMHEHPOMATUH MPOBOAUTCS dIEKTpOMUOTrpadusi.

Buoncus. Xupyprudeckas OMOTICHS JIETKUX SIBISIETCS «30JIOTBIM CTaHIApTOMY JTUa-
rHocTukn CUC. B To ke Bpemsi TpaHCOpOHXHaIbHAsI OMOIICHS, KaK MPAaBUIIO, TTO3BOJISET
NOJIYYUTh JIOCTAaTOYHBIM MaTepuan Uisl MPOBEAEHUS THCTOJOTHUYECKOTO0 MCCIEAOBAHUSA, U
TOJIBKO B PEIKHUX CIIydasX PEKOMEHIYEeTCs MPOBEIACHUE OTKPHITONM OUOICHM JErKux. Tu-
NUYHBIMU MOP(OJIOTUYECKUMH TPU3HAKAMU BaCKYJIUTA SIBJISIETCS BbIpaXK€HHasi MH(QUIIb-
Tparusi 03MHO(HIaMU CTEHKH MEJIKUX COCYyI0B. MeHee MHBa3MBHBIM U 0OoJyiee Tpero-
YTUTEIIbHBIM METOJIOM, YeM OUOTICHS JIETKUX, SABIAETCS OMOTCHUS OAHOTO U3 MOPaKEHHBIX
YYaCTKOB KOXKM WJIM YYaCTKOB HEPBHBIX BOJIOKOH IpH MoJuHeHponartuu. Tak, B uccieno-
BaHuu [55], BximrouaBmeM 28 nanuenToB ¢ CUC u nonuneiponatueit, y 15 npu ouoncuun
nepudepruuecKkoro HepBa OOHAPYKEHBI NMPHU3HAKH HEKPOTU3HUPYIOIIEro BackyiauTa. [Ipu

ouorcun jerkux y naueHToB ¢ CUC MOXXHO OOHApYUTh MPU3HAKK OPOHXHUTA, Y03HUHO-



(UIbHON MTHEBMOHUH, BHECOCYIUCTHIE IPAHYJIEMbl, WM BACKYJIUT (BOBJICUEHUE apTEpHii,
BEH, WIH KalWLISPOB).

HccnenoBanne OPOHXUATBHON JABAKHOM KUJAKOCTH, KaK MPABUIIO, TIPOBOAUTCS
y MAalMeHTOB B Clyd4ae BBIABICHHS NMpU peHTreHorpaduu nud@y3HbIX anbBEOISPHBIX U
MHTEPCTUIMAIBHBIX 3aTEMHEHHUN C LENbI0 OMpPEeNIeHUs] 303MHOPMINN, UHPEKITUOHHOTO
areHra, ajJbBEOJISIPHOTO KpoBoTeueHHs win Manurauzauud. [Ipy CUC B OpoHXHaIbHOU
JTaBaKHOM JKUIKOCTH OOBIYHO OMPENENSIETCS BBICOKOE COAEpIKaHHE S03MHOMDUIOB (107
P03UHO(PUIIOB Cpeu BCEX KIETOK OPOHXOAIBBEOJISIPHOTO JaBa)ka yacto npesbimaeT 10%)
[56].

Hns muarHoctuku CUC npuMeHSIoTCst KiacCU(UKAIMOHHBIE KPUTEPUHU, MPEIIo-
xeHHble Amepukanckoil Komnerueit Pesmaronoruu (AKP) (Tabn.2) u xputepuu cTaauii-
HocTu nponecca J.G.Lanham u coaBt. (cM. BhIIIE).

Tabnuma 2. Knaccudukanmonnsie kpurepun 6one3an Yepmra-Ctpocca, TpUHSITHIC

AKP (1990)

Kpurepnii XapakTepucTuka
1 Actma 3arpyaHenue Ipixanus Wi Auddy3HbIe XPUITBI
2. Do3uHopuIUs Bosuno¢punus >10% B neiikoruTapHoi popmyne

3. MoHo- unu nonuHeliponatust | MoHOHe#ponaTusi, MHO)KECTBEHHAs TIOJIMHEHPOIaTHs 10 TUITY Tep-
4aToK (4yJI0K)

4. Jlerounble MHPHUIBTPATHI Murpupyromie Wik TpaH3UTOPHBIE JIETOYHbIE MH(DUIBTPAThI, OOHA-
PY’KE€HHbIE IIPU PEHTTEHOJIOTNYECKOM 00CIIE€J0BaHUU

5. HOpa)KCHI/Ie NpUuAaTOYHBIX Bomu B obnactu MIPUOIATOYHBIX ITa3yX HOCA WX PEHTICHOJIOTHYCCKUC
nasyx Hoca N3MCHCHHUC

6. BHecocynucTbie 303MHO-  CKOIUIEHHS] 303WHO(UIOB BO BHECOCYAMCTOM TMPOCTpaHCTBE (10
(bubHBIC MHPWIBTPATHI JTAHHBIM OMOTICHH )

Huarno3 CUC cuurtaercst 1OCTOBEPHBIM NPHU HAJTUYHUM Y MAIIMEHTOB YEThIpeX U 00-
Jee U3 MEPEUYUCIICHHBIX MPU3HAKOB C YYBCTBUTEIBHOCTBIO 85% U crenupuyHOCTHIO
99,7%.

B cootBeTcTBUU C KiIacCU(UKAIMEH CHCTEMHBIX BACKYJIUTOB, YTBEPKICHHOW MEXK-
JTYHApOJIHBIM KOMUTETOM 3KCIEpPTOB, MPUHATON Ha KoH(pepeHuuu B Yanen Xumn (Cesep-

Hast Kaponuna, CIIIA), nins CHC xapakrepHo:



- 303MHO(UILHOE TPaHYJIEMaTO3HOE BOCHAJIEHUE, MOpa)Karoliee KPOBEHOCHBIE CO-
CYIIbI pECITUPATOPHOTO TPAKTA,;

- HEKPOTU3UPYIOIIUN BaCKyJUT MEJIKHUX M CPEIHUX COCYJIOB, COYETAIOIIUNCS C
OpOHXHAJIBHOW aCTMOM;

- 503UHO(DUIINS B KPOBH.

OcHOBHBIE KJIMHUYECKUE, TaOOpaTopHbie U rucTojornyeckue xapakrepuctuku CUC
U UX 3HaueHue B qudGepeHINaTbHON TUarHOCTUKE C IPYTHUMH 3a00ICBaHUSIME CYMMHUPO-
BaHbI B Ta0nuIE 3.

Tabnuma 3. JIudgdepennmanpapiii quarno3z CHC

JlnarHocTUYeCKUil TPU3HAK CUC |[I'sC |AACB 3C/

KonctutynnonanbHslie (001111€) IPU3HAKH =+ |+ -+ +++

VX0, HOC, TJIOTKA

CHUHYCHT/pUHHUT NETITE +++ (I'B) .
IIOJIUIIO3 HOCA 4+ [+ |- -
Jlerkue
Act™ma +++ | /- |- -
Murpupyrolme Wi TPaH3UTOPHBIE JIETOuHble UHOUABTpAThl | +++ | +++ |+ -
V3enku +/- - 4t .
DozuHodwunus npu uccienoBanuu bAJI |+ +/-
AJIbBEOJISIPHOE KPOBOTEUECHUE + - ++ -
I1neBpayibHBINM BBIIOT + +/- |+ ++

C CpACUHO-COCYAUCTAasA CUCTEMA

Mpuoxkapaur + ++ |- .
[Iepukapaur + +/- +/- +
BackynuT kopoHapHBIX apTepHil ++ - + _

HepsHas cucrema
[enTtpanbHas + + + +
nepudepudeckas ++ +/- | ++ +/-

H(eﬂy,[[OHHO-KI/IHICLIHLII\;I TPAKT

D03MHO(UIBHBINA TACTPOIHTEPUT |+ - -

AbGnoMuHanbHas 00Jb ++ - + +
[Toukn

I'momepynonedput ++ |- o+ ++

BeicTporporpeccupyronuii rmomepynoHeppuT +- |- +++ ++

WnuTepcTrnnanbHbiil HehpuT + + + +

KosxHble TOKPOBBI
Crilib + - + ++

IIypmypa +=+ |- ++ +




JlaGopaTtopHbie TeCThI
Do3uHopuaus |+ +/-
COo5 +H+ | - 4+ 4+
IgE +++ |+ + -
nAHIA - +++ (MIIA) | -
nAHIA + - +++TB) |-
I'ucronorus
Hexpotusupyromuil BaCKyIuT ++ |- ++ +/-
Do3uHO(pUIbHAS MHPUIBTPALUS TKAaHEH ++ |+ |- -
I'panynema ++ . ++ _

[Ipumeuanus: +++ - oueHb 49acTo; - - 00bI9HO oTCyTCTBYET. Cokparenus: AACB —
AHIIA-accouuupoBaHHble CHCTEMHBIE BacCKYJIUTHI [BKJIIOUAIOT TpaHylieMato3 Berenepa
(I'B) u muxpockonmyeckuit nmonuanruut (MIIA)]; 3CT — 3aboseBaHue COCTUHUTEIIBHOU
TKaHU (BKJIFOYAET CUCTEMHYIO KPACHYIO BOJIYAHKY M CUCTEMHYIO ckiepoaepmuio); AHLIA
- aHTUTENa K MUTOoIUIa3Me HerTpodmiios: muroriazMarnyeckue (MAHIIA) n mepunykie-
apabie (MAHIIA). BAJI — uccnenoBanue GpoHxoaybBeosisipHoro jaBaxa; ['9C — rumep-

703uHOGMIBHBIN cuHIpoM; COD — CKOPOCTh OCEAaHUS HIPUTPOIIUTOB.

IIporuo3. YV GonbpIMHCTBA MalUeHTOB ¢ auarHoctupoBaHHbiM CUC B aHamHe3se
UMEIOTCS YKa3aHUs Ha HAJIM4YME aJUIEprUYeCcKOro pUHUTA, CUHYCHUTA, W/UIH OPOHXHAIBHOM
aCTMBl M IPUEM HWHTAJSLHOHHBIX WA CUCTEMHBIX KOpPTHKOCTEpouAOoB. [lockonpky mo-
CIeNHME Takxke NnpuMeHstorcs npu JiedeHnn CUC, mpenmonmaraercs, 4To IPH TKEION
OpOHXHAJIBHON acTME ATOT KJIacC MpernaparoB MOXET 3axepxuBarb MaHudecranuo CYC
[57]. Jleuenue xopTukOCTEpOUAaMHU (HauMHasi ¢ 1 MI/KT C MOCTENEHHBIM CHUXEHHUEM J0-
3UPOBKH Ha MPOTsHKEHUH 3-6 MeC) 3HAYMTENbHO U3MEHAET TeueHue 3aboneBanud. Tak, 10
50% nanuentoB ¢ CHC, He nmoy4darouuX JICUCHUsI, YMUPAIOT B TEUEHHUE 3 MEC MOCIE MOo-
CTaHOBKH JHAarHo3a, B TO BpeMs Kak Ha (poHe MPOBOAKMMOI Tepanuu 6-JIeTHEEe BbDKUBAHUE
coctanisieT 6onee 70%. OOmUMU TPUYMHAMHU CMEPTH SIBJISIOTCS CepieuHas HEeJ0CTaTou-
HOCTb, KDOBOM3JIMSHUE B MO3I, II0Y€YHAsI HEJOCTATOYHOCTD M JKEIyA0YHO-KUILIEYHBIE KPO-
BoTeueHus. [IponeMOHCTpUPOBAHO, YTO KIMHUYECKAS] PEMUCCUSI MOXKET OBITh JOCTUTHYTA
y 6onee 90% manueHToB, MpUMEpPHO y 25% MalMeHTOB MOTYT BO3HUKATh PEIUAMBHI, Ya-
CTO M3-3a CHMIKEHHUs JIO3UPOBKU KOPTUKOCTEPOUIOB, a IIPEABECTHUKOM PELUINBA SBIISCT-

CA ITIOBBIIICHHUC KOJIMYCCTBA BOSI/IHO(bI/IJIOB B KPOBH. HpOI‘HOCTI/I"IGCKI/I H€6HaFOHpPI}ITHBIM



SBJISIETCA MOPAXEHUE MHOKapJa, KEeTyI0YHO-KUIIEYHOTO0 TPAaKTa M MAaToJOTHs Mmouyek. B
TaKUX CIy4asiX, UJIU MPU OTCYTCTBUHU YIIyUIlIeHUs Ha (POHE MpremMa CTaHIAapTHBIX /103 KOp-
TUKOCTEPOUIOB, Ha3HAYal0TCs 0oJiee BHICOKME TO3UPOBKU U HA 0oJiee NITUTENbHBIA NEpH-
Ol BPEMEHH, WU J00aBISIOT IUTOCTATUKH, B YACTHOCTH LMKIO(pochamua. M xots, mo
JTAaHHBIM UCCJIEIOBAaHUHN MpueM nukiodocdamuga He BIUSET HA BHDKMBAHUE MAIMEHTOB,
HO TaKasi Teparus CHUKaeT YacTOTy PEIUIMBOB OOJIE3HHU.

Hns crparuduxanuu pucka y nanueHtoB ¢ CUC L.Guillevin u coast. B 1996 r.
MPEIIOKIIIN UCTIONB30BaTh mkany S-tu ¢daktopoB (five-factor score), B COOTBETCTBUU C
KOTOpOH 0 HEOJArompUATHOM MPOTHO3€ CIEAYeT AyMaTh MPH BBIABICHUH Yy OOJBHOTO OJI-
HOTO U 0oJiee U3 CIEAYIOIUX MSITH PU3HAKOB:

- CyTOUYHas MpoTeuHypus > 1 r;

- KOHLIEHTpalusi KpeaTHHUHA ChIBOPOTKHU KpoBH >140 Mxmons/n (1,58 mr/mn)

- IOpaKEHHE CEPALA B BUAE KapAUOMHUOIIATHH;

- BOBJICYEHHE LICHTPAIIbHON HEPBHOM CUCTEMBI;

- aTOJIOTUSA KETYJOYHO-KUAILIEYHOTO TPAKTA.

B sToM unccnenoBanum S-ieTHss 00miasi BebkMBaeMocTh nauueHtoB ¢ CHYC cocra-
Buna 88%, 74% u 54% npu Hanmuuuu 0, 1, >2 KputepueB Npu AUATHOCTUKE, COOTBET-
CTBEHHO.

Taxum o6pazom, quarnoctuka CHC BbI3bIBAET ONpeEIeHHbIE TPYAHOCTH, MTOCKOJIb-
Ky TpeOyeT HHTEerpaluyd TUCTOJOTMYECKUX JI0Ka3aTelbCTB; KIMHUYECKHX IPU3HAKOB,
aHamHe3a 3a00yieBaHNH, JaOOPATOPHBIX JAHHBIX U JOMOJIHUTEIBHBIX METOAOB HCCIIEI0Ba-
HUs. B TO ke Bpems cienyeT mogu4epKHYTh TO 0OOCTOSATENBCTBO, YTO PAaHHSAS AMATHOCTHKA
3a00JIeBaHUS U MEUKAMEHTO3HOE JICYCHUE MO3BOJISIOT MPEIOTBPATUTH HEOOpaTUMbIE TO-

BPCKACHUA OPraHOB U CYIICCTBCHHO YJIYUYIIUTD IIPOTHO3 MAITUCHTOB.
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