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ITouku ABAAIOTCA OQHUM W3 Haubosee BaCKyIsApH-
3MPOBAHHBIX OPraHOB B OPraHHU3ME, H [IPAKTHUYECKH BCE
BACKYJ/IUTh! IPUBOAAT K TEM WJIH MHBIM HApPYIICHHUSM B
ux pabore. HeBoamoxkHo 00oiiTH BHHUMaHHEM 3Haue-
HHE CEPOJIOrHYECKUX MUMMYHOIOIMMYECKUX TECTOB B
JIMarHOCTHUKE BaCKyIUTOB. UIMMYHONOTHYECKHE TECTHI
HE TOJIBKO YNTyHLIAIOT KIHHHUYECKYHO MarHOCTHKY 9THX
COCTOSHUH, HO M MO3BOJIAIOT BBIACUTE pAX hopM Bac-
KYJIMTOB, OTJIMHYAIOLIMUXCS €MHCTBOM MaTOreHesa W B
OIIPEeIENIEHHOM CTENEH! KIMHUYECKUX NPOSBIIEeHHH. 310
orHocuTcs K ANCA-accolMUpOBaHHBIM BacKyJIHTaM,
TUMOKOMILJIEMEHTEMUUYECKUM M IMMYHOKOMITIEKCHBIM
BackynuraMm. Hekortopsie opMbl XapaKTepusyroTcs
HaJIMYHMEM YHUKAJIbHOrO CEpOIOrHYeCcKoro Mapkepa Bac-
KYJIUTa, KaK, HanpuMep, aHTuTena K 6asansHoi Memo-
pase kiybouka npu cuxapome ['yanacuepa.

Jlo HenaBHEro BPeMEHH OTCYTCTBHE APYTHX JH-
arHOCTHYECKMX MOJXO/I0B, KPOME KITMHUYECKUX U MOp-
donoruyeckux, B 3HAUUTENBHON Mepe 3aTPYAHAIIO UX
BbIsB/IeHHE. [IpoBeneHe nMMyHOIOrHyecKkoro obce-
JIOBaHHs MOXKET COKPaTUTh BPeMsl MOCTAHOBKH OKOH-
4YaTeJbHOro AMarHosa u u3baBuUTb OT aHanu3a
334aCTyIO HEOJHO3HAYHBIX KIIMHUYECKUX NaHHbIX. B
JIaHHOM 0030pe MBI PaCCMOTPUM MECTO HMMYHOJIO-
FHYECKHX TECTOB B JMArHOCTHMKE MOPAXKEHUI nmouex
IIPX CHCTEMHBIX BaCKYJIUTAaX.

O6enpuHATO# KiaccuUKaUUKY BaCKYJIUTOB Ha
CEroaHAIIHUN JeHp He cyuiecTByeT. OTMevaroTes
3HAYUTEJILHBIE NTPOTUBOPEYHS B MX HOMEHKJIAType.
DTHONIOrHYecKas ¥ MaToreHeTHyeckas Kiaccuduka-
LMs 3aTPyAHEHA YPE3BbIUYAHO LIMPOKUM CIIEKTPOM
NPUYKH BO3HUKHOBEHMS BACKYJIUTOB U HEOJHO3HAYHO-
CTBIO MMMYHOJIOTHUYECKMX MEXaHM3MOB, y4acTBYIO-
IMX B Pa3BUTHHU mpouecca. Backynursl 00biYHO
MOAPA3AeNAoTCs Ha UH(EKIMOHHEIE, BbI3BaHHBIE He-
NOCPEACTBEHHO HHBa3Uelt MUKPOOPraHU3Ma B CTEH-

KY cOoCy/1a, i HeMH(EKLIMOHHBIE BACKYJIUThI, IMEIOIIHE
B CBOEH OCHOBE ay TOMMMYHHBIH reHes [4]. Heundex-
LIMOHHBIE BacKyHThl (Tabn. 1) npeacrasnsior coboi
rpymnmny ayTOMMMYHHBIX 3a00neBaHuH, MPH KOTOPBIX
Pa3BMBAETCs BOCHAJMUTENBLHOE MOPasKeHHe COCYIHUC-
TOi cTeHKU. K HeMH(EKLIMOHHBIM BaCKY/TUTaM TaKKe
OTHOCAT UMMYHOKOMIUIEKCHBIE BACKYJIUThI, HHAYLIU-
poBaHHbIe HH(EKLMEH, rosaras, 4To B OCHOBE IPOLEC-
ca Jiexar ayTOMMMYHHBIE MEeXaHHU3MbI 06pa3oBaHus
MMMYHHBIX KomIuiekcos [10].

T'ucTonoruyeckoe vccnenopaHue OHOMNCHI TKAHU
SIBJISIETCS] OCHOBHBIM METO/IOM TMOATBEPIKIECHHS Uar-
Ho3a Backynura. Haubornbluee pacnpocrpaHeHue mo-
Jyuuna mopdonoruyeckas HOMEHKIATypa CHCTEMHBIX
BACKYJIMTOB, OCHOBaHHAs Ha KaJTHOpe IMOpaXKeHHBIX CO-
CyZIOB, BEIpaboTaHHas COMIaCUTENBHOM KOoHDepeHLme
UYanenn-Xunn (tabn. 2) [11]. Onnako oxa He BKIIOYa-
€T MHO’KECTBO BTOPHYHBIX BACKYJIUTOB U MCIIONb3YET-
CSl TONIBKO U1 CHCTEMHBIX (hopM STHX 3aboiieBaHHId.
AmepuKaHCKuil komtemx pesmaronoros B 1990 rony
onmyOnuKoBa KnaccU(HKaIMOHHbIE KPUTEPHUH BACKYITU-
TOB, Ha KOTOPBIE MOJKHO OPHEHTHPOBATECA [PH OTHCa-
HUM OCHOBHBIX (DOPM, OIHAKO OHM HEaleKBATHBI I
KJIMHUHECKO# quarHocTuku [15].

BoMBIIMHCTBO BaCKYy/IMTOB COCYHOB KPYITHOTO U
cpenHero kanubpa MoryT MaHU(EecTUPOBATE KIIMHU-
KOM MIIEMHUYECKOro MOpPajKeHUs MOYeK, KOTopas Co-
NMPOBOXKHAaeTCs apTepPHaJbHOW TUNEepTeH3Uel u
remarypueil. Hekporusupyroiue rpaHyneMarosHbie
BACKYJIUTBI, NOPAXAIOLIME COCY/IbI MEKOTO Kanubpa,
NPHBOAAT K KIMHUKE OBICTPONpPOrpecCHpYIOLIEro I7o-
Mepy/oHepUTa, MPU KOTOPOM COYETAETCs MOopake-
HUe KTybouKa 1 cocynoB. IIpy UMMYHOKOMILIEKCHBIX
BACKYJIUTAX TMOPaXKaroTcs KIETKH Me3aHrus Kiybod-
Ka, 4TO MPUBOAUT K ME3aHTHONPOIH(EepaTUBHBIM U
(bokansHO-cerMeHTapHbIM )OpMaM mioMepyioHehpu-
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Ta6nuua 1

MNepeyeHb HeMHDEKLVNOHHbIX BACKYIUTOB

OCHOBHBIe rpynnbt

Mpencrasutenn™*

BackynuTel kKpyn-
HbIX U CpefiHMX co-
cynoB

*MMraHToKNeTo4HLI BackynuT (6. XopToHa)

+CuHOpom ayrv aopTel (aopToapTepuuTt Takascy)

*[MepBUYHLIA rpaHyneMaToa3Hblli BaACKYNUT He-
pBHO cUCTEeMbl

*+Y3enKoBbIil nonuapTepunT

ANCA*-accoumm-
pOBaHHLIE BacKy-
NNTLI COCYA0B
Menkoro Kanvbpa

«paHynemaros BereHepa

«CuHgpom Yepaxa-Crpocca

«MukpockonMyeckmii NOANaHrMMT

+ JlekapcTBeHHO MHAOYLMpoBaHHbIe ANCA-accoum-
WpOBaHHLIE BACKYNUTHI

*MvnepyyBcTBUTENLHLIA aHrumT (c. MN'yonnacyepa)

*WN3onupoBaHHLIi GbicTponporpeccupylowmii
rnomepynoHepur

WMmmyHokoMmnnekc-
Hble BaCKyNn1TkI

«Mypnypa lenoxa-LLoxneliHa

«Kpuorno6ynvHemuyeckuii Backynut

*Backynutel npn CKB, peemaTtonaHom apTpure,
c. lWerpena

*MMNoKoMNNeMeHTEMWHECKIIA YPTUKAPHGIA BACKYNIAT

*CbiBopoTo4Has 6onesHb W NekapcTBReHHbIA UM-
MYHOKOMMNEKCHBIA BaCKYNUT

* IMMYHOKOMINNIEKCHBIA BACKYUT, CBASAHHLIA C WH-
bekumneit

MNapaHeonnacTUyecknii UMMYHOKOMMNNEKCHBIIA
BaCKYNUT

+[MonuknoHaneHas runepraMmmarnoGynnHemMmuyec-

Kkas nypnypa

Lpyrue Backynutsl
W BackKynonatuy

*BonesHb KaBacakn

-BonesHe Bexueta

«O6nutepupylowmii TpomBauruuT (6. Bloprepa)

* [eMoNUTUYECKO-YPEMUYECKUIA CMHAPOM W TPOM-
BouuToneHuyeckasn TpomBoTUYeckaa nypnypa

VY3enkoBbIN MOMUAPTEPHHT ABISETCA CTapeii-
IIAM M3 ONMCAHHBIX B JIMTEPATYpe BACKYJUTOB.
ITepBoe onucanue 3Toro 3aboseBaHus NpUHAJI-
nexut Kycemaymio 1 Maitepy [14]. V3enkossiit
MOJIMAPTEPUHT C OIMHAKOBOM YacTOTON nopasxa-
eT JKeHIIMH U MY >KUHH, Yalle B BO3pacTe Mexay
40 u 60 rogamu. Ilpu Mopdonoruyeckom uccine-
JIOBaHUM GHONTATOB XapaKTepeH BOCHATHUTENb-
HBIM BACKYJHUT, CErMEHTAPHO MOpPa)KalolIHH
apTepHy MEJIKOro Kanubpa v NPpUBOAALIMIA K pa3-
BUTHIO MHKpoaHeBpusm. [TpubnusurensHo y 30%
OONBHBIX OTMEYAIOTCS MPU3HAKH UH(EKIHHU BH-
pycom renaruta B, onnaxo pons BI'B B pa3su-
Tuu 3aboneBaHus He ycraHoBieHa. MoryT
MOpakaTbCs COCYbl MpaKTHYECKH IE0GOro opra-
Ha, Haubosee TUMMYHA KapTUHA NeprdepUUecKoi
HeBponatuy. [Ipu3Haky nopaxkeHus noyek B BUIE
YMEPEHHOW NMpPOTEeMHYpUM oTMevatoTes y 40 —
60% OGonbHbIX U 00yC/IOBNEHb! HILIEeMHEH B pe-
3yJIBTaTE CTEHO3a MOYEHUHBIX apTepHil.

Cneuuduyeckux cepoiornyeckux MapkepoB
BaCKYJIMTOB COCY/IOB KPYITHOI'O Kaubpa He cylLie-
cTByeT. XOTs aHTUHEHTpOUIIBHEIE aHTHUTENIA OT-
MEYaroTCs MPH Y3EIKOBOM MOMHapPTEPUHTE MEHEE
ueMm B 10% ciyyaes, a antudocdonunuaHeie aH-
THUTENa BCTPEYAIOTCs NMpU aopToaprepunte Taka-
sCy Y Apyrux (hopMax BaCKyJIONaTHii, OHM HE MOTYT
CUMTATHCS MapKepamu 3THX 3a00/eBaHuii.

*Yanosatas apurema

+CuHapom KoraHa

* AHTHhOCHONMNUOHEIA CUHAPOM
+BoaepaTHbIil nonuxoHApUT

- Ombonuyeckne beHoMeHb! (MMKCoMa, BHAOKapaMT)
+MpaHynemMaTosHble BackynuTel NpKU BOCNanuTeb-
HbiX 3aboneeaHusx KMLLEYHMKA M cCapKoWaose.,

BackynuTel KpyImHbBIX COCY10B NMPOTEKAIOT C
BBIPaYKEHHBIMU NPH3HAKAMH BOCTIATUTENBHOM pe-
akuuu. @ebpunbHas JTUXopajika OTMEYaeTcs
NPaKTHYECKH y BceX GONBHBIX U 4acTo COmpo-
BOXKIAeTcs noTepel Beca. BripaxeHHOe yBeJH-

MpumeyaHus: ** Bce HasBaHWA NPUBEAEHEI B COOTBETCTBUE C PYCCKUM
nepesopgom MKB 10; * ANCA - aHTWHelTpodubHbEIE UMTONIasmaTm-

Heckune aHTUTena.

ToB. Hapyienns dyHKLi ccTeMbl KOMILIEMEHTA NpU-
BOJUT K Me3aHTMOKamwUIIpHeIM Qopmam. B criyuae
BTOPHYHBIX [TIOMEPY/IOHE()PUTOB, Pa3BUBAIOLLMXCS Ha
(bore cucTeMHBIX 3a60neBaHNii COEUHUTENILHOM TKA-
HH, B IOPa:KE€HUH [TOYEK MOKET y4aCTBOBATE O/IHOBpE-
MEHHO HECKOJIBKO [TaTOreHeTHYeCKHUX MEXaHU3MOBR [9].

HmmyHonozuyeckas ouazHocmuka 6acKynumoe
CcoCy008 KpYnHO20 U cpedHezo xkanubpa. Aoproap-
Tepuut Takascy ¥ BUCOUHBIH (TUraHTOKJIETOYHbII) ap-
TepUUT — Hauboliee yacTo BeTpevaroiyecs Gopmel
MEPBUYHBIX BaCKYIUTOB. B kinHuke 3THX 3abonesa-
HHH BEIyLIyIO pOJib UTPAeT MOPAKEHUE a0pPThl U €€
KpPYIHBIX BETBEH, BKJIIO4as moueyHsle aprepuu. Uie-
MHHYECKOE MOpa)keHue Movek ormevaercs Gosiee uem
B TTOJIOBHHE CITy4aeB a0pPTOapTEePUUTA, OHO NIPHBOIHUT
K BTOPHYHOH PEHOBACKYJIIPHOW TUMEPTEH3UN U CHU-
skeHuIo GpyHkupy noyex [13].
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yeHue COD spngercs mMaToOreHeTHYECKUM
MPHU3HAKOM BaCKYJIHTOB COCY/IOB KPYITHOTO KaJH6-
pa u o6buHO mipeBsimaet 30 MM/yac.

JlaGopaTopHblii MOHUTOPUHT OCTPO(hA30BOTO
OTBETa MOXET OBITh MCTIONB30BAH KaK JUIsl IHarHOCTH-
KM, TaK U Ji1st KOHTpons 3(eKTuBHOCTH JieueHust GoITb-
Heix [19]. OctpodasoBslii oTBeT npenacTasser coboi
KOMIUIEKCHOE MPOSBICHHE AKTHBALIMM Pa3/IMYHBIX MeXa-
HH3MOB UIMMYHHOM cHcTeMbl. OH XapaKTepH3yeTcs BbIO-
pOCOM LUTOKHHOB, 3KCIIpeccCHed M cekpeuuei
nonuaGUHHBIX CHIBOPOTOYHBIX OENTKOB, a/IrE3HOHHBIX
MOJIEKyJT, CTUMY/IALIMEH ponudepaTiBHBIX TPOLIECCOB,
TIOABJIEHHEM B KPOBOTOKE PacTBOPUMBIX (hopM peLer-
TopoB ¥ T.1. OcTpodhazoBklii OTBET Upe3BLIYAIHHO reTe-
pOTEHEH Kak Mo COCTaBy, Tak M MO YPOBHIO CHHTE3a
BocranuTenbHeIX Oenkor. HanexHo 3apexomMeHnoBano
cels B KIIMHKKE KOJTMYeCTBeHHOe orpezienenue C-peak-
TuBHOTO Genka (CPB) u chiBOpoTOYHOr0O amuionaa A,
YPOBHH KOTOPbIX MOBBILIAIOTCS B COTHU pa3, 4To obec-
Ne4MBaET HEOOXOMUMBIHM AUHAMMYECKUI QHana3oH Ais
OLICHKH BbIPKEHHOCTH BOCIAICHHA.
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Tabnuua 2

HomeHknaTypa v onpepgeneHus BacKyNTOB B COOTEETCTBUM C cornacuresibHoii kondepeHuyeii
B Hanenn-Xunn (Chapel-Hill, Univ.of North Carolina, USA) 1994 roga no HomeHknarype

cucTeMHbiX Backynutos [11]

[MraHTokneTo4HkLIi (BMCOY-
HbIl) apTepunT, unu 6o-
Nle3Hb XopToHa

BacKynuTbl KpYnHbIX cocynos

[paHynemaToaHblii apTepuuT aopThl W ee KPYMHbIX BETBEN, NPeanoyTUTEeNs5HO nopaxaloluvii aKeT-
pauepebpansHble cocyabl. O6bIMHO NopaxaeT BUCOYHYIO U MasHu4Hyio aptepun, OTMmeyaeTcs y
Ny ctape 50 neT M ConpoBoXNAAaETCH PEBMATUYECKON nonnumuanrmei.

ApTepuuT Takascy

IpaHynemaTosHoe BocnaneHue aopThl 1 ee OCHOBHLIX BeTBelt. BeTpeyaeTca y 6onkHbIX Monoxe 50 ner.

Yaenkosslil nonvapTepunT

BackynuTtbl cpelHUX cocynoB
HekpoTusupyioliee BocnaneHne cpegHUX 1 Menkux aptepuii 6ea rnoMepynoHedputa WM Backy-
nnTa apTepuon, Kanwunaspos 1 BeHys.

BoneaHb KaBacaku

ApTepuuT, Nopaxalolmil KpynHble, CpeHWe U Meslkue apTepun, accouMUPOBaH C CANSUCTO-
KOXHbIM TMMPOHOAYNSPHBIM CUHAPOMOM. YacTo NopaxaloTcs KopoHapHLle apTepyui, MoryT BOB-
nekatbes BeHbl. OBLIYHO BCTpeyaeTca y aeTei.

lpaHynematos Berevepa*

Backynutbl MenKux cocyoB

paHynemaToaHoe BocnaneHwe, BoBNeKaloWee AbIXaTENbHbLIE NYTW U HEKPOTUSMPYIOLMIA BacKy-
T, NopaxalowWii apTepui U Menkue cocyabl, BKNIOYas Kanunnapsl, BeHysl U apTepuonsl. Yacto
COMNpPOBOXAaeTcA KIMHWKOK GLICTPONpOrpeccupyiolero rmomepynoHedpuTa.

Cungpom Yeppxa-Crpoc-
ca*

rpaHynemaToaHoe 3031.1H0¢HJ?!:H09 BOCNaneHne BepxHWX W HWXHUX OblXaTeNbHbIX ﬂYTeﬁ W HEeKpo-
TU3UPYIOLLMIA BacKynuT, nopaxatoLuii cpefHue U Mefikue Cocybl, COTPOBOXAAIOWMIACA acTMOi
W 203nHOGUNNen.

Mukpockonuyeckuit nonum-
aHrnunT

HekpoTuaupyloliee BocnaneHue Menkinx COCyaoB, nopaxaloliee Kanunispsl, BEHyNs! 1 apTepuo-
Nbl, TUCTONOMMYECKU HaNMOMUHaIOLLee Y3enKoBLIiA nonuapTepuut. O6LIYHO CONPOBOXIAETCH KW~
HUKOI GbICTPONPOrPeCCHPYIOLLEro roMepynoHedpuTa.

Mypnypa leHoxa-LLoHneliHa

Backynut ¢ UMMYHHBIMW OTAOXEHUSMU, MPEUMYLLECTBEHHO cofepXaliumu IgA, nopaxaoumii
cocyabl Menkoro kanubpa. OBeIYHO NopaxaeT KoXy, cocynbl Bpbixeiiku u knyGouka. Hepeako
OTMEHaIOTCH apTpuUT UK apTpanruu.

ScceHunansHbIi Kpuorno-
ByNMHEMWYECKWIA BacKynuT

Backynut, conpoBoxaaoLLmMiAcs OTAOKEHUAMU UMMYHHBIX KOMINNEKCOB B CTEHKaX MefiKMX cocyaos
Ha ¢oHe oBHapyxeHun KpMornoByNnHOB B ChiBOpPOTKe. OBLIMHO CONPOBOXAABTCH KOXHOM nypny-
poii ¥ rnomepynoHedpUTOM.

KoxHblit neiikouuToknacTm-
YeCcKWil aHrumT

N30n1MpoBaHHbIil KOXHBIA NeiMKOLMTOKNACTUHECKUIA aHrMKT, 6e3 CUCTEMHLIX NPOSIBAEHWIA AW ro-
MepynoHedpuTa.

Mpumeyanue: * ANCA - accoUMMpOBaHHbIE BACKYNUTHI.

MNMMyHOXHMHYECKOE KOJTUYECTBEHHOE OTpe/iene-
Hue CPB MoxeT Mcronb30BaThes B KaYECTBE CKPH-
HHUHIOBOT'O METO/IA, MIO3BOJISIOLIETO BISBIATEH OCTPOE
socnanenue. [lo cpasuenuio ¢ COD ysenuuenue CPB
CBIBOPOTKH KPOBU 3HAYMTEINILHO Yallle CBUIETENbCTBY-
eT 06 opraHuyeckoi npupoze 3abonesanus, B TO Bpe-
Ms KaK AUarHoCTH4YecKas 3HaYuMocTh Tonbko COD
O4eHb MaJia.

B Hopme koHuentpauus CPB cocranser MeHb-
1e 5 Mr/J1, B TO BpeMsi Kak MpH OCTPBIX BOCTIAJTUTEITb-

250 l
i === CO3 (MM/4ac)
200 -

\ s CP5 (Mr/n)
150
100 S

S
\ ~
S~
é S
0 i f Y —
o Havyano 12paHed 21 peHs 27 gHen 40 gHei

NEYeHWA  NeYeHuA

Pucyhok. OuHamuka COD n CPB B 0TBET Ha MMMYHOCYMpec-
CUMBHYIO Tepanuio nNpw ruraHToknetToyHom sackynute [13].

HBIX TpoLieccax OHA MOXKET JOXOoAMTh 10 300 mr/n,
MpUYeM 3HaUYUMOE yBeluuyeHue Habmomaercs yxe
yepe3 6 yacoB Mocie Havana rnpouecca.

Ha pone umMmmyHOCYynIpeccUBHOH Tepanuu CHIbKe-
HHE 0cTpo(a3oBbIX PEaKTAHTOB NPOUCXOIMUT C Pa3HOM
ckopocThio. Tak, Mpy ycreuHoM Je4eHU| BUCOUHOTO
apTepuHTa KOPTUKOCTEPOUIHBIMU FOPMOHAMH YPOB-
HH pubpunoreHa u CPB cHuxkatoTcs ObicTpee Beero,
1y 70% GONbHBIX JOCTUralOT HOPMAJIBHBIX 3HAYEHHUI
B TeueHue 2 Henens Tepanuu [6]. OrBer COD He-
CKOJIBKO 3aME/IIEH, Y MOJIOBUHBI OOJIBHBIX 3TOT MOKa-
3aTesib HopManusyercs vepes 1 — 2 mecsua mocne
Hayasa [aToreHeTHYeCcKo! Tepanuu (PUCYHOK).

Ha ceropusinuii nexs uzmepenne CPB moxHo
paccMaTpuBaTh B KaueCTBE OCHOBHOIO METO/A OLEH-
ki BocrniasieHus. UMMyHonoruueckoe obcrenqopanue
GONTBHOTO ¢ PeBMATOJIOrHYECKUM 3a60JIeBaHHEM J10]1-
KHO 00f3aTeIbHO BKIIIOUaTh U3MEPEHHE KOHLEHTpa-
uuu CPB B CHIBOPOTKE KPOBM M NOBTOPATHCS C
perynapHeIMH MHTEpBaNaMHu BpeMeHH s Haboe-
HU4 3a XonoM 3abonesanus [S].

Jpyrum HecneuupUyeckumM MapkepoM aKTHBHO-
CTH BacCKYJIMTOB COCYAOB KPYMHOro Kanubpa ciyxar
aHTHIHAOTEeNHaNbHble anTutena (ADA) [7]. Ouu co-
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CTaBJIAOT '€TEPOreHHYIO IPYIITY aHTHTEJI, HanpaBJieH-
HBIX K aHTHI'€HHBIM JIeTepMHHAHTaM 3HAOTETHaIbHBIX
Ki1eTok. TouHas npupo/ia aHTUTEHOB He YCTaHOBJIEHa,
¥ HESICHO, MOTYT JIM OHM IPEACTaBIATL COO0M GeKH,
KOHCTHTYTHBHO 3KCTIPECCHPOBAHHBIE Ha MOBEPXHOCTH
SHOTENHATBHBIX KIIETOK, TMOO0 WX NPOTYKLMSA HHIY LM~
pyercs noj AeHCTBUEM BOCTIATUTENBHBIX LIUTOKHHOB.
B03MOXKHO, 4TO HEKOTOPEIE AHTUTEHbI ABISIOTCA KOM-
MIOHEHTaMH TIIa3Mbl KPOBH, aJCOpPOMPOBaHHBIMH Ha
TIOBEPXHOCTH SHAOTENHOLMUTA. ADA He NMPECTaBIAOT
LIEHHOCTH B Ka4eCTBE AUArHOCTHYECKOro MapKepa, T.K.
OHM BCTPEYAOTCA MPH CaMbIX pasHOOOpa3HbIX BaCKy-
Jornatusx. ASA BBIABISIOTCS TONBKO Ha (hoHe Bhipa-
JKEHHOH KJIMHUYECKOH aKTUBHOCTH 3ab0/eBaHus, uTo
MO3BOJIIET OPUEHTHPOBATLCA HA MX COZICpIKaHHe Ui
onpeaenenusa assl 3aboneBanus. OHKU MOTYT WrpaTh
ONPENICNIEHHYIO POJIb B TIATOTEHE3€ BACKY/IHTOB, B CBSI-
34 € TEM YTO CHOCOOHBI MOAYIHPOBATH SKCIPECCHIO
SHIOTENMANBHBIX MONEKYJ aJire3ud U (hakTopoB BOC-
naneHus. ADA, oOHapy keHHBIE B CHIBOPOTKE GOJIBHBIX
CKB, cniocoGHe! ycunuBarte BeIcBoOOkKAeHHE [L-6 U3
SHOTE/IMOLMTOB, TAKMM 00pa3oM y4acTBys B MaTore-
HE3€ CHCTEMHOM BOCTIAUTENEHOM PeaKLuH.

OTa pasHOBUIHOCTH ayTOAHTHTEJNl BCTPEYaeTcs
TMPEXE BCEro NMPH KIACCUYECKUX BAaCKYJIHTaX — aop-
Toaprepuute Takascy, 6onesnu KaBacaku u nypnype
Ilenneiin-I'eHoXa ¥ Mpy BaCKYJIONATHSX, B YACTHOCTH
obnurepupyromem Tpombanruute (Goneszuu Broprepa).
Yacro ADA obHapyxwusarotes npu CKB. ADA otme-
qaroTes Y 60MbIIMHCTBA OOMBHBIX ¢ aKTHBHO#M (hOpMOiH
ANCA-accolMMpoBaHHbIX BACKYJIHTOB. Y IeTeid ¢ myp-
mypoii llennetina-I'enoxa Hanuune ADA kiacca IgA
KOPPEJUMPYET C YacToToM nopaxkexus nouek. ITokasa-
HO, 4T0 ADA CiTy>KaT HaJIeXKHBIM MapKepOM aKTHBHO-
CTH npolecca rnpy o6nuTepupyroieM TpoMOaHrMHTe.
ITpu cunapome Bexuera onu Betpevatores y 50% Gosb-
HBIX, 0COOEHHO y GONBHBIX C BBIPAKEHHBIM KOYKHBIM
Backy/uTOM. B kadyecTBe Mapkepa 3aboneBaHus KOM-
niemMeHT-(puKcHpyroume ADA obHapysKeHbI IPU NeMO-
JIUTHKO-YPEMHUYECKOM CHHJIPOME W TPOMOOTHYECKOM
TpombouuToneHyeckoi mypmype [8].

CyumiecTByeT onpeneneHHas CBA3b MEXAY aHTH-
(hochonunuaHBEIME U AHTHIHOOTETANTEHEIMU aHTHTE-
JaMu. Y 60bHBIX ¢ aHTHHOCHONHIHAHBIM CHHAPOMOM
¥ WIHOTIATHYECKUM JIMBEAO OOBIYHO BBIABIAIOTCA aH-
THIHAOTEIHANBHbIE aHTHTena. [Ipeamnonaraercs, 4ro
AHTUKAPIMOIMITMHOBBIE AHTHUTEJNA CIIOCOOHBI B3aUMO-
JIelcTBOBaTE ¢ ochonunuaaMu SHOOTe . AHTHre-
HBl aHTUKAPAUONUITMHOBBIX aHTUTEN, B YaCTHOCTH
komrekchl Gochonununos u b2 rnukonporenna 1,
CMOCOOHBI CBA3BIBATECA C MOBEPXHOCTHIO DHAOTENH-
aJIBbHBIX KJIETOK, MPUBOZS K MOBPEXIACHHUIO SHIOTEIHS.
Hmerorcs paboTel, MOCBALLEHHBIE BBICOKOH BCTpeyYa-
eMocT ADA M aHTUKAPAHONUITMHOBBIX aHTUTEJ TIPH
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paHHeM aTepockiyiepo3e y auil a0 50 neT ¢ HU3KUM
CoZIepyKaHMEM XOIECTEPHHA ChIBOPOTKH KPOBH.

Hanuuue ASA xapakTepHO Al BTOPUYHBIX aH-
THONAaThi, B YaCTHOCTH JUTsl AMa0eTHUeCcKOH MUKpPO-
aHTMONAaTHH, KOPOHAPHO# HEZOCTATOYHOCTH TOCHe
nepecajiki cepALa, BacKy/IOMaTUIX MPH CKIepoaep-
MHH, JEPMATOMHO3UTE U PACCESHHOM CKJIEpO3e, He-
BOCMAJTUTENbHBIX UPUIOLIUKIUTAX.,

Kpurepun s onpenenenys ADA B KITHHUKE OKOH-
yaTenbHO He paspabotansl. Ha ceropusaimnmii qeHs
MOYKHO CKa3aTh, YTO ADA MOTYT CIY;KUTh HECTIELH-
(uueckUM MapKkepOM aHTHONATHI Pa3sNUYHOrO reHe-
3a, " MOHUTOPHHT MX COJEPKaHus B CbIBOPOTKE KPOBH
GONBHOrO MO3BONAET YCTAHOBUTH AKTUBHOCTD MATO-
JIOrMYECKOro npouecca.

B kauecTBe MapKkepOB aKTUBHOCTH BaCKYJINTA U3~
MEpSIETCS CHIBOPOTOYHAS KOHLEHTpauus (aKTopoB,
NPOAYLIMPYEMBIX MOBPEXACHHON KJIETOYHOMN CTEHKON
B OTBET HA UMMYHHOe nopaxenue. C 3To# Lenbio ue-
nofib3yeTcs MoHuTopUpoBanue conepakanus VIII pax-
Topa (baxrop Bunnebpanzna), TpombomonynuHa u
(pUOpOHEeKTHHA, CHHTE3UPYEMBIX SHIOTENUOLIUTAMY B
OTBET Ha MnoBpexaeHue. Taxoke UCTonb3yeTcs omnpe-
JIeleHHEe pacTBOPUMBIX (hOPM SHAOTENHANBHBIX MO-
nekyn aaresuu SICAM-1, sVCAM u L-cenexruna.
Hecmotps Ha pazHooOpasue TaHHBIX 00 WX pHMeHe-
HHH B KIMHUKE, MX 3HAUEHHE B JUarHOCTHKE BaCKYJIH-
TOB Ha HACTOALIMH MOMEHT OKOHYUATEJNbHO HE
onpeneneHo [13].

Huaznocmuxa u monumopune ANCA-accoyuu-
POBAHHBIX 6ACKYNUMOS. BacKylIUTEl COCyNOB Mel-
KOTro Kanubpa ¥ KanmWiaspoB B COOTBETCTBHHM C
MMMYHOJIOTMHECKUMH NPU3HAKAMH NOAPA3AENIOTCs
Ha UIMMYHOKoMIUTeKcHEIe 1 ANCA-accolMupoBaHHbIe
Backynutel. ANCA npeacrasnsioT coboit cemeiicTso
ayTOaHTUTEJ, HacuuThIBaroLlee okono 10 npexcraBu-
TeJIEH, HaNpaBeHHBIX K Pa3IM4YHBIM KOMIOHEHTaM
rpanyn Heiitpoduios. K ANCA-accouuupoBaHHbIM
BACKyJIMTaM OTHOCATCSA rpaHysiemaros Berenepa (I'B),
MuKpockonuueckuii nonuaprepuut (MIIA), uzonupo-
BaHHBIH ObICTPOITPOrpecCUpyIOLLMIA TIOMEPYIOHEDPUT
¢ nonynyHusmu (BITTH) u cunapom Yepmxa—Crpoc-
ca (CUC) [12].

Ponb ANCA B pa3BUTHM HEKPOTHYECKHX BaCKYJTH-~
TOB ONHO3HAYHO He ycTaHorineHa. [Ipeanonaraercs, uro
uupkyaupyrowye B Kpod ANCA MoryT B3aumopeit-
CTBOBAThb C 9KCIPECCHPOBAHHBIMHU Ha MOBEPXHOCTH
knerok nporeunasoii 3 (PR3) u muenonepokcuaazoit
(MPO) [18]. 310 NpUBOAUT K UHAYKLHAK OKUCITHTENb-
HOT'O B3PBIBA, MUI'PALIAKA HEHTPOGUIIOB MO SHAOTEINHA,
00pa3oBaHUIO rpaHyneMbl U HeKPOTH3UPYIOLLEro Bac-
Ky/auTa. bonblloe Konu4ecTBO SKCNepUMEHTANIBHBIX U
KIMHAYECKHUX JJAHHBIX MOAIEPIKUBAET 3TY TEOPETHYEC-
Ky MOJeJb, ykasbiBasg Ha ANCA B ka4ecTBe OCHOB-
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Tabnuua 3

MokazaHus gns HasHavyeHus nabopaTopHoro TecTta A5 BeiaeneHua ANCA B KnuHukKe™*

MokasaHna Ans HasHayeHns MMMyHodnioopecueHTHoro ANCA Tecra:

Hbl UK NokKanusauun BocnanuTenbHoro npouecca.

1. NpusHakK BocnannTeNsHon peakumu (nuxopadka, cnabocTs, Mmanruv, noteps Beca, yBenuyieHne CO3) Gea BMAUMON Npuyn-

2.| Hanuune xapakTepHbix NPOABNEHWIA BACKyNMTa — NypNypsl, HEKPO3bl KOHYMKOB NanbLes, NoNMHeBponaTi, NpoTeuHypun v

remMatypuu, NeTy4ux NeroyHbIX MHOUILTPATOB, apTpanrusx.

3.| Hannume npuanHakos cuHapoma BereHepa, cuHapoma Yepaxa-Crpocca, Y3enKoBoro nepuapTepumta U Apyrux ayTouMMYyH-

HelX 3aGoneeaHwnii, conpoBoxXxaalowmxca ANCA.

4.| BelcTponporpeccupyiolero rnoMepynoHedpura.

lMocne nony4yeHus NONOXUTENLHOrO OTBETA B METOAE HENPAMOi UMMYHO(NIOOPECLEHUUN AOMKEH BbiTh BLINONHEH UMMYHO-
hepMeHTHbIA TecT ANa YCTaHOBNEHWUA KOHKPETHOW aHTureHHoi cneuuduyiHocT ANCA.

MpumeyaHue: * — pekoMeHayeTcA COBMECTHOE BLIfIBNEHUE aHTUHyKNeapHoro dhakTopa, aHTUHeRTPOMhUALHLIX aHTUTEN W aHTUTenN
k BasansHoit MemGpaHe kny6o4ka B Ka4ecTBe CKPUHUHIOBOro 06CeioBaHmMs MPYU NOAO3PEHUM Ha NOPasKeHWE NoYeK NPU CUCTEM-

HOM BacKynuTte.

HOI'0 NaTOr€HETHYECKOTO areHTa Pa3sBUTHsI HEKPOTH3H-
PYHOLLHX IPaHyIeMaTO3HbIX BACKYTUTOB.

Bce ANCA-acconumnpoBaHHbIe BaCKYJIUThI Xapak-
TEPU3YIOTCH HEKPOTHU3MPYIOLIHUM TPaHy/IeMaTO3HbIM
TIOPA)KEHHEM apPTEPHOJT, HaCTBIM MOPaXKEHHEM 0YeK
u Jierkux. HauanbHeIMK npu3HakaMu 5THX 3a60s1eBa-
HUM ABJIAIOTCA HecrnieLuyeckue xanobel, TaKue Kak
NUXOpajika, ciabocThb, apTpairii, MHAITHH U TTOTEPS
Beca B covetanuu ¢ yBenuuenueMm COD u CPB. Ipo-
JpoMaibHbIH NEepUOA [UTUTCS 0 FOAa, YTO NO3BOJISET
MOCTaBUTh IMarHO3 CUCTEMHOIO BAcKyJMTa y)ke Ha
stom ararie. K coxanenuto, ANCA-acconuupoBaHHble
BACKYJIUTHI PEJIKO AMArHOCTHUPYIOTCS [0 pa3BUTHA
TMOYEYHBIX M JIEFOYHEIX OCJIOKHEHHH, KOTOpBIE TPUBO-
JAT K 3HAYMTENIbHOM MHBATUAU3aLMKY O0nbHBIX. CKpH-
HUHTOBBIH MMMYHO(IIOOpPECUEeHTHBIH TeCT Mo
BBISBJIEHHIO aHTUHEHTPOQUIIBHBIX aHTUTEN MO3BO-
JIIET OCYIIECTBIIATE PAHHIOI WarHOCTUKY 3THX CO-
crosHuit (Tabn. 3) [17]. B kayecTBe cybGerpara
METO/Ia MCTIONBb3YIOTCA HEHTPOGhHIBI 3M0POBOro H0-
Hopa, (hrKcHupoBaHHbIe sTaHoNoM. [1pH droopeciien-
THOH MMKPOCKOMHH MOXXHO OTMETHTb HECKOJIBKO
OCHOBHBIX THIOB CBEUEHHS B LIUTOIIIa3Me HeHTpodu-
noB. XapakTepHbli LuTomnnasMaruyeckuii Tin ANCA
uinu cCANCA (cytoplasmic) momy4un Ha3BaHHe Giiaro-
naps oopeceHIMH rPaHy!T, IOKATH3YIOLUMXCS B LK~
TOIJIa3Me MEXKAY AOJNSAMH sapa jelikouuta. 310
npeobnagaromuit Tun ANCA B chIBOpoTKe GONBHBIX

YacTtoTta o6HapyxeHua ANCA npu Backynurax

I'B (ta6i. 4). AnTHHEHTpO(MIBHbIE aHTHTENA, OTIpe-
AeNAOLIMe IEPUHYKIICapHbIi THIT CBEYSHUs, OYepUH-
BaloT fonu sapa. Tak HazbiBaembiii pANCA-Tun
(perinuclear) aHTUHEUTPO(UITBHBIX AHTUTEST OTMEYAET-
cs mpu CHC, MITA y MHOrMX ApPYrUX ay TOMMMYHHBIX
1 nHEKIMOHHBIX 3a00neBanusx. HecrieLwidmuueckuii Tvn
cedeHus Wi XANCA, BeTpedaercs pefko 1 6Lt onu-
CaH IMpH pasHbIX ayTOUMMYHHBIX 3a00/IeBaHusX, TIpe-
MMYILIECTBEHHO TMPH BOCHANMTENBHbIX 3a00/1eBaHuAX
KMLIEYHHWKA U ay TOUMMYHHBIX 3a00/IeBAHUAX TIEYEHH.
Tax xak HanMuHe aHTHHYKJIEapHOro (akrtopa MOXET
3aTPYAHATH ONPENEICHHE TUNA CBEHEHUA HEeHTpodu-
JIOB, PEKOMEH/YETCsl COBMECTHOE BBITIOJTHEHHE 000MX
TecToB [3].

Kaxxiomy Tumy cBeueHuWs B peakuuu (roopec-
LIEHLIMM COOTBETCTBYET PSiJi AaHTUTEN K KOHKPETHBIM
KJIETOYHBIM aHTHTE€HaM, KOTOpbIe ONpeaessoTes ¢
nomolpio 6onee crietuUUHBIX METONOB. AHTHUTENA,
parouue kiaccudyeckuit cCANCA-THIT cBeueHus, Ha-
npasieHbl NpoTUB npoterHasel 3 (PR-3), kotopas jio-
Kalu3yeTcs B a3ypodHIIbHBIX rpaHynax HeWTpogduna,
Hapsgy ¢ APYrMMM CEPHHOBBIMM NMpPOTEWHA3aMH, B
4acTHOCTH, KaTtencuHoMm G W snactaszoii. Bonkimas
4acTh CbIBOPOTOK, HHAYLMPYIOLIMX NMEPUHYKIIeapHbIA
THI UMMYHO(ITIOOPECLICHLIMH, pearupyeT ¢ MHeNore-
pokcupazoit (MPO) — OCHOBHBIM MHKPOOUITMIHBIM
(epMeHTOM a3ypOUIIBHBIX IPaHy/l, TeHEPHPYIOLIUM
KUCIIopoiHbIe paaukaisl. Pexke B pANCA-NO3UTHBHOM

CBIBOPOTKE BBIABJIAFOTCS aHTHTENA K J/1ac-
Ta6nuua 4 Tase. Muenonepokcuaasa v snacrasa npes-
cTaBaAlOT coboil kaTHOHHBIE Oeiku,
KOTOpBIE CBSA3IBAIOTCS € OTPULIATENBHO 3a-

BabonesaHue Berpeyaemocts (%) ANCA psKeHHOM sinepHON MeMOpaHo# npu QuK-
cANCA/PR3 PANCA/MPO callMd HEHWTpodHIIa 3TAHOIOM, YeM
Knaccuyeckuii yaenkossiii nonuaprepuur | <10 15 O0BACHAETCS NEPUHYKIIEAPHbIH THN (00~
lpaHynematos BereHepa 90 20 PECLIEHIIWH B MPHUCYTCTBHHM 3THX Pa3HOBUI-
MWKpocKonuYyecknit noamaHruuT 20 70 socteli ANCA.
BricTponporpeccupyiowuii rnomepyno- ”
HedPUT C MONYAYHUSMM 20 ‘80 OnucaHo HECKONBKO pa3sHOBUAHOCTEM
Cupapom Yepaxa-Ctpocca 10 70 ANCA, B3anMOZIEHCTBYIOLIHX C JPYrUMU
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GenxaMu HeMTPOPUIBHBIX FPaHyI — TaKTO(EepPUHOM, Ka-
TencuHoM G 1 BPI (bactericidal/permeability increasing
protein). Otu pasHoBuAHOCTH ANCA BBIABIAIOTCS 3Ha-
YUTEJTHHO peXke, M HeOOXOIMMOCTB MX OTIPE/IEIeHNs B KITH-
HHKe He JIoKa3aHa.

Cucremusiii I'B nposensercsa obpasoBaHyeM rpaHy-
JIEM BEPXHHX JIbIXATEIIbHBIX MyTeH, CIMBHBIMH IpaHy/e-
MAaMH B JIETKHMX M KITMHHKOMH OBICTPONPOrpeccHpyIoLIero
momepynoHedpuTa. M3omupoBaHHOe MopaskeHHe Jbixa-
TENbHBIX MyTeH BCTPEHaeTCs PH OrpaHuHeHHoH (opme
3abonesanus. [Ipu Guorncuu rouek oTMedaerTcs 3KCTpa-
KanWUIApHO-Tpon(epaTUBHEIN IoMepyIIoHeppUT ¢ no-
JyyHUAAMH 6€3 HIMMYHHbIX OTIOKeHH#. Kpome Toro, npu
cucreMHbIX (opmax I'B ormeuaercs myprypa Ha HIDK-
HUX KOHEYHOCTSIX, YBEUTHI U PETPOOPOUTAIBHBII BaCKY-
JIUT, MHOYKECTBEHHBIE MOHOHEBPHUTEI.

OCHOBHBIM HMMYHOJIOTHYECKHM Mapkepom I'B
ABJISETCH BBISBJIEHHE LIUTOTIA3MAaTHYECKOr0 THMa
ANCA, cBs3aHHOrO ¢ aHTUTENaM K npoTenHse-3. [Te-
punykieapsslii Tun ANCA npu I'B BeTpeuaercs 3Ha-
YHTENBHO PEXe U He UCKIKYaeT AUarHo3 5Toro
3abonepanus. Bripngemocts ANCA 3aBuCHT OT cH-
CTEMHOCTH TNpoLecca, TSXKECTH U aKTUBHOCTH 3a60-
JIEBaHMS B MOMEHT MCCIIEIOBaHUA.

IMoseimenHsie TuTps CANCA npu I'B siBnsttores
KJIMHAYECKH 3HAYMMBIMH M KOPPENTUPYIOT C aKTUBHO-
CTBIO 3a060neBaHus. BEICOKUI TUTp CITyXKUT OCHOBa-
HHWEM JJ1 TaTOreHeTUYEeCKO MIMMYHOCYTPECCHBHOM
Tepanuu. Turp cANCA yBenuuuBaercs B CpeJjHEM
3a Mecsll 10 Havyala KIMHUYECKOro o6ocTpeHus 3a-
GosneBaHuMs M IOCTHraeT MaKCHMaJIbHbIX 3HAYSHHH NpH
AKTHBHOCTH TIPOLIECCa M 3HAYMTE/ILHO CHHXKAEeTCH,
BIUIOTE /10 MCUE3HOBEHHWSA ayTOAHTHTEN TIPHU CTOMKOH
KJIMHUYECKOH pemuccuu. CHIWKEHHE THTPa ay TOAHTH-
TeJl MOXKET 3aHATh 10 noayroxaa, CPb nyuwe orpa-
’KaeT YMEeHbllIeHHe aKTUBHOCTH ayTOUMMYHHOTO
BocnasieHus Ha hoxe 3 deKTHBHOM Tepanuy.

HeobXxonumocTh exeMecayHOro MOHMTOPHHTA
ANCA n1s OLleHKHM aKTHMBHOCTHU 3a00/neBaHus Haxo-
JIATCS TIOZ] BOTIPOCOM, TaK Kak JIaNeKo He Bcerja Ha-
Omonaercs BbIpaXKEHHOE CHW)KEHHE THUTPOB TMpHU
CHHJKEHUM KIMHUYECKOH akTHBHOCTH. OpHako Obu10
MOKa3aHo, YTO Tepanus, MPOBOAMMAs Ha OCHOBaHHU
monutopunra CANCA, criocobHa 3¢ ekTHBHO npe-
Jotepauate peuyaussl I'B [10].

Jpyrum CHCTEMHBIM BacKy/IUTOM, MOpPayKaloLrM
coCy/bl JIeTKUX U noyek, spnserca CUC, Mopdonoru-
yecku CUC npezcrapieH ajiepruueckum rpaHysieMa-
TO3HBIM AHTHUUTOM, GoraTeiM 303UWHO(UIAMH,
mopdonoruyecky GIIU3KUM Y3€TKOBOMY MOJIMAapTePHH-
Ty. Ilpy KIMHUYECKOM OCMOTPE OTMEYAETCs MCTOPHUS
OpOHXHANIBHO aCTMBbI, MOMUMOB HOCA, CHHYCHTA, MOJH-~
HEBPOMAaTUi 1 MUTPUPYIOLIMX 203UHODHITLHBIX MHDITE-
TparoB B jierkux. Yactora nopaxenus nouek mpu CHC
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OKOHHYATENBHO HE YCTAHORIIEHA, 110 BCEH BUAMMOCTH, MO-
pakeHHe Mo4eK BeTpedaeTcs pexxe, yem rpu ['B u MIIO.
Io rucronoruyeckiM npusHakaM ropaxeHue Kiyooukos
HATIOMMHAET SKCTpaKanWUIAPHO-TIPOUdepaTUBHEIH [IT0-
mepynonedpur npu MITO, HO B MHTEPCTHLIMKA OOBIMHO
HaOmonaloTes 203UHOGHIIBHBIE TPaHylIeMbl. AHTHTENA
Tuna pANCA, HanpaBeHHBIE MPOTHB MUEONEePOKCHIa-
361, BbIsIBNIAIOTCA Y 75% GonbHbix CUC. TTpu CUC kpo-
me ANCA yacTo 06Hapy»KUBAIOTCS aHTUIHAOTETHATbHbIE
AHTUTEJIA U TIOBBILIIEHHBIE YPOBHH BOCTIAIUTE/bHBIX 03K~
HouieHbIX GenkoB (ECP) B chiBopoTKe.

U3 cuctemusix BackynutoB MITA 6bin BhigeneH
B OTZAEJIbHYIO HO30JIOTHYECKYHO KaTErOpHIO CpaBHHU-
TenbHO HenasHo. OT y3enkosoro nonuaprepuura MITA
OTJIMYAETCA MEIKUM KaJMOpoM MopaxKaeMbIX cOCy-
JI0B © MOJKET OBITh BBISIBJIEH TOJIBKO MUKPOCKOHYEC-
ku. Ilpn MITA obpa3yroTcs aHEBPHU3MBI, THITHYHBIE
ans ysenkoporo nonuaprepunta. O6sryno MITA co-
NPOBOKIACTCA KanWIApUTOM B Jierkux. Ecnu xnac-
CHYECKHH y3eNKOBBIH nmonuaprepuuT Tever Ge3
NpU3HAKOB oMepysioHedpuTa, To MITA npakruuec-
KM BCer/ia ropaxaet KiyO0uKH U SBIseTCS TPUIHHOM
GricTponporpeccupyroLero rmoMepynonedpura. [Tpu
HccreoBaHUM GUOTICHH MOYKH OTMeYaeTcs (oKasib-
HO-CErMEHTapHBIN U SKCTpaKamuIIsipHO nponudepa-
THBHBIH rIIOMepyOHE(PUT, CXOOHBIH C IOPasKEeHUEM
noyek npu I'B.

BricTponporpeccupyrommuii rmomepynoHegput Mo-
XKeT 1e6I0THPOBaTh U30IMPOBAHHO, 6€3 NPU3HAKOB CH-
CTEMHOTrO BacKynuTa. TUNWuHBIE NMpOApPOMabHbIE
CHMITOMBI HEKPOTH3HPYIOLIMX BACKYJIUTOB MOTYT OBITH
cnabo BBIpaKEHBI WM OTCYTCTBOBATh. TaK Kak MOp-
(honoruyeckue NpU3HaKK nopaxenus noyek npu BITTH
HEOTJIMUMMBI OT TakoBeIX npu MITA, on vacto pac-
cmarpuBaercs kak orpanudenHas (opma MITA.

Anrturtena tuna pANCA, pearupyioimme ¢ Mye-
JIonepoKCcHaas3oi, BeTpeyatoTes y 6onsmuHCTBa 60Tb-
Hbix MITA u BIIT'H. YyscreurensHocts pANCA npu
31X 3a00eBaHuAX npesbiaeT 90%, HO OHHU TaKOKe
MOTYT BBIABJISITECS NPH psiie APYrux 3aboneBaHuiA.
Takum 06pazoM, OTpULIATENBHBIH Pe3yNETaT CKPUHUH-
rOBOTO TECTA NMO3BOJAET UCKITIOMUTE AMarHo3 ANCA-
acCOLMMPOBAHHOIO BACKYNHTA. XapaKTepHO uTo Y
6onbHex BITTH ¢ cANCA-THIIOM CBeYeHHs OTMe-
yaeTcsi Ooslee arpecCHBHOE TeueHHe 3aboneBaHus U
yacToe pa3BUTHE TAXKETOH NOYeYHON HEeJOCTATOYHO-
ctu. Y 6onbuinHeTBa pANCA-N03UTUBHBIX O0TbHBIX
BIIT'H conpoBoXkaaercs JeroyHsIMU WH(UIbTpaTa-
MU H/UJH KPOBOU3TUAHUAMHY B AJIbBEOJIBI, YTO TUITUY-
Ho Juisa knuuuky MITA [12].

Hpyroi#t npuurHo# paseutus BITTH moryT ObiTh
aHTuTena k 6aszanbHOM MemOpaHe kimyGouka, ciyska-
1Me Mapkepom cuHapoma ['yanacuepa uiu runepyys-
cTBuTeNbHOro aHruurta. Cunapom I'yanacuepa
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ABNAETCA KIIACCHYECKUM ayTOAHTUTEN0-0TOCPEI0BaH-
HBIM ayTOMMMYHHBIM 3a00/IeBaHUEM, BBI3IBAEMBIM
ayTtoaHTUTeNIoM Kiacca IgG, HanpasieHHbIM K HEKOJLTa-
reHOBOMY AOMEHY +3 uer kosuiareHa IV tuma. Stor
JIOMEH Y4acTBYeT B CBsi3bIBaHHU (hubpui koynareHa [V
B coctaBe GazanbHbIX MeMOpaH movek u jerkux. Peaxk-
LIMsl aHTHTENA C AyTOAHTUTEHOM MPUBOMUT K Pa3BUTHIO
BIII'H ¢ nunelinsiMu omioxkeHusaMH IgG no 6asanbHoOM
memOpaHe Kimy6o4Ka 1 JIerOYHBIM reMOpparusiMH.

AntuTena k 6azansHoit mem6pane knybouka mMo-
T'YT BBISBJIATHCS C TOMOILBIO HEMPAMOM HMMYHO(JTIO-
OPECLIEHLMH C UCTIONBE30BAHUEM TKAHH 3710POBOH MOUKH
yesjoBeKka B kauecTBe cybcrpara. Mcmonb3oBaHue
TKaHH 1a60paTOPHBIX )KMBOTHBIX HEMPUEMIIEMO B CBSI-
3 C BBICOKMM YPOBHEM Hecneuu(puueckoro oOKpawiu-
BaHHA. B HacTosumee Bpems meTtonom Beibopa
ABJIIETCS ONpe/ie/ieHHe aHTHUTENl K PeKOMOMHAHTHO-
My aHTHreHy o3 nenu kosnarena IV tuna ¢ nomo-
LL{BI0 HMMYHO(EpPMEHTHOTO aHaNK3a.

VY 30 - 40% GonbHBIX ¢ cuHpoMomM [yamacuepa
Hapsny ¢ aHTuTenaMu kK OasanbHOM MemOpane kiy-
Houka BeiaBnsoTcs pANCA, B CBSI3M C YeM 3TH Tec-
ThI JIO/KHBI BBITIOJHATECA COBMECTHO.

AHTHHEHTpODUITEHBIE LIATOITIA3MATHYECKHE AHTH~
TeJla OTMEYAIOTCA MPH JIEKAPCTBEHHBIX BaCKy/IHTaX,
COMPOBOMK/AOILMXCS ITIOMEPYIOHE(PPUTOM, B HaCTHO-
CTH BBI3BAHHBIX MPOTHIITHOYPALIUIIOM, NEHULIUITaMHU-~
HOM, MMHOLIMKJTHHOM H JUTOITY PHHOJIOM.

Cy1ecTByeT HECKOIbKO paboT O BCTPEYaeMOCTH
pANCA npu CKB, HO faHHBIE 3HaUUTENILHO Pa3HSAT-
csl, 4TO HE TO3BONAET OJJHO3HAYHO PEIIUTE BONpoc 06
MX 3HaYEHHUH NpPU 3TOM 3aboneBaHuU. DTH pa3HOouTeE-
Hus oBycnosneHs! Tem, uto npu CKB, Gnaronaps Bbl-
cokoi apdunnoctu JTHK k mMuenomnepokcunase,
LMPKY/IUPYIOLINE B KPOBH PUOOHYKIIEMHOBBIE KUCIIO-
Thl U3 Pa3pyIIEHHBIX KJIETOK CNOCOOHBI CBA3BIBATHCS
¢ MHeNoIepoKCH1a30#, BhICTymamoLeH cyberpatom
B MMMYHO(EPMEHTHBIX TECTaX A ONpejeneHus
PANCA, uTO NPUBOAMT K BBICOKOH 4acTOTE JIOKHO-
TIOJIOYKUTENBHBIX PE3yJIbTaTOB.

Brisenenne ANCA uyBCTBUTENBHBIH, HO He crie-
UM(UIHBIA TECT AA AMarHOCTHKU BacKyJIUTOB, 4TO
Tpebyer 6obIIOH OCTOPOKHOCTH B MHTEPNpPETALIUH
Pe3yNBTaTOB aHAIM3a U HEe UCKITIoHaeT HeoOxoaumoc-
TH Mopdosnoruueckoii BepudukaLuy JMarHosa nopa-
JKEHHS MOYeK.

HmmyHnonozuveckas OUGzHOCMUKG UMMYHOKOM-
NIEKCHBIX BACKYNIUMO8 U Kpuoznobynunemuu. B or-
nuune ot ANCA-accouMUpOBaHHBIX BACKYJIHUTOB,
KOTOpBIE MPUBOJAT K JIETOYHO-MTOYEUHOMY MOPAKEHHUIO,
MMMYHOKOMIUIEKCHBIE BaCKY/IUTBI, TAKHE, KaK IypITypa
I'eHoxa-11lonneiina (TTI'ILI) 1 cmelanHas kpyuormoOyu-
HeMMS, MaHU(ECTHPYIOT KOXKHO-TIOHEHHBIM CHHIIPOMOM.
Koxxa, Gnaroapst ee 00MIbHOM BacKyJIsipH3aliii U MeJl-

KOMY Kanubpy cOCy/IOB, MOPaXKAETCsi MMMYHOKOMILIEK-
CHBIMH (JIEHKOLIMTOKJIACTUMECKUMH ) BacKynutamu. Tep-
MHKH JIEMKOILIUTOKJIACTUYECKHI BACKYJTUT UCIIONB3YeTCS
JUTsl OTIMCaHus nporecca, 00Hapy»KHBaeMOro MUKpPOCKO-
MHAYEecKH B cTeHKe cocyaa. OCHOBHBIMHM €ro MpH3HaKa-
MU ABNISIOTCS (PUOPHHOMAHBIM HEKPO3 CTEHOK COCY/Ia C
MHUIETpaLKei oMMMOp(HOSIEPHBIMH HelTpoduamu,
HEKOTOpPbIE U3 KOTOPBIX paspyliatores ¢ 06pa3oBaHeM
XapaKkTepHOro saepHoro nebpuca. PasHOBHIHOCTHIO
JIEHKOLUTOKIIACTHYECKHX BACKYJTUTOB SIBJISIETCS MX JIHM-
(oUMTOKIACTHYECKUM BapHAHT, BCTPEUALOLIMICS MpH
[I'1LL Tasoxe 0OycnoBIEHHBIH OTIIOKEHUAMH UMMYHHBIX
KOMIIIEKCOB, CONEeprkalliMHe [gA, 1 COTIPOBOIKIAIOILHii-
Csl BRICOKHMM COJIEp’KaHHEM LIMPKYJTUPYIOIHX MFMMYHHBIX
komruiekcos (LIHK).

OTHONOrMYeCKUe NMPUYHHBI PA3BUTHS JIEHKOLUTOK-
NaCTHYECKUX BAaCKYJIMTOB Ype3BbIuaifiHO pasHooOpas-
HEl. OOBIYHO JIEHKOIUTOKIACTHYECKHH BACKYIUT
pasBuBaeTcs Ha poHe Apyroro ayToMMMYHHOro 3a60-
JICBAHHS WK NpeCTaBJIsIeT co00M peakiuio THIep-
YYBCTBUTEJILHOCTH B OTHOLLIEHUH SK30T€HHOr0 areHTa.
B 4ucio BO3MOKHBIX TIPUYMH Pa3BUTHS KOYKHOTO Bac-
KYJIUTa BXOJAT pa3fiuuHble HH(ekunoHHbIEe 3ab0neBa-
HUsA, COMPOBOJK/IAIOLIMECS TEMOpPparu4eCKot ChIMbIO,
TIpHeM JIeKapCTBEHHBIX MPenaparoB, CHIBOPOTOUHAS
GonesHs, mapaHeonIacTUYECKUe Mpolecchl, 3abosie-
BaHUA COENMHMTENBHON TKaHH, AeDUUMT (akTOpOB
KOMIIJIEMEHTa, BACKY/IMThI MpH Mepecajkax OpraHos
U T.4. Bee 3TH cOCTOsIHUS XapaKTepu3yIoTces MosBiie-
HHEM B CBIBOPOTKE KPOBU OOIBHOTO U30LITOUHBIX KO-
JUYECTB AHTUreHa, CTUMYNUpYyIollero obpasoBaHue
LIUK, koTopsie 0cenaroT B CTEHKAX METKHX COCYIOB.

CloXHO MpefioCcTaBUTh OKOHYATETbHO chopMUpO-
BaHHYIO KOHLIETILIMIO MEXaHM3MOB 00pa3oBaHus H30bI-
TounblXx kohauuectB [[UK, npusogsmux K
MMMYHOKOMITUIEKCHOMY Nopa)keHuto cocynoB. O6pa-
30BaHHE UMMYHHBIX KOMIUIEKCOB SIBISE€TCS YacThIO
HOPMaJIbHbIX TPOLIECCOB B3aWMO/EHCTBUS aHTHTENa
C aHTUreHOM. DK30TeHHbIH PacTBOPUMBIH aHTHUTEH B
T1a3Me KPOBH MITH B TKAHHM MPUBOJNT K Pa3BUTHIO I'y-
MOpaJILHBIX OTBETOB, C MOMOIIBIO KOTOPBIX OH MOXKET
ObITh yaaneH. CBA3bIBAHUE AHTUIeHA CO creluduyec-
KHMH aHTUTENIaMH TIPUBOIUT K 00pa30BaHMIO HMMYH-
HBIX KOMTUIEKCOB, KOTOpbIE TOJIMKHBI 3aXBATHIBATbCA
peuenTopaMu k Fc-)parmMeHTaM MOJIEKYST aHTUTEN U
K KOMITIEMEHTY Ha KJIeTKaX pPeTHKYNO3HAOTeNHalb-
HOM cHCcTEMBI M KJieTok kpoBH. Hapylenue npouecca
o0pa3oBaHUs UMMYHHBIX KOMIUIEKCOB M UX SJTMMHHA-
LMK MPUBOAMT K UX HAKOTUICHUIO B LIMPKYJISLIMM U OT-
JIOKEHUIO B CTEHKAX COCYIOB.

Kpome TOro, HMMYHHBIE KOMIIJIGKCHI MOTYT 00-
Pa30BBIBATBECS 3a CYET CTMOCOOHOCTH UMMYHOIO0Y-
JIMHOB K MOJIUMEPU3ALMH U KPUCTAILUTA3ALIMH 33 CHET
Fc-parMeHTOB, a Takke 06pa3oBaHHs peBMaTOMA-

115



ISSN 1561-6274. Hedponorua. 2003. Tom 7. Nei.

Horo ¢akropa. Ilpu psaae UMMYyHOKOMIUIEKCHBIX 3a-
GoneBaHui, HapUMep NMPH PEBMATOMHOM apTPHTE,
cunnpome Illorpena, MHOXeCTBEHHOH MUeIIOME, KpH-
omnobymunemusx u I, ITMK MoryT cocTosTs Uc-
KITIOYUTENBHO U3 UMMyHOToOynuHoB. [Ipu [T u
IgA-Hedponaruu nokasaH Ae(eKT rMUKO3UTHUPOBAHUS
Fc-dparmenTa IgA, uTo NpUBOIUT K €ro rnoiuMepH-
3allMM, HapyLIEeHHIO KiupeHca IgA 1 neyeHsio u nopa-
JKEHHIO KITybouKa.

Knaccuueckum IJIMHHYECKUM MPOSIBICHHEM HM-
MYHOKOMIUIEKCHBIX BacKYJHTOB ABJAIOTCA IUIOTHBIE
Ha OLITb reMOpparuyeckye BhIChIMaHUS Ha HIXKHUX
KOHEYHOCTAX. [Ipy MMMYHOKOMIIIEKCHBIX BACKYJIUTAX
MOXET OTMEYaThCs CETYATOe JIMBENO, MOABIATHCA
Y3€JIKH B MOAKOMXKHOH KJIETUATKE IO THITY Y3JI0BaTOM
3pUTEMBI. B TSXKENbIX clydasx BO3MOXKHO pa3BUTHE
HEKPOTHUYECKHX H3BA3BIICHUH, 3aTparuBarouux 60s-
IIYI0 NMoBepXHOCTh kokH. Ilpu obcnenoBanmnn 6ob-
IIMX KOHTHHIEHTOB GOJIBHBIX HUMMYHOKOMITIEKCHBIM
BacCKYy/IMTOM OB1I10 ycTaHOBNEHO, 4T0 Y 40% GoNbHBIX
OTMEYAIUCh H3MEHEHHS B MOYEBOM Ocajike, perMy-
IIECTBEHHO B BH/I€ MUKPOCKOITMUECKON reMaTypuu, y
30% — apTpanrun, y 5% — abnoMHUHANBHbIH CHHAPOM.
JIuxopazka ¥ MUaNTHY BBISBIISIOTCS B 3TOM Clly4ae y
20% u 10% GonbHbIX cooTBETCTBEHHO [13].

INopaskeHue noyex npx IMMYHOKOMILIEKCHBIX Bac-
KynuTax 3asucHT ot konuuectsa LIMK u cniocobHocTi
Me3aHrHs KTyOouka K X JTMMUHALMHU, B GonbLunHCTBE
CJTy4aeB UMMYHOKOMIUIEKCHBIC BAaCKYJIMTBI MPOSBIIA-
0TCS NPEUMYLIIECTBEHHO MOP(hOIOruyeckoi KapTHHOM
ME3aHrHaJILHOTO riioMepysioHedpuTa. STu nopaxeHus
COMpPOBOXKAAIOTCA YBETHYSHHEM ME3aHI MaIbHOIO MaT-
pHUKCa W €ro rMNepKIETOYHOCTBIO, a TAKKE Me3aHTH-
anbHBIMK oToXKeHusMu IgM, IgA u C3. B cnyuae
00pa30BaHHs HMMYHHBIX KOMIUIEKCOB, COZEpIKALLHX
TO/BKO UMMyHOrT00ynuHbI pu [T, kpuornoGynune-
MHH, PEBMaTOMAHOM apTpute u [gA-HedponaTum Tak-
XKE OTMEYAIOTCA NMPEUMYLIECTBEHHO Me3aHrHalbHbIe
(opMbI rIOMEpY/IOHE(PPHUTOB € OTIOKEHUSIMH MPUUHH-
HOTO aHTHTeNa B Me3aHruu Kiybouka. B pane cnyua-
€B, 3HAUUTENILHBIC OTVIOXKEHHUSI UMMYHHBIX KOMIUIEKCOB
NPUBOZAT K PA3BUTHIO (JOKAIBHOIO U CErMEHTapHOTO
romepynoHedpura wiu U y3HO-TIpoIHpepaTHBHOTrO
riomepysioHedbpuTa. B pefikux ciyyasx BO3MOXKHO pas-
BuTHe kmuHUkKM BITT'H conporoxparouterocs o6pazo-
BaHWeM mnomynyHuii. [Ipy umMMyHOIIFOOpECLIEHTHOM
MHKPOCKOIIHH B 3TOM CJTyHae OTMEYAIOTCS OTIOXKEHHUS
rpanynapHsle otnoxenus IgG, [gM u komnnemenTa.

HMeercsa nBa OCHOBHBIX MOAXONA K BBIABICHHUIO
MMMYHHBIX Komrutekco. [Ipexxne Bcero aTo ananus Guo-
TICHI TKaHM C HENOCPECTBEHHOM BU3yallH3aLKei OTIIo-
JKEHWI WUMMYHHBIX KOMIUIEKCOB C MOMOLIBIO NMPAMO#A
UMMyHOGTI0OpecLieHIHH. Tak ¢ MOMOILBIO NPAMOH UM-

MYHO(ITIOOpECLIEHLIMM OOHAPYKMBAKOTCS OTIIOXKEHHS [gA
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B COCYIax KOKM M Me3aHruH Kryoouka npu [TT'LL, yro
ABNAETCS OIHUM M3 BOXKHEHLIMX J1abOpaToOpHbIX Hecie-
JIOBaHMH NPH YCTAHOBJICHHHM IUArHO3a.

Ha npakTuke IIUPOKO HCIONB3YETCA ONpe/ieieHHe
LUK B ceiBopoTke kpoBu. OnruMansHoro sabopa-
TOpHOTO TecTa A o6Hapyxenus IIUK re cymecty-
eT, 4To 00ycnaBIMBaeT 3HAYUTEbHBIH CKEercuc mno
OTHOLIEHHIO K LIEHHOCTH JA@HHOTO NOKAa3aTels co CTo-
POHBI Kak J1abopaTOpHBIX CNELMAIMCTOB, TaK U KIIH-
HHULUCTOB. 3TO CBA3aHO C MOTMMOPQH3IMOM HMMYHHBIX
KOMIIJIEKCOB, COCTaB, Macca M 3apsj KOTOPhIX OYEHb
HenocTosHHbL. Tak kak abconoTHoe conepikaHue
[IUK y 6GonbHOrOo SIBISE€TCS YCIOBHBIM M0Ka3aTeNEM,
enunuyHoe onpenenexue [{UK 6eccmbicierHo, U 3TOT
TECT JIOJKCH BBITMOJIHATECS B AMHAMHUKE. XOTS BbIsB-
nenue LTUK npusHaHO 1Mos1e3HbIM, JONONHUTENEHEIM
JabopaTopHBIM NTapameTpom npu auddepeHLranbHO#M
JIMarHOCTHKE HMMYHOKOMIUTEKCHBIX BACKYJIUTOB, HC-
T0JIb30BaHUE KOHKPETHBIX TECTOB 3aTPYAHEHO HX IO~
XOH BOCIIPOU3BOAMMOCTEIO, TPYAOEMKOCTBIO M HU3KO#
cnenuduyHOCTHIO. B Halel cTpaHe B mogasstomeM
uycne naboparopuii ucrionesyercs ocaxaenue LMK
C MOMOLLIBIO TIOJIMATHIIEHITIMKONS. DTO rpy0bIi TecT, no-
3BOJISIIOLIMI YCTAHOBHUTH MPHCYTCTBHE B CHIBOPOTKE
MOJIEKYJIAPHBIX KOMILIEKCOB GOMbLIOH MONEKypHO#M
maccel. Haumyyinum Tectom miist obHapyxenus LUK
ABJIOTCA peakuus cBaseiBaHus Clq dakropa xomr-
nemenTa [19]. JlpyruM IHMpPOKO pacnpocTpaHeHHBIM
METOJIOM SBJISIETCS TECT HAa TUMQOUIHOH KIETOYHOMH
nuauM Raji, xoTopeiii ocHoBaH Ha GnactrpaHcdopma-
UMM TUMAQOLIMTOB NP CBA3BIBAHUM HA UX MeMOpaHe
arperaTtoB UMMYHOIIOOYTMHOB U KOMIUIEMeHTa. buo-
Joruyeckas aktuBHocTh [JUK moxkeT GbiTh yCTaHOB-
JIeHa B peakuuu Henpsmoro ¢arouurosa LUK
rpanynouutamu. K coxanenuio, 60NbILIHHCTBO TECTOB
Juia eeisenenus IIMK nocrarouno popory, 4ro orpa-
HUYHMBAET MX JIOCTYITHOCTb B KJIMHHKE.

OG6Hapy>keH1e IMMYHHbIX KOMIUIEKCOB B ChIBOPOT-
K€ OTMEYaeTCs MPU psle MaToNOTHYECKUX MpoLec-
COB, MPH KOTOPBIX B3aUMOHEHCTBUE aHTHTEHA W
aHTUTeNa NMPOTEeKaeT HEMOCPE/ICTBEHHO B KPOBSIHOM
pycne. KpuornoOynuHeMusi, peBMaToOWAHbIH apTpuT,
CKB, a Taioke XpoHHUYecKHe HH(EKIHOHHBIEe BOCTa-
JIMTENBHbIE POLIECCHI, TAKHE, KaK MOJOCTPhIi CEenTH-
YyecKHUH SHJOKAPAUT, OOBIYHO CONMPOBOXKIAIOTCS
ype3BbIuaiiHoO BhICOKMMHU KoHueHTpauuamu [TUK. B
ciyyae pepmarouzaHoro aprpura LUK koppenupyror
C aKTHBHOCTBIO 3ab0neBaHusl.

Habmonenue 3a nuHamukoit copepkanus LIUK
MOXET ObITh UCIIONB30BAHO MPY OLIEHKE KIIMHUYECKOH
aKTHBHOCTH MMMYHOKOMIUIEKCHBIX 3aboieBaHuii,
BCJIE/ICTBHUE YEro AOJIKHO BBITONHATHCA IIPOCTIEKTHB-
HO, Hapsy C OTPe/IeICHUEM JIpyruxX rnokasaresei, B
yacTHocTH ocTpodazosoro orsera COD, CPB. Ina
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Tvnel KpUornoGynUHe MUiA

Tabnuua 5

Tun kpuornoBynuHemun

Atronoruna

CocTaB npeuunurara

AwvarHocTuyeckue TecThbl

MoHoknoHansHas Kpuo-
rnobynuHemus; | Tmn

MnaamakneTo4yHble gUcKpa-
3un, numdbonponndepatus-
Hble 3abonesaHun

MOHOKNOHaNLHLIA KOMNOHEHT
(oBei4HO IgM)

Kpworno6ynuHet;cocTag Kpuonpeum-
nuTara; anektpogopes ¥ UMMYHODUK-
cauwa Kpuonpeumnurara.

OcceHuunansHaa (cMme-
waHHas) kpuornobynm-
Hemus; |l Tun

XpoHuyeckan MHGeKums BUpY-
com renatuta C

MoHOKNOHaNLHLIA peBMaTo-
WaHbIM dakTop (06biuHo IgM)
COBMECTHO C MOMMKIOHaNbL-
HbiM 1gG

Kpuorno6ynuHel;peBMaToOMAHLIA (ak-
TOp;cOCTaB KpuonpeuunuraTa; anekr-
podopea W umMmyHodUKcauus
Kpuonpeuunurara.

MonuknoHansHas Kpuo-
rno6ynuHemus; Il Tun

CucTtemMHule 3aboneBHUs co-
eAVHUTENLHOW TKaHK, apyrue

MonuknoHanbHLI pesmaTto-
WOHLIA dakTop

BeisBneHve kpuornoGynuHoB; peema-
TOMAHLIA akTop;cocTae Kpuonpeum-

ayTouMMyHHble 3aboneBaHus

nuTara.

TMPaBUIILHOM MHTEPIIPETALMK AaHHBIX BbisBleHus LUK
HE0OXOUMO UMETE MPECTaB/IeHHEe O KOHLIEHTPALMH
MMMYHOTJIOOYTHHOB CHIBOPOTKH, HX KJIOHAIBHOCTH H
Haim4uu pesMarouaHoro (akropa. [Ipu CKB u pes-
MatouHOM aptpute conepxkanue LIUK nocrosepHo
KOPPEJIMPYET C aKTHBHOCTBIO NPOLIECCA U MOXKET NMPHU-
MEHATBLCS € LETbI0O MOHUTOPUHIA COCTOSHUSA MALIHEH-
Ta. OnHoBpeMeHHo ¢ coneprkanueM LUK HeoGxomaumo
BBITOJIHATE TECThI, OLICHUBAIOLIME CUCTEMY KOMILIe-
MeHTa, TakuM, kak CH50, C3 u C4 [1]. ITotpebnenne
KOMIUIEMEHTA Hapsay C YBEJIMYEHUEM COEp)KaHHs
LUK ciy>xHuT NMpU3HAKOM TEeKyIleH akTHBHOCTH MM-
MYHOKOMILIEKCHOIO BacKyJIMTa U TpeOyeT akTUBHOM
HMMYHOCYTPECCUBHOM Teparnuu.

Onpenenenue LUK B cbiBOpoTke MeHee HH(OP-
MAaTHUBHO 10 CPABHEHHIO C aHAM30M OHOTICHI TKaHH.
OT0 CBA32HO C HEMOCTOSHCTBOM BBISBIICHHS U 3a4ac-
TYHO — C OTCYTCTBHEM 3HaYMMBIX KOHLeHTpauuit [TUK,
JlaXke Mpy Halu4uu MOPGOJIOTHYECKUX W KIIMHUYec-
KHX J10Ka3aTeIbCTB UMMYHOKOMITIEKCHOTO IOBPEX-
neHus TkaHd. Kpome Toro, BbICOKOE cofepiKaHHe
LIMK MoxeT 0OHapy>KUBaThCA y KIMHHUYECKHU 310PO-
BBIX JIIOZIeH. BhIsiBIeHHE UMMYHHBIX KOMIUIEKCOB in
situ ¢ TOMOILIBIO NPAMOT UMMYHODITIIOOPECLIEHLIMH He-
COMHEHHO npesocxoauT obHapyxenue LITUK no uys-
CTBHUTENILHOCTH U MH(opmaTUBHOCTH. Takum 06pazom,
€CJIM B pa3BUTUM 3a00/eBaHus MO03peBaeTcs ayTo-
MMMYHHBIH MpoLece, TO NPH BO3MOXKHOCTH JOKHA
OCYIIECTBJIATLCA OHONCHSA TKAHHU C UMMYyHO(ITI0Opec-
LIeHTHBIM oOcnenoBannem Guonrara.

Onnoii n3 pasHosuanoctei LUK asnstorcs kpu-
OrIO0YJTMHBI — UMMYHHBIE KOMIUIEKCHI, COCTOSLIME
MCKJTFOUMTEBHO U3 UMMYHOTTIOOYIMHOB, U CIIOCOOHBIE
00pa3oBbIBATh HEPACTBOPUMBIE KOMIUIEKCHI NPH TEM-
rnepaTypax HHXKe TeMrepaTypsl sapa 4enoBe4ecKoro
Tena. OHY BBI3BIBAIOT KPHOIIOOYIMHOTIATHH, TIPOSB-
afIoLMecs TPUaAoi, coueTalouei pasHoobpasHblie
MOPaXKEHHs KOXKH OT MyPIypy A0 reMOpparu4eckoro
HeKpo3a KoyH, 6oy B cycTaBax U riomepyaoHedpu-
Ta, KOTOpBI# oTMeuaercs y 50% GonbHbix [16]. Tak-
oKe 4dacTo Habnopaercs numpageHonaTus |

crieHOMeranus, nepudepuieckas HelpONaTHs U CHH-
apom Peitno. Haubonee yacto 3ToT B MaTosoruu
Berpeyaercs y 40 — 50-neTHux monei, npuyeM sxeH-
IMHBI MOPAXKAIOTCA B 3 pasa yalle MyXK4HH.

Beipenstor 3 Thna kpuoriobynuHonaruii (tabin. 5).
KprorioBynuHel nepBoro THIa XapakTepusyoTes Npu-
CYTCTBHEM B IJIa3ME€ MOHOKJIOHAJIBHONO MIMMYHOTI00Y-
nuHa, 06bruHO IgM vk 1gG. OCHOBHBIMY MPHYMHAMM
€ro BO3HUKHOBEHUS ABNOTCA TMMbonpodepaTHBHbe
3a00NeBaHus, B YaCTHOCTH MHOXKECTBEHHAs MHEJIOMa,
MakpornobynuHemMus BansaeHcTpema, XpoHHYECKUi
MUMOLIMTaPHBIH TEHKO3 U pasiuyHble POpMBI TAMQOM.

ITpu BTOpPOM THIE OTMEYAIOTCS KPUOMIOOYTHHBI
CMELIaHHOTO COCTaBa, BKIIOHAKOLIKMe B ce0s MOHOKIIO-
HaJIbHBIH KOMIOHEHT, 06b1uH0 PD kinacca IgM, 1 nonu-
kioHaneHbIH IgG. SToT THN KpHOMIOOYIMHEMMUIE YacTo
BCTPEUAETCs M30JMPOBAHHO, NpeacTaBnas coboi ac-
CEHLMANBHYIO (CMellaHHY0) kprorobymunemuto, Oc-
HOBHBIM MH(EKLHOHHBIM areHTOM, NPHUBOAAIIAM K
Pa3sBUTHIO CMEILAHHON KPHOMIOOYIHHEMHUH, SBIISETCA
renarur C.

Tperuii Tvn kpuornobynMHeMU#t NpeCTaBIIEH 110-
nvxioHanbHbIM PO, HanpaBneHHBIM MPOTHB MOIKUKIIO-
HaJlbHBIX UMMYHOIOOYMHHOB. 310 Haubosee 4acTo
BCTpeyaroLuics Tun KpruornoOymunemuii. OH oTmeya-
eTCsl MPY CUCTEMHBIX 3a00/IEBaHUSX COEIHHUTENIBHOM
TKaHHW, ayTOUMMYHHBIX 3a00/1€BaHHSAX NEYEHHU U BOC-
naauTeNbHbIX 3a001eBaHUAX KUILIEYHHKA, IOCTCTPEN-
TOKOKKOBOM IJIOMepyJioHedpHuTe, OakTepruanbHOM
SHIOKap/IUTE, LIMTOMETaJIOBUPYCHBIX HHPEKIHUSX.

[TopaskeHue novex NMpeuMyILECTBEHHO BbI3bIBAET
3CCEeHLMaIbHas KpuornobynuHeMus y 60nbHBIX ¢ Xpo-
HuueckuM BUpycHeIx renatutom C. Ilo nurepatyp-
HEIM JaHHBIM, Y 20% OGOJIbHBIX XpPOHUYECKUM
BUPYCHBIM renarutoM C oTMeyatoTCs KpUorooyiu-
HBI BTOPOTO M TPETHETO THIIOB.

Knunuka nopaxenuii noyek Ha Goxe kpruornody-
nuHemud Il Tuna nebroTHpyeT B BUE H30IMPOBAHHOM
MPOTEUHYPUH C MUKPOCKOTIMYECKOH rematypueii v nmpo-
IPECCUBHBIM CHIDKeHHEM uX (pyHKuuH. B nogasnsio-
mem GONbUIMHCTBE CIy4YaeB B KPHUOMPELUINUTATE
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obHapy»uBaeTcs peBMaTouaHbIH akTop knacca IgM,
coziepikalluii erkue uenu k-Tumna, 1 HarnpasJIeHHbIH K
nonukoHansHOMY I1gG.

B noueuHol TkaHH pa3BHBAETCs ME3aHI MOKAITHILIIAP-
HBIH ITIOMEpY/IOHEDPHT, MUCTOIOr HYECKH OTIMYAFOLIUH-
csi ot uauonaruydeckux dopm. OH Xapakrepusyercs
3HAUMTENbHOM HHDUIBTpatke KiyOouka TuModuLuTa-
MH ¥ MOHOLIMTAMH, a Takke 00pa3zoBaHHEM KPYIHBIX
903MHODUNBHBIX, PAS-110710KUTENBHBIX MHATHHOBBIX
Macc B POCBETE Kamwuisapa. B MHTepCTHLMATBEHON TKAHH
nouKy 0OHAPYKUBAIOTCS NMPU3HAKH BACKY/IMTA MENTKHUX
¥ CPeJJHHX COCY/IOB.

ITpu aHanu3e kKpuoOrIOOYIHHOB 0coboe 3HaueHHe
MMeeT aKKypaTHOCTh 3ab0pa KpOBM M J0OCTaBKa Ma-
Tepuana B naboparopuio. Tak Kak JOCTATOYHO JIHILb
MMHYTHOI'O CHMIKEHUS TEMNEPaTyph! KPOBH IS BbI-
najieHus KpHornoOyTMHOB M KX cOPOLIMK Ha SPHTPOLIK-
TaX, HeoOXOIMM KOHTpPONb BCEX 3TAIOB NOCTABKH U
obpaborku marepuana. Kpoeb fomkHa 3a6upatses B
TeIUIbIH MNpHL, ¥ NpoOUpKa JOJKHA AOCTABIATHCS B
naboparopuio B Tepmoce ¢ Temnepatypoi 35-40°C.

KonnyecTeHHOM oLEHKOH 00BbeMa KpUOrIo0yTH-
HOB SB/IS€TCH KPUOKPHT, OTpakaroluii 0ObeMHYyI0
JOJTF0 KpUOTIOOYNMHOB B chiBOpoTKe. JlomkHa ObITh
ornpeneneHa KOHLEHTpaLys UMMYHOTIIO0YTHHOB B CO-
CTaBe KPHOIIPELIUITUTATA U YCTAHOBJIEHO HAJIM4Ue MO-
HOKJIOHAJIbHOIO KOMITOHEHTa B MpELUINUTaTe C
NoMOIBIO 3nekTpodopesa ¢ uMMyHOouKcanuei. Y
OONBHBIX C MOATBEPKIACHHOM KPHOIIOOYTHHEMHEH He-
obXonMMo omipefeseHHe CepONIOTHYECKHX MapKepoB
renarura C.

Hanuuue kprornoGynuHOB CONPOBOXKAAETCS CHH-
KEeHUeM cofepkanus (akropoB komruiementa C4 u
Clq, 4rto no3Bonser QymMarb 0 NoTpebneHun Komie-
MEHTa M0 KJIACCHYECKOMY ITyTH TpY 3ToM 3abosnesa-
tuu. [otpebnenre GakTopoB KOMIUIEMEHTA CHIBOPOTKH
ABJIIETCS BAXKHBIM J1aBOPATOPHBEIM MapamMeTpoM, OT-
paXaroL¥M aKTHBHOCTh HMMYHOKOMILTEKCHBIX BaCKYy-
nuToB [2]. Xots notpebnenune GaxTopos KOMMIEMEHTa
TMpH KIMMYHOKOMIUIEKCHBIX BACKYJTUTaX OTMEYaeTCs He
BCEIVIA, €r0 BBIABJIEHHE CBUICTENILCTBYET O BBICOKOH
aKTUBHOCTH npoiecca. BeipakeHHoe rotpediieHre koM-
[IEMEHTa 4acTo oTMeuaeTcs npy Hedputax npu CKB,
KOXKHBIX BAaCKY/UTax NMPHU CHCTEMHBIX 3a00IeBaHUAX,
OCTPOM OTTOP>KEHUH TPAHCIIIIAHTATa, FEMOJTUTHYECKO-
YPEeMHUECKOM CHHAPOME M YPTUKAPHBIX THIIOKOMILIE-
MEHTEMHYECKHX BaCKYJIHUTAX.

I'MnoxkoMIieMeHTeMHUYECKHE BACKYJIUThI ABISIOT-
cs opmo¥i BacKyIUTa MENKHX COCYIOB, TIPH KOTOPOM
Ha KOXKe MOSABIIAIOTCS YPTUKAPHBIE 21IEMEHTHI (BE3UKY-
JIbI), COXpaHsIoMuMecs 0 4 nHeit. B cbIBOPOTKHM KPOBH
OTMEYaeTCs HU3Koe cofieprkaHHe (aKTOpOB KOMILIe-
MmeHTa. [lopackeHue nouek oTMe4aeTcs CpaBHUTENBHO
penxo, MOpOoNOruyecky OTMEYAETCS Me3aHTHOKar -
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nApHBIH rnomepynoHedpuT. YV 60/1bIIHHCTBA TUX O0JTb-
HBIX OTMEHAIOTCS ay TOaHTUTeNa, HanpaniieHHble Ha Clq
(bakTop KJ1acCHYECcKOro IMyTH KOMIUIEMEHTA, HTO MpH-
BOJWT K €10 aKTHBALMH U MOABJICHHUIO YPTUKAPHO#H CHITTH.
I'unokoMIIeMeHTEMUYECKUH BaCKYJTHT, CONPOBOXKIA-
touuiics anturenamu k Clq, Berpeuaercs npu CKB.

AHTHTENa, HaNpaBJieHHbIE MPOTHB (HaKTOPOB KOM-
TUIEMEHTa, BCTPEYaroTCs MPH JPYTHX ay TOMMMYHHBIX
3aboneBaHusX ¢ nopaxenuem nouek. Tak, C3-Hedpu-
ToreHHsIH (pakrop (C3Nef) npencrasnser coboii ayTo-
aHTHUTENO, HanpaBieHHOe NpoTHB C3-koHBepTa3bl
aJIbTEPHATHBHOTO MYTHU aKTHBalMM KOMIJIEMEHTA.
AyToaHTHTENO OIOKUPYET LIEHTPBI (hepPMEHTa, OTBET-
CTBEHHbIE 3a CBA3bIBaHUE ¢ MHrHOUTopamu C3-KkoH-
Bepras — ¢akropamu H u daxkropom I. Takum
o6pasom, C3Nef npensarcrByet nHakThBaiyu C3-KoH-
BEpTaskbl, 4TO Mo3BoJiAeT akTuBHOW C3-koHBepTasbl
aktuBupoBath C3 ¢akTop KOMIUIEMeHTa Hermocpe-
CTBEHHO B KpoBH [19].

IMpucyrcrue C3Nef sBnsercs Mapkepom Me3aH-
THOKaMWIISIPOHOTO oMepynoHehpHTa 2-ro THNa Uiu
Gomne3Hu IIOTHOTO 0Ca/IKa, COMPOBOXKAAIOLIUMES OT-
noxeHuaMu C3 ¥ TepMHUHANBHBIX KOMITOHEHTOB CHC-
TeMbl KOMIUIeMeHTa Ha GazanbHoit MemOpane. B
CBIBOPOTKE OOBHBIX OTMEUAlOTCs HH3KHE ToKa3aTe-
nu CH-50 u camxenue copeprkanns C3.

B xiMHMKe MPUMEHAIOTCA KaK (YHKLHOHAIBHbIE
TECTBI, MO3BOJIAOLIME CYUTh O COCTOSIHHU CHCTEMBI
KOMIUIEMEHTA B LIEJIOM, TaK U HEMOCPENCTBEHHOE OTl-
peneneHne coepKaHla KOHKPETHBIX (h)aKTOPOB KOMII-
JIeMEHTa B ChIBOpOTKE KpoBH. Cpeny PyHKLUHOHAIBHBIX
TECTOB Haubosee 4acTo UCTIONb3yeMbIM SBNSETCS HC-
cliefioBaHye oO1Ieit reMOTUTHYECKOM aKTHBHOCTH Chl-
BopoTku (CH-50). DToT Tect oleHMBaeT HalIUYKe B
CHIBOPOTKE (PaKTOPOB CHCTEMBI KOMILUIEMEHTa, 10CTa-
TOYHBIX A1 JJocTikeHust 50% remonusa craHaapTHO-
ro KONMY€CTBa CEeHCHOMIM3MPOBAHHBIX SPUTPOLIUTOB
GapaHa. XOTs 9TOT TECT ABIAETCSA UYBCTBUTE/BHBIM H
HaJIe)XHBIM METOJIOM BEISBIICHHSs TOTPeONeHUs KOMIT-
JIEMEHTA, JI/1s1 MOJyYeHHs IOCTOBEPHbIX IaHHbIX a0co-
TMOTHO HeobXomuma GrICTpas 3aMOpPO3Ka CHIBOPOTKH
KPOBH MaLMEHTOB TM60 HEeNOCPeACTBEHHOE Onpeerne-
nue CH-50 B Teuenue 2 yacos nocie 3abopa KpoBH.
OObIuHBIE TIPY PYTUHHBIX MUCCIICIOBAHUAX 3aJePIKKH
SBJISIFOTCSl OCHOBHOM NPUUYMHON JOXHO 3aHHKEHHBIX
ypogneit CH-50. JIns MOHUTOpUHIa UMMYHOKOMILIEK-
CHBIX 3a00/1eBaHUM, TAKUX, KaK BACKY/TUTOB, HE()PHTOB
u CKB, Tpebyercst u3mMepeHue OTJE/BHBIX KOMITOHEH-
TOB KacKaJa KOMILUIEMEHTa.

HNMMyHOXMMHYECKHH aHaNW3 A OnpenesieHus
OT/IeNbHBIX KOMIOHEHTOB CHCTEMbI KOMIJIEeMEHTa B
KJIMHHKE Yallle BCEro MpearonaraeT u3MepeHue co-
nepxanus C3 u C4. CoBMecTHOE CHIDKEHHE UX KOH-
LEHTPaL{K CBUJETEILCTBYET O KJIACCHUECKOM MyTH
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4. HacoHoBa B.A., Bynuyk H.B. Peemartuyec-
kne GoneaHu.- M: Meauumsa, 1997. - 520 c.

BupycHble renatuThl

PecnupaTopHie BUPYChI

5. ®peitgnud U.C., ToTonaH A.A., AnewnHa U
op. MeguumHckue ctaHgapTsl UMMYHONOrMYec-

MonuanuoHel (NoanHyKneoTuasl)

HedputoreHHslid dakrop

koro obcnefoBaHua BONBHLIX C annepruyeckummn

Kpuctannel ypatos

OuanunaHele MmemBpaHs!

3aboneBaHUAMM U HapYLEHUSAMU MMMYHHOR CU-

aKTHBALMH KOMIUIEMEHTa, HaNpyUMep MpH BOJT4aHOY-
HOM ITIOMepyNoHehpHTe, H30TUpOBaHHOE cHIDkeHHe C3,
YKa3bIBa€T Ha aKTUBALIMIO ANBTEPHATUBHOIO MYTH MPH
[II'T (Tabn. 6).

Bonblueit auarHocTHyeckoi LIEHHOCTBIO, TI0 CPaB-
HEHHIO C OLIEHKOH cofiepykaHus (PaKTOPOB KOMILIEMEH-
Ta, obJ1afaeT onpeaeneH1e NpoJIyKTOB UX pacnaza. 1o
CBA3aHO C TEM, YTO CHHTE3 KOMIIOHEHTOB KOMITJIEMEH-
Ta, KaK YacTh OCTPO(a3OBEIX OTBETOB, MOKET YCHJIU-
BaThCH NP BOCTIAJIEHHH, YTO MOYKET MACKMPOBATh UX
notpebnenue. YiryHiueHue JUarHoCTHYECKON 3HAYMMO-
CTH BBISIBJICHHS NOTpPeOIeHnus KOMIUIEMEHTa JJOCTH 8-
erca myrem onpezenenus dakropos C4a, C3d u Ba.

B cBA3u ¢ HHAMBHIYaNbHBIMU BapHaLUsiMHU COEp-
XKaHHA KOMITOHEHTOB KOMIIJIEMEHTA JU1si MOHUTOPHPO-
BaHMA AKTHBHOCTH 3abosieBaHUA HEOOXOIMMBI
cepuiiHbie uamepenus CHS50, C4 u C3.

Taxum 0OpazoM, UMMYHONIOTHYECKHE TECThI B 3HA-
YUTENILHON Mepe 00/eryaloT JHarHoCTHKY W BeeHHe
GONbHBIX ¢ TIOpaXKEHHEM TOYEK B Pe3ysibTarTe ayTOMM-
MYHHBbIX 3a00neBanuid. iMmyHonorudeckas jraboparop-
Has AMAarHOCTHKA MpejiaraeT IMpPOKHii CIEKTp TECTOB
U5l IMAarHOCTHKM U KJTMHUYECKOrO MOHMTOPHHT'A BacKy-
JINTOB, OfIHAKO 3TO He UCKITIOUaeT HeOOX0AMMOCTh MOp-
(honornyeckoi AMarHOCTUKY ¥ UCTIONB30BaHHUS METOJIOB
MEIMLMHCKON BH3yanu3aLiu. Hano y4uTsiBarh, 4To HX
pe3y/ILTaThl JO/KHBI HHTEPIPETUPOBATHCS B KITMHHAYEC-
KOM KOHTEKCTE TMPH Ka¥KI0M KOHKPETHOM CTy4ae, U UH-
(hOpMaTUBHOCTh TOJIOXKUTENBHOIO pe3yasTara Beeraa
BbILIIE MTPU HATMYKUK YOSAUTEBHBIX KTHHUYECKHX JJaH-
HBIX, CBHIECTETLCTBYFOLMX O MPH3HAKAX BACKYJIUTA.
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