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NEPBUYHBIE CUCTEMHBIE U JIETOYHBIE BACKYJIUTBI

HHWU nynsmononornn M3 PO, Mocksa

CorsiacuTesibHas KOH(epeHLHs Mo HOMEHKJAType CH-
CTeMHBIX BaCKYJHTOB cocTosiiach B 1992 r. B Chapel Hill
(CIHIA) u ceirpana GoJiblIyio pPoJib B JOCTHXXEHHH KOH-
ceHcyca Mo BoIpocaM KiacCH(HKaLUMH, AHarHOCTHYECKHM
KPUTEPHSIM U METO/laM JIeYeHHsl NTePBHYHBIX BACKYJIHTOB.
Axcneptsl U3 EBponbl 1 AMepHKH OGCYAHJIH FHCTONATO-
JIOTHYeCKHe U HMMYHOJIOTHYeCKHe OCOOEHHOCTH MEPBHYHbLIX
CHCTEMHBIX BaCKYJIHTOB, COMOCTABHB UX C MHOroo6pasHem
KJIHHHYECKHX NposiBleHHH. B pyccKosi3biYHOM MeIHLHH-
CKOH nuTepatype ata Tema obcyxpnanace E.M.Tapeesoim
M ero yyeHHKaMu. B mocsiesHue rojpl oHa 6biJ1a paccMoT-
pena B MoHorpaduu E.JI.Haconosa u coasm. (1999).

B naHHO# paboTe MPOBOAMTCS aHAJH3 COBPEMEHHBIX
JIHTEPAaTYPHBIX H COOCTBEHHBIX KJIHHHYECKHX JAHHBIX MO
BOTPOCY JIEFOYHBIX BACKYJIHTOB, IPH KOTOPBIX B BOCHAJIH-
TEJbHbIH MPOLECC BOBJIEKAIOTCS MeJKHe M0 Kaauopy
cocybl. B oco6yio rpymniy BaCKyJHTOB, COTJIaCHO HOMEH-
KJaType peBMaTHYeCKHX 3a00JieBaHHH, BBIIEJNEHBl MHK-
POCKOIHYECKHH MONHAHTHUT, IrpaHyJeMaTo3 Berenepa u
cunppom Yampk—Crpaycca. B passepHyTod dopme Kiac-
cuuKauus OblJIa pACCMOTPEHA H NPeIOKeHa K LIHPOKOMY
MpakTHYECKOMY NPHMEHEHHIO0 aMePHKaHCKHM 00111eCTBOM
pesmatoJioroB (1994); stoMy mnpeauecTBoBasa KoHde-
penunsi Chapel Hill (CIIIA) — ta6ua.l.

Rackemann w Greene (1939) Bnepsbsie COOOLIMIM O
TOM, YTO OHH HabJojanu OOJIBHBIX C 0co60H (hopMoH
Y3€JIKOBOT'O MOJHapTEPHHTA, KOTOPHIH XapaKTepH30BaJICs
NPUCTYNaMH GPOHXHANbHOH acCTMbl H BEICOKHM COMepKa-
HHeM 303HHO(HIOB. TeueHne 6POHXHANBHOMH acTMbI GBIIO
TSKEJILIM, YTO MO3BOJIHJIO aBTOPAM BHIAGJIHTD ONpeiesieH-
HBIM KJIMHMYECKHH BapuaHT 3a0o/ieBaHHs, YKa3aB Ha ero
HebJaronpuaTHbIN nporHos. B 1951 r. J.Churg u L.Strauss
(cunapom Yamx—Crpaycca) BKJIIOYHIH B PyOpHKY y3eJ-
KOBOTO MOJIMapTEpPHHTA GOJLHBIX ¢ OPOHXHAIBHOH acTMOH,
303MHO(MHIHENH W CHCTEMHBLIMH BacKyautamu. OHM omu-
camd OCHOBHBIE aHAaTOMHYECKHEe H3MEHEeHHs, KOTOophle
NpOSIBJISVINCH ajlbTepallied COCYMCTOH CTEHKH H 9KCTpa-
BaCKYJISIPHBIMH CHCTEeMHBIMU U3MeHeHusiMu. OcoBoe BHU-
MaHHe IPH OMHCAHUH CHCTEMHBIX TKAHEeBBIX NOBPEXKAEHHH
ObIJIO y/1eJIeHO HEKPO3y CTeHKH COCY/a, S03HHODUIBHOMY
aKceynarty, (UOPHHOWAHLIM H3MEHEHHSIM KoJllareHa |
npoJHpepauny SMUTEJHOHAHBIX H THFAaHTCKHX KJIETOK ¢
o6pa3oBaHHeM rpaHyJieMbl. DTH aHATOMHYECKHEe H THCTO-

JIOTHYECKHE XapaKTePHCTHKH MaTOJOTHYECKOro npouecca
TO3BOJIMJIH aBTOPAM BbIIEJIHTb OCOOYIO IPYIIY CHCTEMHBIX
3aboJieBaHMi, KOTOpbIE OHH 0003HAYHIIH KaK aJliepruyecKast
rpaHyJsiemMa, NofgyepKkHBasi STHM TEPMHHOM JIBe HauGoJiee
XapaKkTepHble OCOOEHHOCTH CHCTEMHOro 3aboJieBaHHS:
303MHO(HUIHIO K TpaHyJeMaTo3HbIH npouecc. Bulno mpo-
BeJIeHO MHOTO MOMbITOK JaTh XapaKTePHCTHKY H KJacCH-
(PHLMPOBATh CHCTEMHbIE BacKyJHTHL. B uacTHocTH, Liebow
onucaj rpynmny GOJMbHBIX C JIEFrOYHBIM BaCKYJHTOM H
rpaHyJieMaTo3oM. MHoroo6pasHel MopgosorHyecKie us-
MEHEHHsI B JIETOYHOH TKaHH, HO LEHTpaJbHOE MecTo
3aHMMAIOT H3MeHeHHU s cocynoB. CTeHKH cOCy10B HH(HJIb-
TPUPOBAHB HEHTPOQHIAMH M 303MHO(HJIaMH (aHTHHT),
apXHTEKTYypa JIErOYHOH MapeHXWMbl HapylleHa u3-3a He-
KPOTHYECKOTO W IPaHYJ/IEMaTO3HOTO IPOLECCOB.
CaienyiolliM BaXKHBLIM 3TanoM B pa3paboTKe TeMbl
CHCTEMHBIX BACKYJIMTOB H MOpPaX{€HHsI OPraHOB ABIXaHHSI
SIBUJIOCh BHEIpeHHe B JIaOOpaTOPHYIO AHATHOCTHKY Ofpe-

Tabnnuya 1

HomeHknaTypa cuctemHbix Backynutos (Arthritis Rheum
1994; 37:187—192)

BackynuTbl KpynHbIX cocynos (Large vessel vasculitis):
rUraHToKNEeTO4HbIN apTepuuT (Giant cell arteritis)
aptepuut Takasicy (Takayasu arteritis)

BackynuTbl C NopaxeHuem cocyaos cpeaHero kanubpa (Medium-
sized vessel vasculitis):

y3enkoBbIi nonnaptepunt (Polyarteritis nodosa)
6onesnb KaBacaku (Kawasaki disease)

BackynuTbl C NnopaxeHuem cocyanoB Menkoro kanubpa (Small
vessel vasculitis):

rpaHynemato3 Berenepa (Wegener’s granulomatosis)*
MUKPOCKONUYeckuin nonuanruut (Microscopic polyangiitis)*
cuHapom Yapx-Crpaycca (Churg-Strauss syndrome)
nypnypa LWWennehna-leHoxa (Henoch-Schonlein purpura)
3CCeHUManbHbI KpuornobynuHemuyeckuii Backynut (Essential
cryoglobulinemic vasculitis)

MpumeyaHwue. * ANCA-acCOUMMPOBAHHLIE BACKYUTHI.
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JeJIEHUs! aHTHHeHTPO(HUIIBHBIX LUTOM/Ia3MaTHYECKHX ayTo-
antuten (antineutorphil cytoplasmic auto antibodies
— ANCA).

Ha xondepenunu B Chapel Hill 6wina BbijeseHa
rpyInna nepBHYHbIX CHCTEMHBIX BaCKYJIMTOB C MPEHMYILie-
CTBEHHBIM MOpa)€HHEM OpraHOB JbIXaHHs; B MaHHYIO
TpyMIy BKJIIOYHJIHK rpaHyJ/ieMato3 Berenepa, MHKpocKomnH-
uecKHH noJiHaHruuT 1 curapom Yamk—Crpaycca. I'pany-
JIEMaTO3HBIH BOCMAMHUTE/bHBIH POLECC XapaKTepU3YeTCs
BOBJIEUEHHEM B MATONOTHYECKHH MPOLIECC COCY/I0B MEJIKOTO
H CPeJHEero pa3MepoB: KaNHJUISIPOB, BEHYJ, apTepHol,
apTepHil, a Takxe OOHapy)KeHHe y OOJbHBIX aHTHTEJ
ANCA.

Eciv B pyccKosi3bIMHOH MEAMUMHCKOH JMTepaType
JOCTAaTOYHO MOAPOOHO 06CyKaaauch rpaHyaemMaros Bere-
Hepa, MHKpocKonuueckui noduanruut (E.JI.Haconos),
to cunapom Yamk—Crpaycca ynoMHHAEeTCsl KaK OfiHA M3
(hopM MEepBHUHOTO CHCTEMHOrO BacKyauTa. DTo 06cTos-
TEJbCTBO MOOYAHJO aBTOpa AaTh aHAJH3 U3 Tpex (HopMm
MepPBUYHOr0 CHCTEMHOrO BACKYJ/HTa MPeHMYLIECTBEHHO
cunnpoma Yamxk—Crpayccea.

KnaccudpukauuoHHble KPUTEPHH KIHHHYECKHX MaHH-
¢ecrauuit cuHapoma Yamxk—Crpaycca BKaoyaioT 6 oc-
HOBHBIX TIPOSIBJIEHHI: acT™Ma, 303uHOpHIHs Gosee 10%,
MOHO- HJIH MOJIHHEHPONaTHs, JeTyuHe JIeroYHble HH(HIIb-
TPaThl, CHHYCHTBI, 9KCTPABaCKyJsipHasi TKAHEBasl 303HHO-
¢uaus (American College of Rheumatology, 1990).
Ecau y GoabHoro yesnoBexa BuisiBasieTcst 4 U3 6 npusHa-
KOB, TO JIHATHOCTHYECKAsl YYBCTBHTENbHOCTh NPEBHIILIAET
85% u cneuncuunocts 99,7 %, T.€. 3TO CBUAETENLCTBYET
O BBICOKOH JIMarHOCTHYECKOH 3HAaUUMOCTH 0OCYXKAaeMBIX
kputepueB. Huxe npuoautcss Tabi.2, B KOTOPO# CyM-
MHpPOBaHa JHarHOCTHYeCKas 3HAYHMOCTb T€X WJIH HHBIX
nposiBjieHui cuuapoma Yamx—Crpaycca.

Knaccugukanuonsoe zepeBo Ype3BbYaiHO MPOCTO AJIst
NPaKTHYECKOH OPHEHTALMH B NMOCTAHOBKE JMarHo3a CHH-
npoma Yapk—Crpaycca. LleHTpanbHoe MecTO 3aHHMaeT
OpoHXHajibHasl acTMa, KOTOpasi MO3BOJISIET Bpayy OpHEH-
THPOBaThCA CPEeAH APYTHX MPOSIBJIEHHI CHCTEMHBIX Bac-
KYJHMTOB, BKJIIOYast H 0003HAUYEHHYIO TPYNNY TEPBUYHBIX
CHCTEMHBIX JIEPOYHBIX BACKYJIHTOB. DTa KiacCHHUKALHMS
YCIEIIHO MOXKeT ObITb NPHUMeHeHa /ISl IPOBEeJIeH sl SMH-
AEMHOJIOTHYECKHX HCCJIe/IOBAHHH, CTaHAapTH3aUKK MPo-
BOJMMBIX METO/IOB JiedeHHst H T.A4. OHaKO OHa He OpHeH-
THPYEeT Bpaya Ha HHAMBMIYaJbHBIH XapaKTep TeyeHHs
3abo/ieBaHHS, 109TOMY He pacCMaTpHBaeTCs KaK KJIHHH-
yecKasi KJacCHhHKaLHUS.

[TaTosoruueckre H3MEHEHHS B JIETOYHON TKaHU HCCJTe-
JloBaHBl HelocTaTouHO. OCHOBHBIE laHHBIE O MOP(HOJIOTH-
YeCKHX H3MEHeHHUSX HAaKOMJIeHb! M0 AaHHBIM ayTONCHE He
JeroyHod TKaHu. Cottin w Cordier npuBOAST HEMHOro-
YHCJIEHHbIE JIaHHBIE 10 MaTOJOTHYeCKHM H3MEHEHHSIM B
JIErOYHOH MapeHXuMe. DTH U3MEHEHHS! HOCSAT pacrpocTpa-
HEHHbIH ¥ BapHabesbHbIH XapaKTep, H3 KOTOpLIX Hanbosee
BBIDAXKEHHBIMH SIBASIIOTCH HEKPOTHYECKHE H3MEHEHHS H
obpa3oBaHHe KaBepH. Bo MHOrMX cocynax BLISiBJASIIOTCS
TPOMOBl H YYaCTKH KDOBOM3JHSHHH, B 6osiee MO3AHHX
CTajusaX oOHapyXHBalOT pa3pacTaHHe pyOLOBOH coenu-
HUTeJIbHOH TKaHH. [HcTONOrHYecKre H3MEHEHHS NpH CHH-
npome Yapk—CTpaycca XxapakTepH3yIOTCSl COYeTaHHEM

Tabnuya 2

KnaccudukaumoHtsie kputepumu cuigpoma Yagx—Crpaycca

YyscTeuTENb- Cneuunduy-

Ko ynocn,‘ % Mocl::.b%
Actma 100 96,3
QosuHopunua 6onee 10% 95 96,6
MoHo- unu nonuHenponarua 75 79,8
JleroyHble nHpUNbTPaTL! 40 92,4
CuHycuTbl 85,7 79,3
OkcTpasackynapHas 303uHopuUInA 81,3 84,4

HEKPOTH3UPYIOILEHCS TpaHy/IeMbl, BaCKYJHTA C JIOKAJH-
3alMeil B MEJKHX M CPefHHX [0 pa3MepaM COCYAax H
pasBHTHEM 303MHOMUIBHON MHEBMOHHH. ¥ GOJILHBIX, KO-
TOPLIX HE JIEYUHJIH CTEPOHAHBIMH FOPMOHAJILHBIMH TIpena-
paTamH, BbISIBJISIOTCS OOLUMPHBlE 303MHO(MHIbHBIE HH-
(GuABTPATHl ¢ NPEHMYLIECTBEHHOH HHTEPCTHLHUAILHON H
MepHBacKyJIsIpHOH HH(uAbTpauued. HekpoTusupyiomas
BOCMAJIMTENbHAS TpaHyJ/ieMa pacrofoKeHa SKCTPaBacKy-
JISIPHO M PEAKO B 3TOT NMAaTOJOrHYECKHH NpOIecc BOBJE-
KaioTcst cocyaibl. ['panynema xapakTepusyercs NosiBJleHHEM
HEKPOTHYECKOH 30HBI, KOTOpasi OKPY’KeHa SIHTEeJHOHIHBIMHI
rucTHouMTaMu. Js 3TOro THNA TrpaHysieM THIHYHBIM
NPH3HAKOM SIBJISIETCS 3HAYHTEJIbHOE COfiepIKaHHe 303HHO-
(HIIOB W TNOSIB/IEHHE NPOAYKTOB HX YKH3HENEATEeNbHOCTH:
kpuctaibl [Ilapko—Jlefinena. B nectpoit Moposioriueckoii
KapTHHE HalJIIOMAI0TCs TaKKe CapKOHI0NOA0GHbIE IPaHy-
JIEMBI, PacnoJIoXKeHHbIe HHTPAMYPaJIbHO WJIH B HHTEPCTH-
UHaNbHOM TKaHH JIeTKUX. JIpyrum onpepesisiomwum mnpu-
3HAKOM NEePBHYHOrO CHCTEMHOrO BAaCKYJIMTA MPH CHHAPOME
Yamx—Crpaycca sBASIOTCS MOP(OTIOTHYECKHEe H3MEHEHHS,
HacTynalolie B cTeHKe cocynoB. B npouecc BoesekaoTes
MeJIKHe apTePHH M BeHB, CTEHKH COCY/I0B HH(HILTPHPO-
BaHbl KJeTKaMH, AupdepeHuHanbHo AUarHOCTHYECKoe
3HaueHHe NpHOOpeTaeT NOSBIEHHE 303HHOMHJIOB H TH-
raHTCKHX KJeToK. BocrmanurenbHasi peakuusi HaXomuTCs
Ha pas/MYHLIX 3Tanax CBOEro pPa3BHTHS, MO3TOMY B
THCTOJIOTHYECKOH KapTHHE BaCKYJHTa, TOMUMO OCTpOda-
30BbIX PEaKUHH, HabMOJAIOTCS HX HCXOMIbI B BUAE Py6IIO0-
BBIX CKJIEDOTHYECKHX H3MEHEeHHH B COCYHaX W JIErOUHOH
TKaHH. OnuceiBaeMast MOp(oJIOrHuecKkasi KapTHHA JOMOJI-
HAIETCS H3MEHEHHSIMH CO CTOPOHbI OPOHXOB H GPOHXHOII,
KOTOpEIE XapaKTepHBbI A1 6poHXHaNbHOM acTMbl. CTeHKa
OpOHXOB HH(HJIBTPHPOBAHA 03HHO(DHIAMH, CJIH3HCTast
OTeYHa, IafikHe MBILILbI HaXOAATCS B COCTOSIHHH THMNep-
TpoHH, Habo/laeTCs MeTaNIa3kst GOKAJOBHAHBIX KJETOK,
MIPOMCXOMMT 3HAYHTEJIbHOE YTOJIIeHHe 6a3albHOH MeMO-
paHbl, (DOPMHPYIOTCS CJH3HCTHIE NMPOGKH B MPOCBETE
TEPMHHAJILHOTO OT/e/1a JblXaTeJbHBIX MyTeH.
VIHTepcTHUMANBHAS TKAHb JIETKMX WH(HILTPHPOBAHA
JIUM(OUMTAMH, M71A3MATHYECKHUMH KJIETKAMH H THCTHOLH-
TaMH. TpancOpoHXHa/NbHAST GHONCHS OBGBIYHO NO3BOJISET
NOJIYYHTb IOCTATOYHBIH MaTepHas AJIs NMPOBENEHHS THC-
TOJIOTHYECKOr0 HCCJIEI0BAHHS, M TOJILKO B PEAKHX CJIydasx
peKOMeHlyeTCsl MPOBeJieHHe OTKPLITOH GHONCHH JIETKHX.
HeoGxoanmo nouepkHyTh, 4To GHOMNCHS CIM3HCTON Bepx-
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Hero oTaeJia NblXaTeNbHBIX NyTed ObIBaeT JOCTAaTOYHO
MH(OPMATHBHOH s MOCTAHOBKHM JMarHo3a CHHApPOMa
Yapk—Crpaycca. TUMHUHBIMH MOP(OJIOTHYECKHMH Yep-
TaMHM BacKyJiMTa SIBJSIETCS BbIpaXKeHHasl HHHJIbTPALKS
303HHO(HIAMH CTE€HKH MEJKHX M0 AMaMeTpy COCYMIOB.
Ba)XHBIM MPH3HAKOM MEPBHYHOTO CHCTEMHOTO BAaCKYJIHTA
aBasieTcsl o6HapyKeHHe HEKPOTH3HPYIOIeH rpaHyJeMbl.
DTH HU3MEHEeHHs MOTYT ObITb OOHapyKeHbl NIPH HCCJIeNO-
BAHHH KOXKH H TIOAKOXKHOH KiteTyaTKy. JnddepeHuranbHast
nuarHocTHka cuHapoma Yampxk—Crpaycca NpOBOAMTCS C
rpaHyJieMaTo3oM BereHepa, runep303HHOQUIbHBIM CHHA-
POMOM, Y3€JIKOBBIM NEepHapTePHHTOM, MHKPOCKOMHYECKHM
NOJIMAHTHHTOM; OHA HE MPEACTABJAET TPYAHOCTEH, eclu
GpaTh 3a OCHOBY KJIHHHYeCKHE MPOSIBJIEHHS NEePBHYHOrO
cucremMHoro BacKyiauTa. OfHako mMopdoJsornueckoe pas-
JINYHE MPeJICTaBISeT ONpeie/eHHbe TPYAHOCTH B pasrpa-
HHYeHHe GJIM3KHMX [0 CBOMM NPOSIBJEHHSM BaCKYJIHTOB.
HauGoJibliyio AMarHoCTHYECKYI0 3HaUMMOCTh MPHOGpeTaeT
HEKPOTH3HUPYIOIHH BaCKYJIHT, 303HHODH/IbHAS THEBMOHHS,
3KCTpaBacKyJsipHbIi rpanysematos. [lepeuncienHbie 13-
MEHEHHS] CUHTAIOTCS MAaTOTHOMOHMYHBIMH JUISi CHHApPOMA
Yamx—Crpaycca. Tak, npu rpanyjemartose Berenepa He
MPOHCXOAUT HHTEHCHBHOH HH(OHJIbTPALMH BO3JYLIHOTO
IMpOCTPAaHCTBA S03HHO(HIAMH, B TO BpeMst KaK 00pasoBaHHe
acenTHYeCcKoH HEeKPOTHYECKOH MoJocTH Goliee XapakTepHO
ISt pAHHUX CTaJiuii IPOsIBJIeHHs rpaHy/ieMaro3a BereHepa,
1 npu curapome Yampk—Crpaycca BcTpeyaeTcst MpH Aa-
JIEKO 3alle/nX CTafusix GoJe3HH. DKCTpaBacKyJIsipHas
rpaHyJieMa He BCTPeyaeTcs pH Y3eJKOBOM MOoJHapTepUuTe
1 TIOpaXKeHHe JIeTKUX He fBJsSeTCA Be[lylHM MPOsIBIeHHEM
1pH 3TOM (opMe CHCTEMHOro BacKy/auTa. bosiee cioxHa
nuddepeHuMaNbHAs JUATHOCTHKA MeXXy XPOHHYeCcKOH
903MHO(MUJIBHOM NTHeBMOHKEH U cuHapomom Yamk—Crpa-
ycca, TaK Kak HHGHIbTPAUMS JErkHX 303HHOGHIAMH
MopdoJsioriyeck: oueHb O6JM3Ka. 3afaya ycJIoXKHAETCs U
TEM, YTO MPH XPOHHUECKOH d03HHO(DHJIBHOH MHEBMOHHH
MOryT ObITh OOHApYXXeHbl MPOSIBJIEHHUS] YMEPEHHO BhIpa-
)KeHHoro BacKyjauTa. OfIHaKO HEKPOTH3HPYIOIHH rpaHy-
JIEMATO3 BCTPEYAeTCsl JIHLLL TOJIBKO NMpPH cHHApoMe Yamk—
Crpaycca, 4TO OTJIHYaeT XPOHHYECKYIO 303HHO(PHIBHYIO
MHEBMOHHIO OT NMEepBHYHLIX (OPM CHCTEMHBIX BAaCKYJHTOB.

B muddepeHumranbHol AHArHOCTHKE OGOJBIIYIO POJb
UrpaeT KJIMHHUYecKasi KapTHHA OJHM3KHX MO MOp(oJiorH-
YeCKHM M3MeHeHHsM BackyauTos. Lanham u coasm. [3]
onucand TpH (asbl KIHHHYECKOro TEYEHHs CHHApOMa
Yampk—Crpaycca. Ha ecrecTBeHHOe TeueHHe G60Je3HH
MOTYT OKasblBaTb BJIHSIHHME MHOTHe (haKTophl, 0CO6EHHO
3TO KacaeTcsl NPOBOAMMOH MeJMKaMEHTO3HOH TeparHH.
B TUNHUHBIX ciydasx 6oJie3Hb HAYHHAETCS C MPOSIBAEHHH
aJlJIepryyeckoro pHHHTA, KOTOPHIH YacTO OCJOXKHSETCH
TIOJIMIIO3HBLIMH Pa3pacTaHHAMH CJIH3HCTOH HOCA H NPHCOe-
JMHEHHeM CHHYCHTOB M GpoHXHajbHOH acTMbl. [lepBas
(asa 3a6oJieBaHUS MOXKET MPOJAOKATLCHA HECKOJBKO JIET
¥ OCHOBHBIM KJIMHHYECKHM NPOSIBJIEHHEM SIBJISIeTCS OPOH-
XHajibHas actMa. Bropasi ¢asa 6osie3HH XapaKTepH3yeTcsi
MOBBILIEHHEIM COfiepXKaHHeM 203HHO(HJIOB B nepudepH-
YyecKOW KPOBH M BBIPa)K€HHOH WX MHIpaluH B TKaHH. Ha
9TOM 3Tarne pasBUTHSI 601e3HH (HOPMHPYETCS XPOHHUECKast
903HHO(UIbHASI HHOUILTPALHKS JETKHX H XKeJy0YHO-KH-
weyHoro TpakTa. [IpoMCXOIUT CIOHTaHHOe HJIH 06paTHOe

TMOJl BO3NEHCTBHEM JIEYEHHSI Pa3BHUTHE 03MHO(PHIBLHBIX
uHpuabTpaToB. OHAKO BCKOpe HacTymaeT o0oCTpeH:e
6oJie3HH H BHOBb (DOPMHPYIOTCS MOP(OJIOTHUECKHE H3Me-
HEHHSI, IPH KOTOPHIX 3aMETHYIO POJIb HIPAIOT 203HHO(HIIBI.
TpeTbsi pasa 3aGosieBaHHs XapaKTepH3yeTCsl YaCThIMH H
TSKEJIO POTEKAIOLMMHE IPUCTYaMK GPOHXHANLHOH acTMbl
i TIOSIBJIEHHEM MPH3HAKOB CHCTEMHOTro BacKyauTa. Bpe-
MEHHO# MHTepBaJl MeXXy BO3HHKIIMMH CHMIITOMaMH GPOH-
XMaNLHOM acTMBl H BacKyJMTa COCTaBJISIeT B cpeiHeM 3
roga. B snuTeparype UMeIOTCS ONMMCAHUS CBSISH OPOHXH-
aJIbHOM aCTMBbl M BaCKyJIMTa, KOTOPOE JaJio o cebe 3HaTh
cnycts 50 set. CunTaeTcs, YTO YeM Kopoye BpeMsi MeX1y
JABYMSI STHMH COCTOSIHHSIMH, TeM HeGJIaronpHsTHeH NporHos
cunnpoma Yamk—Crpaycca. BosiesHb MoXXeT NPOSIBUTLCS
B Ji0GOM BO3pacTe, HO dYalle NPH3HAKH CHCTEMHOro
BaCKYJIHTA NMPHXOAATCH HAa 4-10 W 5-10 JeKajly »KH3HH
yeJioBeKa. XOTSl BO3PAaCTHOH HHTepBaJl INPH CHHApOME
Yamx—Crpaycca konebaercst ot 7 no 70 JneT, XKeHIHHBI
B 3 pasa yaie GoneloT, yeM MyXuHHb. [lo AaHHBIM
SMUAEMHOJIOTHYECKHX HCCIIEIOBAaHHI B KIMHHYECKOH Mpak-
THKe Bpauel yalle BCTpevaloTcsi 60JbHBIE C rpaHyJjema-
T030M BereHepa W peBMaTOMIHLIM apTPUTOM, YeM GOJIbHbIE
¢ cunapomom Yamk—Crpayccea.

BpoHxnanbHasi acT™Ma SIBJSIETCS OAHMM H3 OCHOBHBIX
MPOSIBJIEHUH TpH 3TOH (opMe MEepBHYHOrO CHCTEMHOro
BackyJuTa. Kak npaBuijo, ee KIHHHYECKHE MPOSBJIEHHS
IPUXOASITCS HA CTapLIylo BO3pacTHyIo rpynmy. TeuyeHue
6oJie3HH cpasy TpHoOpeTaeT TsXKelylo (GopMy, YTO Bhl-
HYXXaeT Bpauel B paHHHE CPOKH Ha3HayaTb CHCTEMHbIe
KOpPTHKOCTepouaHble npenapathl. O6ocTpeHHe G0Je3HH
ObIBAaeT YacCThIM, TJIOXO KOHTPOJHPYETCS NMPHEeMOM yMe-
PEHHBIX /103 CTEPOHOB, BPayH BEIHYXK/IEHBI HX IIOCTOSIHHO
HapaimBaThb. VIHTepBaJbl MEX]ly PEMHCCHEH COKpallaloTcs,
MHTEHCHBHOCTb H TSDKECTb KJWHHYECKMX NpOSIBJIEHHH
GpOHXMaNIbHOH acTMBI HapacTaloT. [Tofo6Hble hopmbl GpOH-
XMaNbHOM acTMBl TPaKTYIOTCSl KaK TshKejsle (3nokaue-
ctBerHbie). C MOsIBJIEHHEM NPH3HAKOB CHCTEMHOrO Bac-
KyJHTa CTeNneHb TSXKeCTH OPOHXHAJIbHOH acTMBl MOXET
YMEHBbIIUTBLCS; TeHepalH3alui Nnpolecca NpeauecTByeT
NepUON AJUTEIbHOH JIMXOPALKH, BBIPAXKEHHOH HHTOKCH-
KalliH, CHHXKeHHe oOleH Macchl Tedia. JIpyro# KIMHHYeCKOoH
0COOEHHOCTBIO TeUeHHs OPOHXHAJNLHONH aCTMBl SBJISETCS
TNosiB/IeHHE JIETOUHbIX HHMUJAbTpaTOoB. OHH perucTpupy-
jotest y 2/3 GOMbHBIX, YTO AeJaeT AMATHO3 CHHAPOMa
Yampxk—Crpaycca 6osee BeposiTHBIM. MHOHIbTpaThH B
JIETKMX MOTYT Pa3BHBAThCSl HAa Pa3HLIX Tanax pasBHTHSA
CHCTEMHOTO BaCKyJIHTa: B TEpHOJ MOSBJEHHUS INepBLIX
TMPUCTYNOB YAyLIbsi OPOHXHANBHOH aCTMbl HJIH yXe€ B
TIePHOJL Pa3BEPHYTOH KJIMHUUYECKOH KapTHHBI CHCTEMHOTO
BacKyJqMTa. B jauarHocTHke HHQWJIBTPATOB pelialollee
3HayeHHe UMEIOT PEHTTeHOJIOTHUECKHe MeTOAbl 06c/e/o-
BaHHSl OPraHOB TPYAHOH KJeTKH. WMH(UAbTPATH HOCAT
HEOIHOPO/IHBIA ¥ TPAH3HUTOPHBIM XapaKTep, MOTYT pacHpo-
CTPAHHUTHCA Ha BCIO JIOJIO JIETKOTO, HO Hallle JIOKAJH30BaHbl
B HecKoJbKHX cermeHTax. OHH OBICTPO MoABepraioTcs
o6paTHOMY Pa3BHTHIO NPH Ha3HAUYEHHM INIIOKOKOPTHKO-
CTEePOMAHBIX MPENapaToB, YTO MOXKET ObITh HCIONb30BAHO
TNpH MOCTaHOBKe AHarHosa: cuHapom Yamk—Crpaycca.
Popma M J0KamMM3aUMs HHOHILTPATOB MOXKET HOCHTb
caMblil pasHOOOpa3HBEIH XapakTep, B TeX caydyasiX, Korua
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OHHM CHMMETPHYHO PaclOJIOXKeHb! MO NneprugepuH, BO3HH-
KaeT HeoOXo[MMOCThb M epeHHPOBaTh ¢ XPOHHYECKOH
303MHO(HUJILHON MHEBMOHHEH. Y3/I0BaThie ¥ GHiIaTepasibHO
pacroJsioKeHHble HHUILTPATH! B OTIIHYHE OT IpaHyJieMa-
To3a BereHepa peaxo OCJHOXHSIOTCS (HOpPMHpPOBaHHEM
acenTHyeckod nojoctH. MHbuAbTPaTEH MOryT pacrnosa-
raTbCst AU QPysHO, paCrpocTPaHSACh M0 HHTEPCTHIHAILHOM
TKaHH JIETKHX; pefiko HabJojlaeTcsl yBeauuyeHue Jumda-
THYECKHX Y3JIOB, UTO HMEeT JAHarHOCTHYECKOe 3HauyeHHe
npu 60JibLIOH rpymnmne Audy3HbIX 3a60JeBaHHH OpPraHOB
JIBIXaHHS.

C BHe/ipeHHeM B KIIMHHYECKYIO NPAKTHKY KOMITBIOTEPHOH
TOMOrpa()UH 3HAYUTENBHO PACIUMPHIINCH AHATHOCTHUECKHE
BO3MOXKHOCTH B JIMarHOCTHKE JIETOYHbIX BacKYJHTOB. OHH
TMO3BOJIHJIH BH3Ya/IH3HPOBATh TapEHXHMATO3HbIe HH(HIIb-
TpaThl, HaCTO CXOXKHe ¢ (peHOMEHOM “MaTOBOro cTekJja”,
MX pacroJioXKeHHe HOCHT MPeHMyLIeCTBeHHO nepHdepu-
yeckui XapakTep. C oMol KOMIBIOTEPHOH TOMOrpahuu
XOPOLLUO BHISIBJISIIOTCS H3MEHEHHS! CO CTOPOHBI GPOHXOB,
CTEHKH KOTOPBIX YTOJIIEHB, B OTHEJNbHBIX MECTaX OHH
JMJIaTHPOBAHBI BIIOTh 10 06pa3oBaHHs GPOHXOIKTA30B.
Y oTHeNbHBIX GOJIbHBIX BBISIBJISIOTCS Y3J/I0Bble 06pa3oBaHHsl
B JIErOYHOH TKaHH. BHHUMaHHe NpHBJEKAIOT H3MEHEHHS
CO CTOPOHBI COCY/IOB, KOTOpbIE JIyyllle BbISIBJASIOTCS MPH
MPOBEJICHHH KOMIBIOTEPHOH TOMOrpatHH BBICOKHX pas-
pelieHH# — OHH BBITJISASIT PACIIMPEHHBIMH C OCTPOKO-
HEYHBIMH OKOHYAHHSIMH. DTH PafHOJIOTHUECKHE HAXOAKH
KOPPEeJIHPYIOT ¢ 303HHODUILHOH HHOUABTPALHEH CTEHKH
COCY/IOB M €€ pacrnpocTpaHEeHHEM Ha MEeXYTOYHYIO TKaHb.

[lnespasnbHble H3MeHeHUst npu cunapoMe Yamk—Crpa-
ycca BCTpeyaloTcsl OTHOCHTENbHO YacTo. DKCCYAATHBHBIH
MJIEBPHUT COAEPXKHUT B GOJIBIIOM KOJHYECTBE 303HHODHUIIBI,
4TO SIBJISIETCS XapaKTepPHHIM I 3TOH (HOPMBI JIETOYHOTO
BaCKyJIiTa, B MOJAOOHBIX KIHHHYECKHX CHTYalHsIX HEOO6-
XOAMMO TMpoBecTH A depeHUHaNbHbIH AUAarHO3 C 303H-
HOMHJIbHBIMH TJIEBPUTAMH APYTOH 3THOJIOTHH: Mapasu-
TapHble 3a6o/ieBatus (naparonuMos), cuuapom Jlegaepa,
reMOTOpaKc, paspeiB MUIleBosia, Ty6epkyJes u ap. [Toss-
JIEHHe IJIEBPAJIbHOTO BBINOTA y GOJBHBIX C CHHAPOMOM
Hamx—Crpaycca CBHAETENLCTBYET O paclpocTpaHeHHH
npouecca, 60JibHbIE YAaCTO XKANYIOTCSI Ha YCHIIEHHE OJIbILIKH,
uTO 06YCJIOBJIEHO HApaCTAIOLIEH MO CBOHM KJIHHHYECKHM
MPOSIBJIEHHSIM JIbIXaTeJbHOH HEel0CTATOUHOCTHIO.

Annepruyeckuit puHHT BeTpeyaetcs 6osee uem 'y 70%
GosbHBIX ¢ cHHApoMoM Yamk—Crpaycca. Kiunnueckas
KapTHHa GOJIe3HH YacTO HAYHHACTCS C MPOSIBJICHHIH PHHHTA,
KOTOPBIH OCJIOXKHSIETCSI PAa3BUTHEM B CJM3HCTOH Hoca
MOJIHTOB, HH(MUJILTPHPOBAHHBIX J03HHODHIAMH, H 303H-
HOQHILHBIMH CHHYcHTaMH. OJIHAKO B OTJIHYHE OT rpaHy-
JlemaTo3a Berenepa, Korja HeKpOTHYECKHE MPOLECCH B
CenTajJbHOH YaCTH HOCa MPHUBOAAT K ee mepcopauru H
PasBUTHIO “ceVIOBHIHOrO Hoca”, nipu cuHapome Yamk—Crpa-
ycca nofio6HOro THINA MPOLECCH SIBJSIOTCS PapHTeTaMH.

[oBbileHHOE conepkaHne 303MHO(HIOB B NepHpepH-
YECKOH KPOBH OTHOCHTCSI K YHCJY 3CCEHLHANBHBIX MpH-
3HaKoB cuHapoMa Yamx—Crpaycca. Uncsio 303uHOGpHIOB
npesbimaet 1,5 wa 10° B 1L, T.e. B OTHOCHTENBHBIX
BesnurHax >10%, U rpaHuLb TPOLEHTHOTO CONEPIKAHHS
303MHO(HUIIOB KosebmoTest ot 11 no 77. Bricokoe cozep-
XKaHHE 303HHO(HUJIOB H KIHHHYECKOH KapTHHbLI MPHCTY-

MoB OpOHXMA/bHOH acTMbl JleJlaeT AMArHo3 CHHApPOMA
Yamx—Crpaycca GoJee yem BeposiTHeIM. C HazHAYeHHEM
TJIIOKOKOPTHKOCTEPOH/IOB COZlEpPIKAHHE 303HMHOMHIIOB B
nepuepHuecKoil KpOBH OYeHb GBICTPO CHHIKAETCS JI0
HOPMAaJIBHOTO YPOBHSI, H HX TOBHILIEHHE MOXKET paccMaT-
PHBaTbCsl KaK NMPU3HAK HAYHHAIOLIErocs 060CTPEHHS CHE-
TEMHOTO BacKyJHTa. DO3HHOMDHJIHS TaKKe BhISIBJASETCS
NpH HCC/IENOBAHHH OPOHXHAJNBLHOTO CEKpeTa, KOTOpbIi
TMOJIy4aloT MoCJie MPOBeJieHHs1 GPOHX0aIbBEOJISIPHOTO J1a-
Baxa. B npouecce Tepamuu rIOKOKOpPTHKOCTEpPOMAAMH
MPOHCXOJIHT, KaK yXKe 06CyKAaloCh, OLICTPOE CHHKEHHE
yhcaa 303MHO(HUIIOB B nepueprHuecKoi KPOBH, TaK ke
KaK M perpeccusi 303HMHO(MHIbHONH MHEBMOHHH, OJHAKO
STOT THIT KJIETOK TIPOJIOJIXKAET COXPAHATBCS B aJIbBEOJISIPHON
TMOPUMH JIaBaXKHOM JKHAKOCTH. BhicoKoe mpoueHTHoe co-
AepxKaHue 303HHO(DHJIOB TaKXe OGHApYXKHBAIOT NpPH HC-
CJIe/IOBAaHHH TIIEBPAJIbHOrO aKccynaTta. O6paiuaer Ha cebst
BHHMaHHe BBICOKOe cosiepxaHue obuiero IgE, omnako
CHeUH(UIHOCTD STOrO OKa3aTelst AJsi cHHApoMa Yamk—
Crpaycca Hesbicoka. OcoGoe BHUMaHHe B 1a60paTOPHO
JAHArHOCTHKE BaCKYJIMTOB MPHAAETCH OOHAPYKEHHIO aH-
thTes ANCA. TToBblIeHHOE CoflepKaHHe aHTHTEJ BbIsB-
asiercst 6osee yeMm B 67 % obeaenyeMeix GosbHBIX. Heob-
XOIMMO TIOAYEPKHYThb, YTO AHTHHEHTPO(HJLHBIE LHTO-
niasmaTtHyeckue aytoanturesna (ANCA) sapasioTest Knaccom
AHTHTEJI, HalPaBJIEHHBIX TPOTHB aHTUTEHOB IIHTOMNJIAa3Mbl
MOJIMMOP(HOHYKJIEAPHBIX HEHTPODHIIOB, IIABHBEIM 06pa3oM
nporentasst 3 (ITP3) 1 muenonepoxcupase (MITO). TTpu
NpPOBEJIEHHE TECTA C HENPSAMOH HMMYHO(IIIOOpecleHIHe
pasnuyaior uuronaasmaruyeckue (C-ANCA) u nepunyk-
neapubie (P-ANCA). Ilpu cungpome Yamx—Crpaycea
HauboJlee XapaKTepHbIM siBJIsieTcst o6HapyxeHne P-ANCA
C MHEJIONEPOKCHIA3HOH aKTHBHOCTBIO, PEXKe BBISBJISIOTCS
C-ANCA. [2]. ¥V GonbHEIX ¢ rpanysemaTosom Berenepa
Yallle BBISBJSAIOTCSA MMOBLIIEHHBIE THTPbl AaHTHTEJ C aHTH-
nporeasHoi cneunduynoctbio (ITP3); npu Mukpockony-
YECKOM TMOJIMAHTHHTE Yallle YCTaHABJIMBAIOT MOBLIILIEHHbIE
KoHueHTpauun P-ANCA u He BHISIBASIOTCS ¥ GOMBHBIX C
Y3€JIKOBLIM NOJIHapTepHHTOM. CeposIorHyecKoi AuarHoc-
THKe NpHAaeTcsi 60JbIOe 3HAYEHHEe He TOJIbKO B pasjie-
JIEHHH KIMHHYECKHX (hOPM CHCTEMHBIX BACKYJIHTOB, HO H
B oueHKe 3((HEeKTHBHOCTH NpPOBOAMWMOH Tepanuu. M3
ApYTHX JIabOpPAaTOPHBIX TECTOB 3HAYEHHE MPHIAIOT HCCJIe-
NOBAaHHIO peaKkUHWH OCEAaHHs] SPHTPOLMUTOB, KOTOpas Y
3TOH KaTeropHH GOJIBHBIX YCKOPSIETCS, YTO B COYETAHHH
C THIIEP303HHOMHIIHEH H MOBBILIEHHBIM cofiepxkanuem IgE
MMeeT IMarHOCTHYeCKoe 3HaueHHe. Pelko BHISIB/ISIeTCS aHeMHSi,
MOTYT ONpeNeJsiTbCSt HMMYHHBIE KOMIJIEKCH H peBMaTo-
HAHBIH (akTop.

[IpuHnMNUHaNbHOE 3HAYeHHe B JIaBOPaTODPHOMN JHArHO-
crrke cunapoma Yamx—Crpaycca npuaaeTcst yeTaHoBJEHHIO
(akTa runep303MHOPHINH, MOBHILEHHIO YPOBHS OBIIMX
IgE 1 nepuHyKJI€apHBIX aHTHTEJ C MHEJIONEePOKCHAA3HON
akTHBHOCTBIO (P-ANCA).

KnnHnueckas kapTHHA CHCTEMHEIX BaCKYJIHTOB Xapak-
TepU3yeTcss GOJBIIMM TOJHMOP(H3MOM MPOSIBJAEHHH 3a-
GoseBanus. Ilpn cunapome Yamk—Crpaycca ocobas asa
3aboJieBaHHsl, KOrla MPOSIBJASIIOTCS IPH3HAKH CHCTEMHOTO
BacKyJ/uTa. O6BIYHO K MPOSIBIEHHSAM GPOHXHAJIBHON aCTMbl
H aJlJIepry4yeckoro pHHHTa MPHCOENHHSIIOTCS Takue obliHe

.



NPH3HAKH, KaK JJHXOPAJIKa, MHAJITHH, apTPAJITHH, IPOHCXOJHT
CHMXKeHHe o61eit Macchl. B 1eoM KIHHAYeCKast KapTHHA
cunipoma Yapk—Crpaycca cxoxa ¢ NPOSIBJICHHSMH MpH
y3eqKkoBoM nepuaprepunte. OfHaKo NpH3HAKOB MOpaxe-
HHs mouek He HaGmopaetcs. Lanham u coasm. [3]
CYMMHpOBaJIH JIKTEpaTypHble NaHHbIE, B KOTOPBIX CO00-
1aJIoch O MpHUMHAX cMepTH npH cunapome Yamwk—Crpa-
ycca. Ha nepBoe MecTo BBILUJIM OCJIOXXHEHHS CO CTOPOHBI
cep/la, KOTopble POSIBUJIMCH TPH3HAKAMH HapacTalollei
CepJleuHON Hel0CTATOYHOCTH, FeMOpparkyecKHi HHCYJIbT
¥ nepdopalH B KeJNyAOYHO-KHLIEYHOM TpakTe, B TO
BpeMsi KaK aCTMATHYECKOe COCTOSIHHE H JIPYTHe NMPOSIBJICHHS]
AbIXaTeJbHOH HEIOCTATOYHOCTH HE JOMHHHPOBAJIU B KJIH-
HHYECKOH KapTHHe yXKe Ha 3Tanax pasBepHYThIX MpOsiB-
JIeHHIi MepBHYHOr0 CHCTEMHOTO BacKysMTa. B To# rpynmne
GOJIBHBIX, Y KOTOPBIX BBISIBJSIMCh MPH3HAKH MOYEYHOH
HEJOCTATOYHOCTH, BO3HHKa/a HeoOXomMMoCTh AuddepeH-
LHANbHON JHATHOCTHKH C Y3€JKOBHIM MOJHAPTEPHHTOM.
Ecau B nebiote 3a60/1eBaHus B KIHHHYECKOH KapTHHE
curnpoma Yamk—Crpaycca IOMHHHPOBAJH MPOSIBJIEHHS
aJIepruyeckoro pUHHTa U OPOHXHANLHOH aCTMBI, TO IIPH
OCJIOXKHEHHBIX (hopMax 3abojieBaHHS Ha TEpBOE MECTO
BBILLJIH MPH3HAKH 3aCTOMHON CepleyHOH HEJ0CTaTOYHOCTH
MJIH MO3TOBOH HHCYJIbT. D03HHO(HJIbHbIE IPaHyJIeMbl MOTYT
JIOKaJIM30BaThCsl B MHOKapjie, 4TO NMPHBOAUT K Hapylie-
HUIO COKPATHTEJNbHOH (yHKUMH MHOKapaa. IlopaxeHue
KOPOHApHBIX COCY/IOB, KOTOpOe HacTyrnaeT BCJEACTBHE
BOCHAJINTEJBHOrO CHCTEMHOro npolecca B Cocyaax, Mo-
JKeT SIBUThCS NPHYHHON BHE3aNHOH CMEpTH Y 3TOH Kare-
ropud GouabHbIX. Ha mopakeHHe MHOKapja OBLIO yXKe
YKa3aHo B cepu HaOJIOfeHHH, npeacTaBieHHbx Churg
u Strauss. CepjieuHas aesiTe/IbHOCTb MOXKET YJIyullaThCst
B [IEPHOJL YCNELIHOro NPOBENEHH s TepaluH INIIOKOKOPTH-
KOCTEepOHIaMH H LHKJIopochamuaoM. B auteparype onu-
caHbl GOJIbHBIE, KOTOPBIM ObIIH YCHEWHO MpPOBeleHb!
TPAHCIJIAHTALMH CEPAlA B CBA3H C TSXKEJbIM MOpaXKeHHeM
MHokapaa npu cuuapome Yamk—Crpaycca. PekomeHnny-
eTcsi IPOBOAUThL PEryJsipHOe 3JeKTPO- H 3XOKapauorpa-
(HyecKoe HeelleloBaHHe Y GOMbHBIX C BACKYJIHTOM. ¥ HHX
YacTO BBISIBJSIIOTCS] PH3HAKH MHTPAJbHOH perypruTauuu,
MPOrHOCTHYECKOe 3HAauYeHHe WMeeT BhisiBJeHHe AUpy3-
HOro (hHOPO3HOro Npolecca B MHOKapaie. DTa IMarHOCTH-
yeckasi HHpOpMaLHa HeoOXONHMa He TOJBKO /ISt KOHCTa-
TalKH (akTa, 4YTO MHOKApJ BOBJIEYEH B BOCMANHTENbHBIH
Mpolece, HO OHA HrpaeT BaXKHYIO pojib B BhIOOpe ajiek-
BaTHBIX METOJIOB JIEYEHHSI H B HHIMBHlyaIbHOM NPOTHO3€
TeueHus 3a6osieBaHus. B BocnasuTe IbHBIH MPOLIECC MOXKET
BOBJIEKAaTbCSl NMEPHKApA, 4TO C IOpaXKeHHeM MJIEBpPHl H
HaKOIJIEHHEM B ee IOJIOCTH dKCCYaTa CO3/laeT KapTHHY
TMoJIMCepPO3HTa. DHAOMHOKAPA PEIKO BOBJIEKAeTCsl B BOC-
MaJUTeNbHBIH MpPOLECC, OAHAKO B JIMTEpaType ONHCaHbl
KJHHHYeCKHe HaOJIoeHUsl HA0KapaAHaIbHOro Gubposa.
[TopaxceHue HepBHOH cHcTeMbl Habuonaercs GoJjee
yeMm B 60% Bcex HabuiofaeMblX GOJIBHEIX C CHHAPOMOM
Yamk—Crpaycca. Ha nepsoe MecTo BHIXOAHT NepHepryec-
Kasi HelfiponaTHsi: MOHOHeHponaTHs, AUCTajbHas MOJNHHEeH-
ponarusi, peiko HabJiofaeTcs aCHMMeTPHYHas MOJHHEeHpo-
natusi. B ocHOBe 3THX NPOSIBJIEHHH JIEXKHT HHPHIBbTPALHUS
SMMHEBPAJIbHBIX COCYJ0B JHUMGOUUTAMHU, HMMYHOIJI06Y-
JuHamu, BKioyas W IgE, a TakKe KOMIOHEHTaMH KOMII-

JeMeHTa, HMMYHHBIMH Kommiekcamu. MmmyHomnaTosioru-
yecKHe MpoLecChl B SMHHEBPAJIbHbIX COCYAaX MOMEPHKH-
BaIOT KOHIIENIMIO CHCTEMHOTO BacKyJiuTa. Pexe BcTpeua-
I0TCSl PafMKYJIONATHH, HeHponaTHsi 3pUTEJBHOro HepBa.
[TpUGAH3HTENBHO Y KaXI0ro 4eTBepTOro 60JLHOrO MosiB-
ASIOTCS TIPU3HAKH IOPaKEHHsT LEHTPaJbHOH HEepBHOM
cucteMbl. OHH MOTYT TPOSIBUTHCS B BHJIE PACCTPOHCTB B
3MOLMOHANLHON cepe, GoJiee TsKeJble NPosiBJIeHHs 00y C-
JIOBJIEHBI FeMOpParnuecKUM HHCYJIbTOM, HH(apKTOM MO3ra,
SMUJEeNTHYEeCKUM cTaTycoM. HeobGxomumo yKasaTb Ha
BO3MOXKHOCTb Pa3BHTHSI HeOJIAroNnpHsITHLIX PeakUHd co
CTOPOHBI LEHTPAJNbLHON HEPBHOW CHCTEMBI, KOTOpPbIE BO3-
HHMKAIOT B OTBET Ha MPOBOAMMYIO Teparuio KOPTHKOCTE-
POMJAMH HJIH LIUTOCTATHKAMM H KOTOpBIe MOpoi ObiBaeT
JOCTATOYHO CJOXKHO OTJIHYHTb OT CUMIITOMOB BacKYyJIHTa.

[Topaxenue noyek npu cuuapome Yamk—Crpaycca He
ABJISIETCSl YAaCThIM KIMHHYECKHM MPOSIBIEHHEM, H €CJIH
TaKoOBbIE TPOHCXOAST, TO OHH HOCAT, KaK MpaBHJIO, He
BhIpaXKeHHbIH XxapakTep. Tak, npu y3eJKoBoM IoJHapTe-
pHHTE HEKPOTHUECKHH INIOMepYJIOHedPHUT ¢ CerMeHTapHbIM
TPOMGO30M HOCHT JOMHHHPYIOIIHH XapaKkTep, H OT 3THX
TNpOSIBJIEHHH 3aBHCHT NporHo3 GonbHbIX. TIpu cuHapome
Yampk—Crpaycca NpOrHOCTHYECKOe 3HAUeHHe HMeeT Mo-
paXKeHHe CepAlla M COCY[OB TOJIOBHOTO MO3ra, HO He
nouek. OHaKo U NpH 3TOH popme BacKyJHTa HabJoza-
I0TCSl IPOTEHHYPHS, TeMaTypH$l, NOBLILIEHHE CHCTEMHOTO
apTepHaJIbHOrO IaBJIeHHS! H Haya/lbHble TPH3HAKH Movey-
HOH HejocTaToyHOCTH. CrienuaJbHO 3TOT BONPOC HCCJe-
noBan Guillevin u coagm. [5], KoTopsie NpoM3BOAHIH
MPHKHM3HEHHYIO GHOICHIO TOYeK, H B BHICOKOM INPOLEHTE
cjlyyaeB OOHApPYXHJIM CErMeHTAJIbHLIH ryomMepyJioHed-
DHT, KOTOpBIH KoppeJsipoBai ¢ o6HapyxeHrem P-ANCA.
[1pu nopakeHHH MoYeK PeKko pasBUBAIOTCS 303HHODUIILHBIA
MHTEPCTHUHANBHBIH HHOHIbTPAT, TPaHyJieMa H BaCKYJHT
TMIOYEYHBIX COCYMOB.

[TopaxkeHHe XKeJynOYHO-KHILIEYHOTO TPaKTa — OTHO-
CHUTEJIbHO YacTasi KJIMHHYecKas npobjieMa y GOJbHBIX C
cutipoMom Yamk—Crpaycca. BacKy T U 303HHOGHIBHBIA
HHOHUAbTPAT MOTYT NMPHBECTH K HIIEMHH, a B MOCJEyio-
IIeM SIBUTHCS MPHYHHOH nepdopanuu CTEHKH JXXeJyAKa
WK KulleyHHKa. Heo6xoauMo BHOBb MOAYEPKHYTb BO3-
MOXXHOE HeraTHBHOE BJIMSIHHE TeparnHH IIIOKOKOPTHKO-
CTEpOHJIaMH, TpPHEM KOTOPHIX MOXKET CTaTh MpPHYHHOM
06pa30oBaHUsA OCTPOH $3BHl KeJyAKa H MOCJEAyIoLIero
KPOBOTEYEHHS. DTH OCJIOKHEHHSI MOTYT ObITh Henocpes-
CTBEHHOH NMPHUYHHOH CMEpPTH GOJIbHBIX C BaCKYJHTAMH.

Koxxnble nopaxkeHust npu cuuppome Yampx—Crpaycca
SIBASIIOTCS IOCTaTOYHO YACTHIMH H MOTYT NPOSIBUTH cebs
elle B nepHoj jebiorta 3aboseBanus. Haubosee yacTeim
KOXXHbIM TPOSIBJIEHHEM TPH 3TOH (opmMe BacKyJsHTa SiB-
JsieTcs nosiBieHHe 60JIeSHEHHOH MypNyphl ¢ MpeuMylile-
CTBEHHOH JIOKaJM3alMer Ha HIKHUX KoHeuHocTax. [loa-
KOXHbIE Y3eJKH MPeHMyLIeCTBEHHO JIOKAJH3YIOTCSl Ha
roioBe M pykax. OpHako caejyeT NOAYEPKHYTb, 4TO
crneur(rUUecKuX H3MEHEHHH CO CTOPOHbI KOXKHBIX TTOKPOBOB
y 3TOH KaTeropuu 60JbHBIX He Habmiopaercs. ITomumop-
(H3M KOXHBIX CHMIITOMOB MOKET NMPOSIBUTHCS HH(PAPKTOM
KOXH, OYJIIe3HBIMH [IPOSIBJICHHAMH, MaKyJISIPHOH U namy-
JAPHOH 3PUTEMOMH, YPTUKAPHBLIMH BHICHITAHUSIMU. MHorO-
obpasHble (YOPMBI MOpaXKeHHS KOXKHBIX MOKPOBOB MPHXO-
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JAsiTCsl Ha (hasy pasBepPHYTHIX KIAHHHUYECKHX MPOSIBJICHHH
MEepBHYHOrO CHCTEMHOrO JIErOYHOrO BAaCKYJIUTA.

[TonuapTpairuy ¥ apTpHTH NPOSIBJASIOTCS NPHOIU3H-
TEJILHO Y KaXX/10ro BTOPOro 60JIbHOTO ¢ CHHApoMoM Yamk—
Crpaycca, 0coG€HHO B NMEpPHOA pasrapa CHCTEMHOro Bac-
Kyauta. [TomMapTpairuy 4acTo COnpoBOXKAAIOTCS APYTHMH
60JIe3HEHHBIMH MPOSIBJIEHUSIMH, KAKUMH SIBJSIETCS MHUAJI-
rusi. Ecin MMa/THS OTHOCHTENIBHO YacToe MpOsIBJISHHE
CHCTEMHOrO BACKYJIHTA, TO MOJHMHO3HT NPAKTHUYECKH He
HabJofiaeTcsl y GosibHBIX cHHApomoM Yamxk—Crpaycca.
B nuarHocTHKe 3abojieBaHUs NpHAaeTcs GOJbLIOE 3HAUe-
HHe OHOICHH MBILIL, TaK KaK OHA MOXKET JaTh 10CTATOYHO
00beKTHBHYI0 HHPOPMALHIO O CHCTEMHOM BacCKYJIHTE.

Odranbmosiornyeckie OCJIOXKHEHHS! MPH 3TOH (opme
BACKYJIHTa BCTPEYAIOTCS PE/IKO, B JIUTEpPaType MPUBOAATCS
OT/le/IbHble HaOJMONeHHS 3a GOJIbHBIMH CHHAPOMOM Yamk—
Crpaycca, y KOTOPBIX pa3BHJIach CJIENOTa BCJEACTBHE
HLIEMHH 3PHTEJIBHOTO HepBa.

K peakum JloKasH3alusIM rpaHyJeMbl OTHOCATCS ypo-
reHHTaJbHBIH TPAKT H MPOCTATA, YTO ABJISETCS NPHUHHON
Pa3BHTHS aHYPHH U OOCTPYKTHBHOH YpONATHH. Y OTHEJBHBIX
GOJILHBIX OMHCAHBI CIy4aH ay TOHMMYHHOH FéMOJIHTHYECKOH
aHeMHH, TpoMOO30B H TPOMOOIMOOIHH.

B neamaTpHueckoi nmpakTHKe 3Ta (popMa CHCTEMHOTO
BACKYJIMTA BCTpeyYaeTcsl Ype3BblyalHO pefiko. OnucaHsbl
oT/leJIbHbIe HabJojieHus pa3BuTUs cunapoma Yamk—Crpa-
ycca y KEHIUHWH B rnepHol 6epeMeHHOCTH; Ha3HaueHHas
Tepanus KOPTHKOCTEPOUAHLIMH TpenapaTaMu obecrneyusia
CTOHKYIO PEMHCCHIO H ycrnelHoe pojopa3pelienue. On-
HAaKO OMHCcaHbl HaGJIONEHHS, KOTa MPHXOAKJIOCH TPOBO-
JIUTh HCKYCCTBEHHOE pojlopa3pelleHHe H3-3a TH6elH NJIofa.

Lanham u coasm. [3] paspa6oranu guarHocTHueCKHe
KpuTepuu cuHapoma Yamk—Crpaycca, KOTOPEIE BKJIIOYAIOT
GpOHXHaJIBHYIO acTMy, THNep303HHOpUIHIo Gostee 10%
H CHCTEeMHBIE MPOSIBJIEHHS BAaCKYJIHTA, KOTJla B aTOJOTH-
YeCKHH NpOoLecC 3KCTPanyJbMOHAJNbHO BOBJIEYEHO MIBa
opraHa WJM Gojiee. DTH KPUTEPHH B MOCJELHHE TOMIbI
OblJIH 106aBJIeHbl MMOJOXHTENbHBIMH TECTaMH Ha COfep-
xanue antutes ANCA. OnHako AHarHoCTHKA MPH Kaxy-
IeHCs SICHOCTH CHHIPOMAa OCTAeTCsl 3aTPYMHHTENbHOH.
Churg w Strauss nHabmopanu GosbHBIX 6e€3 Tepanuu
IJIIOKOKOPTHKOCTEPOHAMH, YTO MO3BOJIHJIO UM ONHCATh
eCTeCTBEHHOe TeyeHHe OO0JIe3HH, KOrAa KIHHHYECKHe ee
NpOosiBJIeHH S He OBbLIIH MOAM(HLIMPOBAHEI MO/ BO3/IEHCTBHEM
Tepanuiu ropMOHaJIbHBIMHU INpenapataMu. B coBpeMeHHOH
KJIMHHYECKOH npakTHKe GoJibHble GPOHXHAJNBHON acTMOM
MOJIY4aloT YK€ Ha paHHHUX 3Tanax 60JIe3HH HHra/sIHOHHbIE
KOPTHKOCTEPOMbI, a B CJy4asiXx TSXKEJOro Te4YeHHsl K
9TOH Tepanuu 106aBsOTCS H CHCTEMHBIE TOPMOHAJIbHbIE
npenapatsl. [Togo6Hast TakTHKa BeleHHs GOJbHBIX OKa3bl-
BaeT CYIIECTBEHHOE BJIHSIHHE Ha MpPOSIBJEHUS CHHApOMA
Yamk—Crpaycca. B nogo6Ho# cHTyalui oco6oe BHUMaHHE
JIOJKHO OBITh YeJIeHO OOJIbHBIM C TSDKEJBIM TeueHHeM
OpOHXHAJBHOH aCTMbl, C €€ YacThIMH pPeLHAHBaMH U He
CTaOHJIbHBIM TedyeHHeM OGoJie3HH. CHHAPOM OTMEHBI IJIo-
KOKOPTHKOCTEPOH/IOB MOXKEeT MPOBOLHPOBATh TpaHchopma-
110 60JIe3HH B (ha3y CHCTEMHBIX MPOSIBJIEHHH BacKyJIHTa
M CHHXXeHHe 3((HEeKTHBHOCTH TOPMOHAJLHOH TepamnuH,
HACTyNHMBIIEH BCJENCTBHE PE3HCTEHTHOCTH, pPasBHBLIEHCS
K HUM. B KJIMHHYECKOH MpaKkTHKE OMHCaHbl COYETAHHbLIE

(opMBI BACKYJIHTOB, YTO TaKXKe YCJIOXKHSIET AHarHOCTHKY
cunapoma Yampk—Crpaycca. Tak, auddepeHuHanbHbIH
JMarHo3 3aTpPyAHeH y OOJIbHBIX C THNEP303HHOpHIHEH
JApYro# 3THOJNOTMH. B JnMTepaType omnucaHbl GoJbHBEIE C
BHCOYHBIM apTepHHTOM H cHHAapomoM Yamk—Crpaycca,
rpanyJjemaro3om Berenepa u HEKOTOPEIMH APYrHMH (op-
MaMH CHCTEMHBIX BacKyJuToB [6].

EcrecTBeHHO BOZHHKAET BOMPOC O MPHUUHHBIX (haKTOpax,
MPUBOASIIMX K pasBUTHIO cHHApoMma Yamx—Crpayce.
Bouibliioe BHUMaHHe Bcerja yAenasyioch CBSISH HH(EKIH-
OHHBIX MPEIIECTBYIOUUX 3a60JeBaHHIi C pa3BUTHEM Iep-
BUYHOrO CHCTEMHOTO BaCKy/HTa. ABTOpPbI HH(PEKUMOHHOH
TMIOTE3bl MCXOAAT M3 TOrO, YTO BHPYCH M GaKTepHH
MOTYT CIOCOGCTBOBAThH MOBPEXAEHHIO 3HAOTEJHAJBHBIX
KJIETOK, MOBBLILIEHHOH BHIPAGOTKE MMMYHHBIX KOMILJIEK-
COB, 3KCIPECCHH FeHOB LMTOKHHOB, OTBETCTBEHHHIX 3a
MPOAYKUHIO aiAresUBHBIX MoJjieKys. C GaKTepHasibHBIMH
AQHTHIEHaMH CBSI3BIBAIOT MPOLECC aMIVIH(pHUKALMH TaKHX
ayTOAHTHreHOB, KakuMH sBaseTcs [TP3. Takum o6pazom,
nosiBiieHre aHTHTeN Kiacca ANCA cBSI3bIBAIOT C ayTOHM-
MYHHBIM TPOLLECCOM.

BupycHas Teopnsi BO3HHKHOBEHHS BACKYJIHTOB BCErJla
ocTaBajiach B LleHTpe BHHUMaHHUs. BackysnThl yacto acco-
LIHHPYIOT C NMepcHCTeHUUeH BUpYycoB renatuta B u C, a
TaKXe ¢ BUPYCOM HMMyHofledHHTa nepsoro Tuna. Ipu
curaipome Yamk—Crpaycca 4acTo 0GHAPYKHBAIOTCS aH-
THTEJIa K BUPYCY renaTtuTa B, ofqHako cyauTh 0 npHYHHHOM
CBSI3H IOCTATOYHO CJIOXKHO; aBTOPHI GOJIbIIIE CKIOHAIOTCS
K TOMY, YTO 3TO HE3aBHCHMBIE NATOJOTHYECKHE MPOLECCHI.

HauGouablitee pacnpocTpaHeHre MOJyUYnIa KOHUENIHS,
OCHOBaHHasl Ha ()aKTe yCTAHOBJIEHHS MOBBILIEHHOH Mpo-
nykuun aHTuTes Kiacca ANCA. Dto rpynna ayToaHTHTe
HampasJieHa MPOTHB Pa3JIMYHBIX IHMTOMJIA3MaTHYECKHX
aHTUreHoB. B uuTonsasme HelTpoduIIOB OGHApYKEeHBI
MHeJIONepoKCcHas3a, 3Jdacrtasa, KatencuH G, JIH30COMBI,
JlakToeppuH, Ae)eH3HHBI, a3yPOCHIHH H APYTHE COeluHe-
Husl. ONIHAKO MArHOCTHYECKOE 3HAYEHHEe UMEIOT TOJBKO
aHTHTesa K uurTonasme Heitpoduios (C-ANCA), P-ANCA
H aHTHTeJa ¢ MueJslonepokcHaasHon u [1P3-cneunguuno-
cTbio. C HHUMH CBSI3LIBAIOT MOBHILIEHHE NMPOHHLAEMOCTH
MeMOpaH HeHTPO(HJIOB, H OHH pacCMaTPUBAIOTCS B Kaye-
cTBe OHOJIOTHYECKHX MapKepoB BacKyJHTOB. MexaHH3M
MX 00pa3oBaHMsl OCTaeTCst Majlo W3yueHHBIM. CyluecTByer
CBSI3b MEXIY 0oOpasoBaHHEM 21qTe3WBHBIX MOJIEKYJ, Mo-
BpeXKIeHHeM SHAOTeJNHANbHBIX KJIETOK, C OAHOH CTOPOHH,
H MOBBILIEHHBIM 00pa3soBaHHEM aHTHHEHTPOMHIIBHBIX aH-
tutes (ANCA). Paspabotana skcrmepuMeHTafgbHast Mo-
neJib, TIPH KOTOPOH BOCIPOH3BOAMUTCS MOBLILIEHHBIH CHHTE3
ANCA. CunuxoHcoziepxalilie COeIMHEHHsI TIPH MX BBe-
JIeHHEe B OPraHH3M JXXHBOTHBIX CTHMYJIHPYIOT 06pa3oBaHue
aHTHHEHTPOHIbLHLIX aHTHTe. [Ipeanonaraercs, yto aTOT
Mmpolecc onocpeflyeTcs 4epe3 BOCMNANHTENbHYIO aKTHB-
HOCTb HeHTpodH0B. Bosbluyio ponb HrpaeT reHeTHuecKast
MpenpacroyoXKeHHOCTb K (POPMHPOBAHHIO BOCTIATUTENBHBIX
peakuui COCyl0B, MPOTEKAIOUMX C YYaCTHEM aHTHHEHT-
pohHIbLHBIX aHTHTeN. Tak, yCTaHOBJIEHO, UTO NMpH aehH-
IMTe MHTHOMTOpA TPHIICHHA NMPOMCXOAMT MOBBIILIEHHOE
o6pasoBanne ANCA c [TP3-cneuuduunocTsio.

CKJ/IOHHOCTb K aJIIEPTrHYECKUM peaklHsiM B ceMbsX, B
KOTOPHIX €CTh 00/IbHbIE CHCTEMHBIMH BaCKYJIHTAMH, TaKXKe
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MOATBEPXKAAET POJIb HACJEACTBEHHOH MpeApacnoyoXKeH-
HOCTH K NMOJOGHOr0 poja MaToJIOTHYEeCKHM COCTOSTHHSIM.
Passutue cunnpoma Yamx—Crpaycca HacTyNUJIO Y GOMBHBIX,
KOTOPBIM MPOBOAMJACH crienHduyeckasi MIMMYHOTEpamHs
win xe BakuuHauus (Guillevin u coasm. [4]). Tpenrno-
JlaraeTcsl, YTO pa3BHTHe HEXeJaTeJbHBIX peakUH# Mpo-
M30LLLJIO BCJIEICTBME AaHTHTEHHOTO pasapaXKeHHst HMMYHHOM
CHCTEeMBI ajlliepreHaMH WM GaKTepHaJbHBIMH aHTUTeHaMH
y GoJbHBIX GpOHXHaNbHOH acTMOH. Ocoboro BHHMaHHS
sacayxuBaer omucaHue cuHapoma Yamxk—Crpaycca y
6OJbHBIX OPOHXHAJBHOH acTMOM, KOTOPbleé HaXOAHJIHChH
Ha JeyeHHH 3adupaykactom (zafirlukast, akonar). V-
THOHTOPHI JIEHKOTPHEHOBbIX penenTopoB (K aToi rpymne
npenapaToB OTHOCHTCS 3a(MpPJIyKacT) OTHOCHTENBHO He-
JIaBHO CTaJIH NPUMEHSITBCSI TIPH JIeYeHHH OPOHXHAJIbHOH
acTMmbl. B ameprKkaHCKyio (hapmMakomneio NpHLLIo cooblie-
HHe 0 8 GOJIBHBIX, Y KOTOPHIX pa3BHJCS CHHAPOM Yamk—
Crpaycca nocJie nprema 3acpupaykacra (1999). Onnaxo
ocTajlach HESICHBIM TpPHpOJa BAaCKYJHTa, TaK Kak 0oJib-
HbI€, KOTOPHIM ObIJIO Ha3HAYEHO 3TO JieueHHe, OTHOCHJIHCh
K GOJIbHBIM C TSIXKEJIBIM TeueHHeM OPOHXHAJIbHOH aCTMBI.
[TosTOMy €cTecTBEHHO BO3HHK BOMpPOC, O TOM 4YTO, He
SIBJISVINCD JIH 3TH GOJIbHBIE HCXOIHO BOJIBHBIMH BaCKYJIHTOM,
KOTOPBIA MPOSIBUJICS MPH CHHXEHHWH MOJUIePKHUBAIOILEH
JI03bl CHCTEMHBIX IVIIOKOKOPTHKOCTEPOU0B. B mociientee
BpeMsl MOSIBUJIMCH eJUHHYHBIEe COOOIIEHHSI O TOM, UYTO
nocJie mpHeMa ApYroro rnpenapata 3Toro kiacca (MoHTe-
JIyKacTa) Tak»Ke pasBHJIHCb CHMITOMbI CHCTEMHOrO Bac-
KyauTa. B HacTosiee BpeMsi BpayaM peKOMEeHAyeTcs He
HazHayaTh BBICOKHX /103 3TOH TPYMNMbl MpenapaToB MpH
TSDKEJIOM TeYeHHH OPOHXHAJILHOH aCTMEBI, OCOOEHHO B TeX
KJIHHUYECKHX CJyYasixX, KOTla BO3HHKAET MoJ03peHHe Ha
cunapom Yamk—Crpaycca. Ilpu anamuse uctopuit 6o-
JIE3HH OOJIbHBIX OpOHXHAJbHOH acTMOH C pa3BHTHEM
noGoYHBIX peakUMH Ha npHeM 3adupJaykacra 6b110 o6pa-
111€HO BHHMaHHE, YTO Y GOJIbLIHHCTBA H3 HHX BBISIBJSJINCD
NPH3HAKH JUJIATallMOHHOH KapJAHOMHOMATHH.

[Tporuos npu cunapome Yamxk—Crpaycca MOXKeT ObITh
He6GJIaronpHUsITHEIM, ecyii OoJIbHBIE He MOJY4aloT aleKBaT-
HOrO JICYEeHHsI, B MEPBYIO o4yepelb, eCJIH CBOEBPEMEHHO
He Ha3Ha4yeHa TepamnHus CHCTEMHLIMH TNIIOKOKOPTHKOCTE-
pouaaMH, KOTOpble MOMOralT ObICTPO H 3((EeKTHBHO.
HauvaabHass posa jpoctaTouyHo Oosibllasi W COCTaBJsIeT
IMr/Kr/cyT npeiHH30/I0HA H B MOCJIEAYIOLIEM Yepes Me-
CsIll OT HavaJla Tepanuy NMPHCTYNAIOT K OBICTPOMY CHHXKe-
Huio. Kypc Tepanuu rioKoKOPpTHKOCTEPOHIAMH PaCCUHTaH
no 9—12 mec, uHaye roeops, 1o ropa. PekomeHayercs
OCYLLIECTBJSATh TLIATENbHbIH KOHTPOJb 32 KIWHHYECKUM
COCTOSIHHEM GOJIBHBIX, HCXOAS M3 MOJIOXKEHHS O TOM, 4TO
cunapom Yamk—Crpaycca OTHOCHTCS K UHCHY CHCTEM-
HBIX BaCKYJIMTOB, MO3TOMY B “¢hokyce” y Bpaya HOJKHBI
ObITb BCE BO3MOXKHbIE MPOSIBJIEHHSI OOJNIE3HH: LEHTPaJb-
Has W mepudepuyecKkas HepBHAsi CHCTEMa, BEPXHHH H
HHXXHHH OTHeJIbl IBIXaTeJbHBIX MyTeH, cepaeyHo-CoCyIH-
CTast CHCTeMa, COCTOSIHHE JKEJyIOYHO-KHILIEYHOro TPaKTa,
YPOreHHTaJIbHBIH TPaKT, 3peHHe U T.4. IIpoBoaaTcs mos-
TOpHbIE HUCCJIeIOBaHUS NepHdepHyeckol KPOBH H KOHT-
pOJIMpYeTCsl YPOBEHb 303HMHO(HJIOB, peakUHsl OCeHaHHs
spuTpouToB. OTCYTCTBYIOT YETKHE PEKOMEHAAUHMH O
AMHaMHYecKoM HabmoneHnu 3a ypoHeM ANCA, koTopomy

NpUAaeTcsi Takoe OOJbloe 3HAYeHHWe TNPH MEePBHYHOK
AMarHocTHKe BackysauTa. CTolKasi KJIHHHYEeCKasi PEMHCCHS
M TO3WTHBHBIE JaGOpPAaTOpHBIE MOKA3aTesy MO3BOJSIOT
MepeiTH Ha abTEPHUPYIOLLYIO CXeMy NpHeMa INVIIOKOKOp-
THKOCTepOouIoB. OfIHAKO B KIIHHHYECKOH NPaKTHKe BCTpe-
yaloTcsl GONIbHBIE, Y KOTOPBIX Pa3BHBAeTCsl yCTOHYHBOCTD
K Tepanu¥ KOPTHKOCTEPOHJAMH, YTO B KOHEUHOM CueTe
NPUBOAUT K 06GOCTpeHHIO 3abojieBaHHs. OnNTHMH3ALHMS
MPOTHBOBOCHAJNHTELHON Tepanuud MOXKeT ObITb JOCTHI-
HyTa 3a cYeT COYeTaHHOro HasHauyeHHs TJIIOKOKOPTHKOC-
TeponioB ¥ uuKaopochamuna. Ilocnennuit HasHavyaloT U3
pacueta 2 mMr Ha | Kr macchl Tesa Ha JeHb. Tépamnmsi
paccyHTaHa Ha Troj; MO03y uUMKJIodochamuia cienyer
KOppeJHpOBaTh B 3aBHCHMOCTH OT (YHKUMH IIOYEK H
nokasarejiel 6esioil KpoBH. IIpH TsXKesbIX 000CTPEHHAX
cunapoma Yapk—Crpaycca nokasaHo npoBejieHHe IJias-
madepesa. C ero npHMeHeHHeM CBfI3BIBAIOT CHHXXEHHE
no604HLIX 3(h(heKTOB, KOTOPLIE pa3BUBAIOTCS BCJIE/ICTBHE
BBICOKHX JI03 IVTIOKOKOPTHKOCTEPOHIOB H LHKJIohochamuia.
[Ipu yrpoxaiomux »H3HH 060CTPEHHSIX EPBHYHOIO CHC-
TEMHOTO BacKyJIMTa [OKa3aHO MpPOBEe/IeHHe MyJIbC-TeparnuH
MeTHJTpeaHu3ooHoM (15 Mr/Kr BHYTPHBEHHO B Teye-
HHe | U Ha NPOTSKEHHH mNocjenyloumux 3—6 aHer).
HekoTopele aBTOpLI € YCIEXOM NMPHMEHHJH COUeTaHHOe
Ha3HauUeHHe METHJIPeJHH30J0Ha H lHKIodochamMuia B
BHJIe MyJbc-Tepanuu [6].

ITporHocTHYECKHMH (aKTOpaMH Te4YeHHs H HCXofa
cunapoma Yamx—Crpaycca fBASETCS MOJHOPTaHHOE MO-
paxkeHHe, oco6eHHO HebJsaronpusiTeH MporHos NpH BOB-
JIeYUeHHH B TPOLECC CHCTEMHOrO BACKyJMTa cepiaua H
nouek. Tak, Guillevin u coasm. [5] k He6naronpusTHOMY
TIPOTHO3Y OTHOCSIT GOJILHBIX, Y KOTOPHIX CYTOYHAsl MPOTEH-
HypHsI TIpeBhilaeT 1 I' B IeHb H CBIBOPOTOYHBIH KpeaTHHHH
6onee 140 mxmosb Ha 1 1. K ApyruM mporHocTHYECKH
He6JIaronpUaTHEIM (akToOpaM TaKXKe CJeAyeT OTHeCTH
nopakeHHe LeHTPaJbHOH HEPBHOH CHCTEMBI H JKeJTyIO4UHO-
KuleyHoro Tpakra. OfHako cieayer MoaYepKHyTb, YTO
NPOrHO3 TeyeHHst W Hcxopa cuHapoma Yamk—Crpaycca
3HAUHTEJIbHO YJIYYLIHJICS NMPH BeAEHHH ITOH KaTeropHH
60JIbHBIX Ha COYETAaHHOH TepamnuH NIIOKOKOPTHKOCTEPOHIOB
U mukJaodochamuna. OCHOBHBIM MOJIOXKEHHEM B COBpe-
MEHHOH TPaKTOBKEe MepPBHYHLIX CHCTEMHBLIX BACKYJHTOB
OCTalOTCS MPUHLMKI PaHHEH NHAarHOCTHKH 3a60JIeBaHHUS H
NpoHIaKTHKA HH(DEKIHOHHBIX U ATPOreHHBIX OCJOXKHEHHH.
Haubosee HeGJaronpHsiTHHIM OCJIOXKHEHHEM SIBJISIETCS
pa3BHTHE MIHEBMOHHH, 3THOJIOTHYECKHM ()aKTOPOM B BO3-
HHKHOBEHHH KOTOpOH 4allle BCero BhicTynaeT Pneumo-
cystis carinii. BonbHBIM, HaXOASIMMCS Ha KOMOHHHPO-
BaHHOH TepanuH MNIIOKOKOPTHKOCTEPOHIAMH U LHKJI0(OC-
(bamuioM, peKOMeHAyeTcsl ¢ NMPOpHAAKTHYECKOH LeJbIo
TNPHHUMATh TpUMeTonpuM 1o 160 Mr u cyisdhameToKkcaso
no 800 Mr TPHXKABI B TEUEHHE HEJEJH.

TepaneBTHueckHe NOAXOAB! B JieueHHE GOJIbHBIX CHHJ-
pomom Yamk—Crpaycca Malo YeM OTJIHYAIOTCS OT MOA-
Xofla y GOJIbHBIX, CTPalalolMX IpaHy/ieMaTo3oM Berenepa
¥ MHKPOCKOMUYECKHUM MoMaHriuToM. OIHAKO KIAHHHYeCcKast
KapTHHa KaX/10H M3 yKa3aHHBIX ()OPM MEPBHYHOTO CHC-
TEMHOTO JIEFOYHOTO BACKYJIUTA UMeeT HeJbli psii 0COOeH-
Hocte#. Tak, npu rpanynematoze BereHnepa ogHuM H3
BelylIMX MpH3HAKOB saBjseTcss nopakeuue JIOP-opra-
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HOB. THMHYHBIM 711 9TOH (hOpPMBI BaCKyJHTa SIBJASIETCS
pasBuTHE “CelJIOBHAHOrO Hoca”, YTO MPOUCXOMMT H3-3a
HEKPOTHYECKOro npouecca ¢ JoKalH3alHel B XpsilieBoM
yacTH Hoca. B sierounoit Tkanu Gosee uem B 85% ciyuaes
BBISIBJISIIOTCS rpaHyJsieMbl. CiielyeT NMOoA4YepKHYTh, YTO HX
JIOKQJIN3aLHs MOXKeT GbITh B CaMbiX Pa3HOOOpasHBIX Me-
crax. OnHako npu rpanynemartose Berenepa naxe y tex
GOJIbHBIX, Y KOTOPbIX OGHAPYKEHbI TPHU3HAKH TOPaXKEeHHS
JIerKHX, GpOHXHa/bHAas acTMa He BCTpeyaeTcsi, YTo Mo-
XKeT CJIyKUTh BaXKHBIM IH((hepeHIHalbHO-AHarHOCTHYeC-
KHM TMPH3HAKOM, OTJIHYaIOIMM IpaHysemMaTto3 Berenepa ot
cunipoma Yajk—Crpaycca. CepoJsiorHueckasi JHartoc-
THKa MMeeT 00JIblloe 3HaYeHHe B NMOCTAHOBKe AHArHO3a
rpaHysiemaTto3s Berenepa. ITosoxuTenbHbe TeCTH Ha aH-
tutena ANCA u ocoberno C-ANCA /PR3-ANCA wuiu
P-ANCA /MPO-ANCA CBHJETe/ILCTBYIOT 06 OCJI0KHEHHOM
TeUeHHH GOJIE3HH, KOT/ia BHIPaXKEHbl MPOSIBIEHHST HEKPO-
THYECKOrO BacKyJIMTa U B MAaTOJIOTHYECKHH Tpolece BOB-
JiedeHbl MHOTHE OpTaHHbl.

Tpetbeit hopMoit MEPBHYHOrO CHCTEMHOTO BAacKYJIHTA,
accouunpoBanHoro ¢ ANCA-aHTHTeIaMH, SBJISETCS MHK-
pOCKOMHYECKHH MosxaHruuT. Ero oTimuuTtesnsHol oco-
GeHHOCTBIO OT cHHApoma Yamk—Crpaycca 1 rpaHyJ/iemarosa
BereHepa siB/sieTCsl BOBJIEUEHHE B MaTOJOTHYECKHH Mpo-
uecc noyex (100% GoMbHBIX ¢ MHKPOCKOMHYECKHM TIOJIH-
auruutom). ITopaXkeHne Moyek HOCHT cerMeHTapHbIH Xa-
paKTep H MPOSIBJISETCS] HEKPOTHYECKHM IKCTPAKAHIUISIPHEIM
rJIoMepyJIOHe()PUTOM; B aHA/NH3aX MOYH BBHISIBJSETCS Te-
MatypHsi, TPOTEHHYPHsI HE HOCHT BBIPAXKEHHOTO XapaKTepa.
KinHryeckoe TeuyeHHe MHKPOCKOMHYECKOro MONHAHTHHTA
XapakTepH3yeTcst pAHHHM pa3BUTHEM MOYEYHOH HeJocTa-
TOYHOCTH H OTCYTCTBHEM apTepHaNbHOH runepronuy [1].
[TopaxkeHne MErkMX OTHOCHTCS YHCJY CHHAPOMOB, KOTO-
pble JOMOJIHSIOT TMONHCHHAPOMHYIO KJIHHHYECKYIO KapTHHY
MHKPOCKOIIHYECKOro MoJHaHTHUTA. BepxHue oTaensl abl-
XaTeJIbHBIX MyTeH BOBJIEKAIOTCS B MATOJOTHUECKHH MpoLece
BaCKyJIMTa vaile, YeM HHXXHHe. FI3aMeHeHHs cO CTOPOHHI
CJIH3HCTOM HOCA YacTO HOCAT HEKPOTHYECKHH XapakTep,

HO B OTJIHYHE OT rpaHyJiemaTtosa BereHepa He npuBoasT
K JIeCTPYKTHBHBIM Ne(OPMHPYIOIIMM HOC mpoueccam. B
nocJefiHke rofibl 0co60e BHUMAHHE NPHBJICYEHO K JIeroy-
HBIM TeMOppardyeckuM TMpoleccaMm, MpHYHHA KOTOPHIX
OblBaeT pasHOOOpasHOH. MHKPOCKONHYECKHH MOJHAHTHHT
SIBJIIETCS OJHOM M3 (DOPM NMATOJIOTHH JIETKKX, MPH KOTO-
Po¥i BCJIENICTBHE réeMOPParHiYecKoro KanuIspuTa MOXKeT
pasBHBATLCSl KPOBOXAapPKaHbE.

Hrak, 61Mskre Mo HMMYHOMATOJIOTMYECKHM MpOLeccam
TNePBHYHbIE CHCTEMHBIE BAaCKYJHMTH, aCCOUHHPOBAHHBIE C
nponykuueii ANCA-anTHTes1, MMEIOT pasHBIE XapakTep
MaTOJIOTHH OpraHoB Abixanus. Tak, nis cuapoma Yamk—
Crpaycca XapakTepHO PasBHTHE a/IeprUYecKOro PHHHTA
H GPOHXHAJILHOH acTMBI TSIKEJIOro TeueHus. ['panysema-
T03 BereHepa nposiiisieTcst HEKPOTHYECKO# IeCTpyKIHei:
XPSILLEBOH TKaHH HOca, 06pa3oBaHHEM IPaHyJIeM B JIETOUHON
TKaHH M acenTHYecKux moJsocred. MUKpOCKOMHUYECKHH
TMOJIHAHTHHT MpOSIBJSIETCS HEKPOTHYECKHM PHHHTOM H
JIETOYHBIM KaMHJISIPHTOM, KOTOPBIH MOXKET CTaTh IPHUHHOM
JIETOYHOTO KPOBOTEUEHHS.
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