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Kinaccudukanus BACKYJTHTOB

CHUCTEMHBIE BACKYJIUTBI — I'€TEPOrE€HHAA I'PYIIIIA 3a-
60/1€BaHNI1, OCHOBHBIM MOP(OIOINYECKUM IIPU3HAKOM
KOTOPBIX fABJIACTCA BOCIIAJICHUE COCYAUCTON CTCHKH, 4

KIMHUYCCKUC IIPOABJICHUA ONIPCACTIAOTCA TUIIOM, PASMC-
pamMnu JIOKATM3AITUEN TIOPAKECHHBIX COCY/IOB U TAXKCCTHIO

Tabruya 1

Kiraccu@ukanus BACKYJIHTOB HA OCHOBAHHHU KATHOPA OPASKEHHBIX COCY/0B
(13 G.V. Ball and L. Bridges Jr., VASCULITIS, 2002)
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HMMMYHOBOCHAJIMTEIbHBIX U3MEHEHNI [8]. IO HACTOAIETO
BPEMEHU MHOTI'ME aBTOPBI YKA3bIBAIOT HA HEAJIEKBATHOCTD
CYILIECTBYIOIMX CXEM KIACCU(PUKALIAN U IUATHOCTUKY Ba-

CKynuTOB [25]. Hambonee
Y4CTO IPUMEHACTCA KIIAC-
cuuKranug AMEpPHUKaH-
ckont Komnerun Pesmaro-
soruu (AKP), KOoTOpas BbI-
JEIAET CEMb CUH/IPOMOB,
IIO3BOJIAIOMIUX IIPOBOJUTD
T PepeHITNATBHBIN 1a-
I'HO3 BACKyUTOB [131]. Co-
rnacurenbHas Kongepen-
g (Yannen Xuswi, 1993)
pa3paboTaa ONpeACICHUs
1 HOMEHKJIATYPy Haubosee
YaCTO BCTPEYAIOMIUXCA
(OpPM CUCTEMHBIX BACKY-
mTOoB [141]. Pekxomennye-
Mas KIaccupukaus [25]
OCHOBAaHa Ha KAIOPE BOB-
JICUECHHBIX B [IATOIOIAYE-
CKHI1 IIPOLECC COCYAOB U
CYHUTAETCA B HACTOSALIECE
BpeMA IPEAITOYTUTE/TbHOM
(Tabm 1).

HeogHoxparHo npej-
IIPUHUMAJIUCH MIOIBITKU
IIOJIOKUTD B OCHOBY KJIAC-
CU(PUKALUU BACKYIUTOB
[TATOTCHETUYECKUI TIPUH-
LI{II, HO, IIOCKOJIbKY B pa3-
BUTHUH ITUX 3200JICBAHUN
UI'PAIOT POJIb HECKOJIBKO
MIATOICHETUYECKUX MEXd-
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Tabaruya 2
Knaccudukanus BACKyJTHTOB IO IIATOT€HE3Y
(o B.F. Haynes, 1992)
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HU3MOB, YACTO CXOJIHBIX WJIN MIEPEKPECTHBIX, MTUPOKOTO
PACTIPOCTPAHEHYS TAKAS KTACCU(PUKAITUS HE TOTydra [8].
Tem He MeHEE KITACCU(PUKAIYSA, OCHOBAHHAS HA UMMYHHBIX
MEXAHU3MAX PA3BUTHSA CUCTEMHBIX BACKYIUTOB [123] (Tab71.
2), IMEET OOJIBIIOE KIMHUYECKOE 3HAYEHUE.

DTHOJIOTHA H ITATOT'CHE3

OTHOoNOruA OOIBIIUHCTBA CUCTEMHBIX BACKYJIUTOB
HEM3BECTHA. [IpeAnonaraeTcs, 4ro NpaKTUIECKH JIIOObIE
MH(MEKIUOHHBIE AT€HTHl (BUPYCH renatura A, B u C,
LIMB, BHY, Bupyc dmmreitna—bappa, nmapsosupyc B19,
CTPENTOKOKKH, CTA(UIOKOKKH, GOPPENUH, KIeOCUEIIa,
XJIAMUJUY, UEPCUHUHY, CAIBMOHE/UIBL, MUKOOAKTEPUH)
CIOCOOHBI BBI3BATH BOCITAIATEIBHBIE PEAKIIUN B COCYAX
Ppa3nmMYHOro Kanuobpa [9]. B Hacrosmee BpeMs GOIbITNH-
CTBO MCCJIEJOBATENEH IIOIATA€T, YTO IIPH BACKYJIUTAX B
Pa3BUTUHU ITOBPEKAECHUS COCY/IOB OZIHOBPEMEHHO UI'PAIOT
POJIb HECKOIBKO UIMMYHHBIX, 4 BO3MOKHO M HEUMMYHHBIX,
[ATOr€HETUYECKUX MEXAHU3MOB [ 24]. ITpeanonaraercs, 4ro
3TU MEXAHU3MBI BKJIIOUAIOT [25]:

1) 06pa3oBaHME MATOTEHHBIX UMMYHHBIX KOMILJIEKCOB
1 MIX OTJIOKECHUE B CTEHKAX COCYZOB;

2) 06pa30BaHUE AyTOAHTUTEIN, TAKUX, KAK AHTUTENA K
LUTOIVIA3ME HEUTPOPMIOB U AHTUTEIIA K KIETKAM H/IO-
TEJNS;

3) KIECTOYHBIN U MOJICKY/IIPHBIN IMMYHHBIA OTBET,
BKJIIOYAIOIMUIT OOPA30BAHNE LIMTOKUHOB U MOJIEKYT a]-
T'e3umn,

4) 00pa30BaHUE IPAHYIIEM;

5) HOBPEXACHUE U HAPYIIEHUE (DYHKIUI SHIOTEINAIb-
HBIX KJIETOK MUKPOOPIaHU3MAMH, OITyXOJIEBBIMU KJICTKAMU
WINA TOKCUHAMU.

MIMMyHHBIE KOMILUIEKCEL, II0-BUMMOMY, UHULIUUPYIOT
BOCIIAJICHUE IIPU JICUKOLIMTOKIACTUYECKUX BACKYINTAX,
CBSA3AHHBIX C MH(EKIMAMHI U IPUMEHEHUEM MEUKAMEH-
TOB, Ipu ntyprype HeHnaiH—-IeHoxXa 1 HEKOTOPBIX KPUO-
ITIOOYIMHEMMAX. AHTUTENA K IUTOIUIA3ME HEUTPO(PUIOB
(ANCA), BEPOATHO, IPUHUMAIOT Y4dCTHE B IATOI'CHE3E TAK
HA3bIBACMBIX «MAJIOUMMYHHBIX»> BACKYIIUTOB [25].

Kpuornobynnuemuueckue ackynutsl (KI'B) kimHnye-

CKHU T€TEPOTE€HHBL, I HUX XAPAKTEPHO HAJTMYNE UMMYHO-
KOMILIEKCHBIX JICTIO3UTOB U OTPEOICHNUE KOMIUIEMEHTA,
ceponorndecky OHU ANCA-HeratuBHbl. ANCA CUUTAIOTCA
ACCOLIMMPOBAHHBIMY C TAKUMU IEPBUYHBIMYU CUCTEMHBIMU
BACKYJIUTAMH, KAK I'DAHYIEMATO3 Berenepa, MUKPOCKO-
NMUYECKUH MOMUAHTUUT U cuHgpoM Yapra—-Crpocca,
MMEIOMUMU CXOJHYIO KITMHUYECKYIO CUMIITOMATHKY U
ABJIIIOIMNMUCSH «MAJIOMMMYHHBIMU» 110 I/IMMYHOFI/ICTOJIO-
TMYECKUM MIPOSABICHUAM. DT I'PYIIIA OLPEAECIACTCA KK
«ANCA-acCOLIMMPOBAHHDIE BACKYIUTLL> (AAB). AAB ximHu-
YECKU XAPAKTEPUIYIOTCA I'DAHYIEMATO3HBIM WJIN HETDAHY-
JIEMATO3HBIM BOCIIAJIEHUEM, OOBIYHO C BOBJIEYEHNUEM JIbI-
XaTEJIbHBIX ITyTEN, BKIIOYAS BEPXHUE JIBIXATEIbHBIE MY TH,
1 HEKPOTHU3UPYIOIMHUM «MAJIOUMMYHHBIM» BACKYJIUTOM C
TUIMUYHBIM OPAKEHUEM MEJIKUX U CPEHUX COCYI0B [140].

JuddepeHnanbibIil JUArHO3 BACKY/IUTOB Oa3UpPyeTCs
HA KIMHHUKE, CEPOJIOTMYECKUX HUCCIECLOBAHUAX, BKIIOYA-
IOIMINX OIPEAEIECHNE KOMIIOHEHTOB KOMIUIEMEHTA, KPHO-
IJIOOY/IMHOB, ayTOAHTUTET U MAPKEPOB I'€NIATUTA, TUCTO-
JIOTMYECKHUX U UMMYHOI'MICTOJIOIMYECKUX UCCIIEJOBAHMAX.

KpHOII00y THHEMHIECKHIH BACKY/THT:
NaToreHe3 U KIIMHUKA

VIMMyHOKOMIUIEKCHBIN MEXAHU3M ITOBPEXIECHHS Ha-
6/TI0/TACTCS KAK TPU IIEPBUYHBIX (6071e3Hb LleHsitH—IeHo-
X4, 3CCEHIUAIBHBIN KPUOIVIOOYIMHEMUYECKUIT BACKY/IUT
— KI'B), Tak 11 IIpy BTOPUYHBIX BACKYJIUTAX, IPOTEKAIOIIX
B PAMKAX ayTOMMMYHHBIX, TAKUX, KAK CUCTEMHAs KPACHAA
BonmyaHka (CKB), 1160 MH(pEKIINOHHBIX 3200/IEBAHU, B
JacTHOCTH NpH BUpycHOM renatute C (HCV) [15]. B onpe-
ACJICHHBIX YCJIOBUAX MIPCHUITATAIINA LH/IPKYHI/IPYIOH_[I/IX
HMMMYHHBIX KOMIUIEKCOB WJIH OOPa30BAHUE UMMYHHBIX
KOMIUIEKCOB 72 Sifit MOT'YT BBI3BIBATD AKTUBALIMIO KOMILIE-
MEHTA U JICUKOLUTOB C MOCIEAYIOMNM ITOBPEKACHUEM
3HIOTENANBHBIX KJIETOK M PA3BUTUEM BACKY/IUTA.

OTI0KEHNE NUMMYHHBIX KOMIUIEKCOB B KDOBEHOCHBIX
COCY/IaX JUINTEIbHOE BPEMS PACCMATPUBATIOCH KAK ITyCKO-
BOHM MEXAHU3M COCYAUCTOrO BOocnaneHus. [Ioppexgenue
COCYZIOB PA3BUBACTCA NIPU (POPMUPOBAHUU KOMIUIEKCOB
AHTUI'CH—AHTUTENO, COLCPIKAMMUX AHTUI'CH, UMMYHO-
IJIOOYJIMH U KOMIUIEMEHT [84]. UrpatoT ponb u gpyrue
(paKTOPBI, TAKUE, KAK KOJIMYECTBEHHBIN U KAYE€CTBEHHBII
HMMYHHbeI OTBCT OPIraHK3Ma XO34MWHA. HI/ITOKI/IHbI u
MOJIEKYJIBI aAT€3UH, IKCIIPECCUPYEMBIE HEUTPOMPUIAMHU U
SHIOTENMUAIbHBIMA KIETKAMU, HECOMHEHHO, HEOOXOUMBI
/11 (GOPMHUPOBAHIA BOCIATTATEILHOIO OTBET4, UTPAIOIIETO
POJIb B ITATOI'€HE3€ MIMMYHHOI'O BACKynIHATa. CaMo 110 cede
HAIMYUE HUPKYIUPYIOIUX UMMYHHBIX KOMIUIEKCOB €IIe
HE IIPUBOJUT K PA3BUTHIO BACKY/IUTA [171]. BombIyio pomb
UT'PAET CIIOCOOHOCTh UMMYHHBIX KOMIUIEKCOB AKTUBUPO-
BATb KOMIUIEMEHT, 4 TAKKE CTPYKTYPHBIEC U ITEMOAUHAMHU-
YECKUE PA3INYMA MEKIY KDOBEHOCHBIMH COCyamu [123)].
Tak, TEHJEHIINA K OTJIOKEHHUIO HMMYHHBIX KOMIUIEKCOB B
MECTAX PA3BETBIEHNSA COCYAOB U HA KIAIAHAX CEP/ILA Ya-
CTUYHO OO'BSICHSCTCS I'CMOIMHAMUYCCKUMU [TPUYHMHAMMH.

[ToATBEPKAECHUEM POIU UMMYHHBIX KOMILIEKCOB KAK
MEIUATOPOB 3a00/IEBAHNA CIIYKUT OOHAPYKEHUE NIPU Ba-
CKY/IUTAX JETIO3UTOB UMMYHOIVIOOYJIMHOB U KOMIUIEMEHTA
HMMYHO(IIOOPECIIEHTHBIM METOLOM. [TogTBEpANTD Ma-
TOI'€HETUYECKYIO POJIb UMMYHHBIX KOMIIJIEKCOB MOIVIO ObI
OOHAPYKEHNE AHTUT'CHOB U CIIENU(PUIECKUX AHTUTEN Of-
HOBPEMEHHO B LIUPKYJIALIMNA U B IOBPEKACHHBIX TKAHAX, HO
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B OOJIBIIMHCTBE CIYY4€B AHTUI'€H OCTAETCS HEU3BECTHBIM U
HE YJA€TCS NOTYYUTD JOCTATOYHOE KOJIMYECTBO HEOOXO/IU-
MOT'O MaT€PHa/Ia /I BbIIEICHUA CIIEHU(PUIECKUAX AHTUTET
[171]. Tem HE MEHEE UMEIOTCS JOKA3ATENBCTBA OTI0KEHUA
HMMMYHHBIX KOMIIJIEKCOB KAaK IEPBUYHOI'O MATOICHETH-
YECKOI'0 MEXAHM3MA [IPU BACKYIUTAX, IOBPEKAAIOMINX
COCY/IbI MEJIKOT'O M CPEIHETO KATNOPA, TAKUX, KAK ITypITypa
MennanH-TeHoxa U BACKYIUThI, dCCOIMMPOBAHHBIC C Te-
naturamu B u C u kpuornobynunemuamu [125].

Kpuonpenunuranus BIEPBbIE OblIa OOHAPYKEHA B
1933 1. y manjuenTa ¢ MHOXKECTBEHHOM MUEJIOMOM [243]
4 TEPMUH «KPUOIVIOOYIHHBI> OblI BBEJEH B 1947 1. [159].
«DCCEHIUAIBHASA», HE CBA3AHHAA C IUM(PONIPONUPEPATHB-
HBIM 3200JIEBAHUEM KPHUOIVIOOYINHEMHUSA ObLIA BIIEPBLIC
o6HapyxeHa B 1954 1. B 1966 1. ommucaHa KIacCHYECKast
TpUaja: Nypnypd, aCTEHUA U APTPAITUHU, U IIOABUIOCH
IIEPBOE COOOMIEHUE O BO3MOKHOCTH IMOPAKEHUA ITOYEK
npu Kpuornooyamuemud [179]. B 1974 1. 6bu1a npeayioxkena
K1acCU(pUKALMA KPUOIIOOYIMHEMUM 10 TUIIAM KPUOIJIO-
6y/IMHOB [38] (Tabm. 3).

[TepBBIi TUII COCTOUT U3 MOHOKIOHAJIBHBIX UMMY-
HOITIOOYJIMHOB WM MOHOKJIOHAJIBHBIX JIETKUX LIEHEH U
BCTPEYACTCS, KAK IPABUIO, TPU IAM(POIPOIU(PEPATUBHBIX
3a6oneBaHuAX. CmemanHas kpuornooymuuemus 11 u 111
THUIIOB BCTPEYAETCA IPU NH(PEKLIMOHHBIX X ayTOUMMYHHBIX
3260JIEBAHUAX U «39CCEHLIUAIBHON» KPUOITIOOYTMHEMHUHU.

Tabruuya 3
Knaccudpukanus KpHOITIOOyTHHOB
(1m0 J.-C. Brouet et al., 1974)

Trm kpro- Konororerts Hyouyzzo-
Taohy- TA0 ByATEED

AHEELTOL

I M omoknoERARIEDT Tahd, Ios, Tt
EpF0 T bipnse wns B ern-

Loworra

II Caenrasmme kprornobypnsmsr Tobl —Ia
@ MOEOK.AD HAAEEEDN K0T 0- Ios IS
EEHTOM M IOARKACHINEERIM  [gh —IxG
e

III (30211 SHETET M0 AMKAOEAAE- Iahd —Ias
HIEIFL Kfy FOT A0 Bpns o Ighd —IpG —Iah

Jasnee ObUIa BBIABICHA CBA3b AKTMBHOCTH PEBMATOM/I-
Horo (paxropa (P®) ¢ MoHOKIOHATBHBIM IgM nipu 11 Tumne
KPUOIVIOOYIMHEMUU U C IOJUKJIOHAIBHBIM IgM mu IgA
ripu 111 THrie 1 ee CBsI3b C HU3KUMH TEMIIEPATYPAMU [244].
Kprorno6ynuueMus BbIAB/IAIACDH IIPUA PA3IUYHBIX 3200-
JIEBAHUAX, OCOOEHHO IIPU BUPYCHBIX U OAKTEPUATBHBIX
MHQEKIUAX, AayTOUMMYHHBIX OOJIE3HAX, TaKUX, Kak CKB,
cunapom Illerpena, peBMaTonHbIN apTput (PA), 1 rema-
TOJIOTMUECKUX 3200/IEBAHUAX (MHOXKECTBEHHA MUETIOMA,
XPOHUYECKUN TUMPOIECHKO3, HEXOLKKUHCKASA TUM(POMA,
60ne3nb Banpaencrpema). OnmcaH Cry4dai pa3BUTHA UMMY-
HOKOMIUIEKCHOI'O KPHUOTTIOOYTMHEMUYECKOI'O BACKYJINTA C
MIOPAKEHUEM TIOYEK U KOXKU ITOCJIE OIIEPAIUU 10 (POPMHU-
POBAHUIO TOHKOKUIIIEYHOI'O 4HACTOMO34 [85].

[Ipeanonaraaoch, 4TO B OTCYTCTBUE OCHOBHOI'O
3200JIEBAHUA COYETAHUE CUCTEMHOI'O BACKYJIUTA U
KPHUONPELUIUTHPYIOIUX UMMYHOITIOOYIMHOB JOIKHO
0603HAYATHCS KAK «dCCEHLUAIbHAS> CMEMIAHHAA KPUO-
rno6ymuHemust (DCK) [29, 50].

B 1977 1. 6BUI0 BBICKA3aHO MPE/IION0KEHUE, BIIO-
CJIEACTBUN HE MOATBEPAUBIIEEC, YTO BUPYC I'elaTuTa B
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ABJIACTCSA ITUONOIUYECKUAM (DAKTOPOM «3CCEHIIMATBLHOM»
CMEITaHHOI KprormodymiuHemud [66]. B Hauare 90-x rofoB
Obl1a OOHAPYKEHA BBICOKAA yacToTa HCV-undexnun y
GOTBHBIX C «3CCEHITUAIBHOM» CMENMTAHHOI KPUOTTIOOYIH-
€MHEI, YTO NO3BOJIMIIO IIPEATIONOKUTD MATOT€HETUYECKYIO
pone HCV ipu 3ToM 3a60neBanmu [195, 244]. HCV-PHK
ONPENIETSIACH METOAOM ITOJIMMEPAZHON LEMTHON PEAKIIUHT
B CBIBOPOTKE U B BBICOKOKOHIIEHTPHUPOBAHHO (POPME B
Kpuornobynunax. Okazanoch, uro HCV — He TONbKO re-
MATOTPOIIHBIN BUPYC, HO U JIUM(POTPOIHBII, CIOCOOHBIN
NHPUIPOBATH 110 80% MOHOHYKIIEAPOB IEPHU(PEPUIECCKON
KpOBU. bpita 06HAPYXEHA CBA3b INM(POTPONN3MA BUPYCa
¢ nponudepanuen B-KIeTok, IpoAyKIMEH KpUOII06Y/IH-
HOB 1 06pa30oBaHueM ayroanTuren [68, 244]. HCV warre,
YEM ITOI'O MOKHO OBUIO OXXMJATb, BBIABIACTCA Y OOJIb-
HBIX C B-KJI€TOYHBIMYU HEXO/PKKMHCKUMU JIUM(POMAMU
Y MOHOKJIOHAJIbHBIMU I'aMManatuaMu [218]. bonee toro,
B-x1eTo4uHbBIE HEXOKKMHCKUE JIMM(POMBI B HEKOTOPBIX
CITy4asax OCJIOXKHAMN Tedenne HCV-acconmmpoBaHHOTIO
KPHOIVIOOYIMHEMUYECKOI'O BACKyIUTa [95]. B nociennee
Bpema o6cyxaaerca poab HCV Ipy MHUPOKOM CIEKTPE
HUMMYHOIAM(POIPOIU(EPATUBHBIX 3100/IEBAHUN: KOKHON
nopdupuy, JuaderTe, IOMUAPTPUTE, JIETOYHOM (PUOPO3eE,
MOJIMJEPMATOMHUO3UTE, THPEOUANTAX, PAKE IUTOBUIHON
JKeNe3Bl U Ap. [95].

HecMmoTps HA OUEBU/IHYIO AKTUBALUIO T-KJIETOK U
BO3MOXHBIN muM@oTponusm HCV, TOUHBII MEXAHU3M,
BEAYIIUHA K BBIPAOOTKE KPUOIVIOOYINHOB U/WIN AYTOAH-
TUTEJL, 1O HACTOALIETO BDEMEHU HE YCTAHOBJICH. Paccma-
TPUBAIOTCA TAKUE MEXAHU3MBI, KAK IIPOJIOHIMPOBAHHAA
AHTUIE€HHAA B-K1€TOYHAd CTUMYJ/IALIAS, YIUIMHEHNE CPOKA
KU3HU B-1MM(OIUTOB, CYNIEPAHTUI€HHbIE U/WIH II0JI1-
KIOoHaIbHBIE cBO¥CTBA HCV, akTuBupyromue B-KkieTky,
XPOHMUYECKASA CTUMYJIALMA MOHOHYKIEAPOB, HAPYIICHUE
KIMPEHCA UMMYHHBIX KOMIUICKCOB, AHTUT'€HHAS IEPEKPECT-
Has1 PEAKTUBHOCTb U OHKOT'€HHAs AKTUBALUA |77, 244]. B
HaCTOAIEE BpeMsa cunTaeTcst, 9To HCV ABIAeTCs ITyCKOBBIM
MEXAHU3MOM 0o0J1ee 4eM Y 90% GONBHBIX CO CMEMIAHHON
KPUOIVIOOYIMHEMHUEIH [95] U MOXKET ObITh ACCOLIMMPOBAH
HE TOJIbKO C KPUOITIOOYTMHEMHUEN, HO U € aHTU(HOCHOIIH-
MUAJHBIM CUH/IPOMOM, PEBMATONAHBIM apTputoM, CKB 1
3200JIEBAHUAMMU IIUTOBU/THOM JKene3bl [173)].

Kak cnencTBue NOJUKIOHAIBHOU B-KI€eTOYHOH aAK-
TUBAIHH, OTIOXKEHHE LLI/IpKYHI/IpYIOH_[I/IX KPpUOIPCIUITA-
TUPYIOMUX KOMIUIEKCOB BEJET K PA3BUTUIO BACKYIUTA
IIOCPEACTBOM AKTHUBALIMHM CUCTEMBI KOMIUIEMEHTA 4€PE3
IgG1- n IgG3-KOMIOHEHTHI KpUOINOOYIMHOB. IgG1 n
IgG3 ABNAIOTCA OCHOBHBIMU NOJKIACCAMU IgG B KpHO-
I7I00yNIMHAX U Hanbosee 3pPEKTUBHBIMU aKTUBATOPAMU
KJIACCUYECKOT'O ITyTH AKTUBALINN KOMIUIEMEHTA, BEAYILIETO
K TUTIOKOMIUIEMEHTEMUH [244].

CMeEIMIAaHHAST KPUOITIOOYIMHEMUS [IPU XPOHUUECKOM
BUPYCHOM renature C MOXET BBUAB/IATLCA C YACTOTOM JJO
34-54% [7], a BeIsABIAEMOCTD MapkepoB HCV mpu kpro-
IIIOOYTMHEMAY JOCTUTACT 75-90% [95]. UMMYHOKOMILTEKC-
HBIE BACKYJIUTBI C IOPAKEHUEM MEJIKUX U CPE/IHUX COCY/IOB
MOTYT pa3BuBartbcsy 20—-30% 6ombHbIx ¢ HCV-acconympo-
BAHHOM KPUOITIOOYIUHEMHUENH [ 198], CIEKTP KINHUYECKUX
BHEIEYCHOYHBIX NTposteiaeHuit HCV BecbMa mupok [202].

B yacru cirygaeB cMEMIAHHOM KPUOITIOOYTMHEMUH, I10
HEKOTOPBIM TaHHBIM 710 30% [56], OCTAETCsT MPaBOMOY-
HBIM TEPMUH «3CCEHIUIbHAA> (DCK), TAK KaK HE yIaeTcA
BBIABUTD HU Npu3HAKOB HCV-undexnun, Hu numo-
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PO EPATUBHOTO JINOO CUCTEMHOTO 3200JIEBAHUSL

KiraccuueckuM KIMHUYECKUM MPOABICHUEM KPUO-
ITIOOYIMHEMUYECKOT'O CUH/IPOMA CUUTACTC TPUAJLA: TTyP-
IIypa, ACTEHUSA, APTPAITUN, KOTOPAA B YACTU CIIy4d€B — JIO
27% — BBIABIAETCA B AeOI0TE 326071eBaHys [184]. Ilyprypa
y HALHUEHTOB CO CMEMIAHHON KPUOITIOOYIMHEMHUEN OIH-
cana B 80—100% cnyuaes. [IpuunHOI pa3BUTHA MYPITYPHI
ABJIACTCA IIPCHUITATAITNA VMMYHHBIX KOMIIICKCOB B MEJIKUX
COCY/IaX KOXKU M PEXKE MOJKOKHON KIeT4yaTKU. KoKHbIE
HU3MEHEHUA NONIUMOP(HBL, HOCAT UH(MUIBTPATUBHBIN
XaPAKTEP, BLICTYIIAIOT HAJ| IIOBEPXHOCTBIO KOXKU U JIOKA-
JIM3YIOTCA IIPEUMYIIECTBEHHO HA HMJKHMX KOHEYHOCTIIX,
XOTs MOI'YT pacIioNararbcs U Ha Tyaosuile [84]. Yacrto
BCTPEYAIOTCS A3Bbl KOXKU, HAIMYUE KOTOPBIX YKA3bIBACT
HA AKTUBHOCTDb 3200/I€BAHMS, TPEOYIOIIYIO AT PECCUBHOIO
JIEYEHNs C IPUMEHEHUEM [IUTOCTATUKOB U IUIa3Mapepesa.
SI3BBI OOBIYHO PACTIONATAIOTCS B OOIACTH JIO/IBDKEK, 4 TAKKE
HA [AJIBLIAX PYK U HOT. 3200/IEBAHNE B HEKOTOPBIX CIIYYasiX
MaHUQECTUPYET CUHAPOMOM PerfiHo. B 11enom cungpom
Peiino BcTpedaercs npuMepHo y 20% 60mbHbIX. Einie 6omee
XaAPAKTEPEH CUHJPOM PEIHO /1711 BTOPUYHBIX KPUOITIO0Y-
JIMHEMUM, 4aCCOLMUPOBAHHBIX C CUCTEMHBIMU 3200/1€Ba-
HUAMY COCAMHUTEIDHON TKAHU. B 3THUX CJIy4aaX 4aCTOTa
ero gocturaet 37% [184). Onmcan crydai CaMOaAMITyTALAN
IAJIbLIEB HOT BCJIEACTBUE MAHIPEHBI Y 60/1bHON ¢ DCK [72].

ApTpanruu u/Wim apTpUThl HOCAT UHTEPMUTTUPYIO-
MM ¥ MUTPUPYIOIIUH XAPAKTEP U BCTPEYAIOTCA IIPUMEPHO
y 109 GONbHBIX, U3PEAKA OTMEYAIOTCA MUAITUN [184].

[TopaxeHuss HEPBHOM CUCTEMBL COCTABIIAIOT OT 2 JO
69% [200]. XpoHHUECKAS WK PEIHIUBUPYIOMAst eprde-
pUYECKad TOMMHENPONATHA MOXKET HAOMIOLATHCH KK B
JIe610TE 3A00JIEBAHMS, TAK ¥ HA JTIOOOM CTAIMH €TI0 TEUCHHUS,
Y4CTO OTMEYAIOTCS TAPECTEZUH, CHIDKEHUE CYXOKMIBHBIX
pedrekcoB. MOTYT OTMEYaThCSI THTEHCUBHBIE OOIN 1 /IBU-
T'ATEJIbHBIC PACCTPOMCTBA, YTO TAKKE ABJIACTCA IOKA3AHUEM
K IpUMEHEHMIO TnasmMadepesa [84]. MoHoHeHponaTHs
BCTPEYAETCA PEKO — KAK CJIEACTBUE UIIEMUHN HU3-34 IOPA-
JKEHUSI SITUHEBPATIbHBIX COCYIOB [75].

BoseueHne IOUEK UMEET OIPOMHOE KIMHUYECKOE
3HAYEHHE IIPU JIIOO0H (POPME UMMYHOKOMIUIEKCHOI'O Ba-
ckynuTa [79]. Ilpu KpUOITOOYIMHEMUYECKNAX BACKYIUTAX
MIPOLIEHT MALMEHTOB C IOPAKEHUEM ITIOYEK HA MOMEHT
YCTAHOBJIEHUS IMArHO32 KONEGIETCs OT 8 10 54%, 4TO, BO3-
MOYKHO, 3aBUCHT OT KpUTEPHUEB 0TO60PA O0NbHLIX [ 183]. I1o-
PKEHME IOYEK OOBIYHO IIPOSBILIETCA CIIYCTs HECKOJIBKO
MECSALIEB WIN JAKE JIET IIOC/IE HAYA/IA 3a00I€BAHIUS, OFTHAKO
MOZKET BBISIBJISITBCS U B JIEOI0TE 3200/IEBAHUS U JAKE OBITh
HIEPBBIM €T'0 IIPOSBIEHUEM [4].

YacTo nopakeHUe IMOYEK BCTPEUAETCA IIPU KPUO-
rno6ynuuemun 11 tuna, acconuuposannou ¢ HCV [180].
CHEKTp WIMHUYECKUX IPOABICHUI KONEOIETCA OT OCTPO-
HE(PPUTUYECKOI'O CUHAPOMA C HAPYLIECHUEM IIOYECYHOU
(PyHKLIMH O MUHUMAJIbHOI'O MOYEBOI'O CHHAPOMA O€3
TEH/ICHIIMH K IIPOI PECCUPOBAHMIO B HAIIPAB/ICHUN II0Y€Y-
HOW HENOCTATOYHOCTH [2]. OCTPOHEDPUTUIECKUIT NN
HE(PPOTUYECKUI CUHIPOM B JIEOIOTE 3100ICBAHUSI MOKET
COIPOBOXKIATBCS OCTPOU IIOUEUHOMU HEJOCTATOYHOCTBIO U
SIBUTBCS IPHYUHOIN CMEPTH GONIBHBIX [0]. YaCTHYIHBIE WK
IIOJIHBIE PEMUCCUN HAOMIOAAIOTCS I Y 30% OOJIbHBIX, Y
209% OTMEYAIOTCA PENU/IUBBL, YTO 3HAYUTENBHO YXYAITAET
IporHo3 [230].

Mopos1oru4yecKku yaie BCEro BCTPEUAETCI MEM-
O6panonponaudepaTuBHbIi rnomepynonedpur (MIITH)

I ThIIa; HEKOTOPBIMHM ABTOPAMHU OH OIPEJENACTCA KAK
«KPHUOIIOBYITMHEMUYECKUI He(pUT» [506], HOCKOJIBKY 710~
MEPYJIPHBIE TIOBPEXKICHUSA OTIMYAIOTCS OT TEX, KOTOPBIE
MOKHO BUZIETb IIPU UAUOIATUYIECKOM MEMOPAHONIPOIIH-
(eparusuom I'H u npu g py3HOM NPOIU(EPATUBHOM
I'H, acconumposanHoM ¢ CKB. Otmedaercsa pacnpocrpa-
HEHHAA SHIOKATWUIAPHASA IPOIU(EPALINA C BBIDAKEHHOM
HH(UIBTPALKE, BOCHOBHOM MOHOLIUTAMU, KOTOPBIE, KAK
IIPEATIOATAETCS, BBIIOJIHAIOT POJIb KIETOK-«MyCOPIUKOB,
U «<AHTPATIOMUHATIBHBIE TPOMOBI> 13 AMOP(HHOT0, 303UHO-
(punpHOTO, PAS-TIO3UTUBHOTO BEMECTBA, COepKammuye IgG
unu IgM [80]. ITocneHre O6HAPYKUBAIOTCH, KAK TTOKA3bI-
BAIOT UMMYHOI'MICTOJIOTMYECKHUE UCCIEIOBAHMSA, OONIEE UEM
y TPETHU BCEX OOJIbHBIX. BBUIO MOKA3aHO, YTO AEIO3UTLI
HJICHTUYHBI IUPKYJIUPYIOMIEMY KPUOITIOOYINHY [79)].

Taxxe 6osee 4yeM y TPETU GONBHBIX MO JAHHBIM
OHMOICUN I AyTOIICUH OOHAPYKUBAINCH BACKY/IATHL MEJI-
KHX U CPEJHUX APTEPUN C (PUOPUHONUAHBIM HEKPO3OM U
MOHOUUTAPHOU MH(MUIBTpanuet [84]. TunnyHbIi 1o Mop-
(POJIOrYECKUM IIPOSIBIEHUAM KPHUOIVIOOYIMHEMUYECKUN
HE(PUT IIPU HEZHAYUTEILHOM MOYEBOM CUHJPOME, TAK
JKE KAK U B XPOHUUECKOU (pase 3200/IEBAHUA, BCTPEUACTC
JOCTATOYHO peaKo. KapTuHa yMepeHHOM CErMEHTAPHON
ME3aHIMAIBHON NPOJU(MEPALNA HEXAPAKTEPHA [1JIA
KPUOITTOOYTMHEMUYECKOTO ['H, OHA BBIABIAETCA JIUIIb B
10% cydaes, HO TAKKE MOXKET BCTPEYATHCA Y OTAETbHbIX
GOJIBHBIX CO CMEMIAHHOMN KPUOITIOOYINHEMUEH IIPU I0KA-
3agHOM HCV [79].

JO cux mop HE JOCTUTHYTO COIVIACHE IO BOIPOCY O
BO3MOKHOCTH PA3BUTHA U pacripocTpaneHHocTr HCV-ac-
COIMUPOBAHHOTO HEKPUOTIOGYIMHEMUIecKoro TH [56].
Hexotopsle aBTOpb! 0TMeYatoT, 4o MITTH nnpu HCV Mmoxer
HAOIIO/IATHCA U B OTCYTCTBUU KPHUOTTIOOYINHEMHUH [27,95].
MoHOKIOHAIbHBIN IgM-peBmaTonanbli (pakTop (IgM-PD),
BO3MOKHO, UT'PAET CYLIECTBEHHYIO POJIb B BOSHUKHOBCHUU
[JIOMEPYIAPHOTO 3200JIEBAHUA. DTOT MPOILECC MOKET
OBITH OMTOCPEIOBAH CBSI3bIBAHUEM C (PUOPOHEKTUHOM, KAK
ObLIO ITOKA3aHO 11 IgM-P®, HO HE 11 JPYTHUX MOHOKJIO-
HAJIBHBIX Y MOJUKIOHAIBHBIX IgM. IgG-anTuTena Moryr
HMETD IEPEKPECTHYIO PEAKTUBHOCTD C ITIOMEPYIIAPHBIMU
AHTUTEHAMH [506].

B3anMOOTHOMEHNA MEKIY TOPAKEHUEM IIEYECHH U CME-
MIAHHOH KPHUOITIOOYIMHEMHUEN /10 HACTOSIIEIO BPEMEHU
OCTAIOTCA IPEAMETOM JJUCKYCCUU. B GOIBITUHCTBE CIIy4aeB
HUMEIOTCS KIMHUYECKUE WIN (DYHKIMOHAIBHBIE IIPU3HA-
KU II€YEHOYHOI'O NOBPEXKACHUA IIPU «dCCEHLIAATBHON»
KpuornooyauHeMun. [IopakeHue neyeHu OObACHACTCA
KAaK IIPOABICHUAE BACKYINUTA [30], HO BMECTE C TEM IICYCHb
UT'PAET POJIb B IIPOJYKIIUU KPHUOITIOOYIUHOB. JInMpoLu-
TapHbIE NHPWIBIPATHI B [IEYEHU COAEPKAT B-nmumporu-
TbL, IpoayLupyomue IgMk-PP [182]. B HacTodmee BpeMa
CUMTAETCA, YTO IIEYECHD ABIAECTCA OCHOBHBIM OPI'aHOM,
npogyuupyiomum IgMk-P®, HO HE B PE3yJIBraTe MapeH-
XUMATO3HOTO MOBPEXIEHMS, 4 BCIEACTBUE OOPA30BAHUS
oz BozaercTsueM HCV, Urparomero posib 3apOABIIEBOTO
LIEHTPA, MUKPOCPEBI BOKPYT IUM(POUJHON TKAHU. POjb
KPHOITIOOYIMHOB B IOBPEKICHNY IIEYEHN IIPOTUBOPEYHBA,
MOXKET OTMEUATHCA OOJIEE TAKETOE MOPAKEHUE NIEUECHU Y
601pHbIX HCV ¢ KpUOITIOOYIMHEMHUEH, HEXEIN O3 Hee
[169]. BmecTe ¢ TeM OTMEYAETCsI, 4TO CMENTAHHASI KPUOTTIO-
6ynmunemus Il tuna npr HCV ABeTca rernaTonpoTeKTOPOM
[15]. I3BeCTHO, YTO aKTUBHBINA U TsoKeab HCV-accorum-
HUPOBAHHBIY KPUOITIOOYTMHEMUYECKUI BACKYIUT MOXKET
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E.B. 3axaposa

Pa3BUBATHCS Y OONBHBIX 6€3 KIMHAYECKUX IIPOSBICHUN
NOPAKEHUS NIEYEHU. bojiee TOro, ypoBeHb IEYEHOYHBIX
(pepMEHTOB HE BCETJd KOPPENIUPYET C TKECTHIO TUCTONO-
I'MYECKUX UBMEHEHUH B ITeYeHU [244].

[Tpu cMemaHHOM KPUOITIOOYIMHEMUN OTMEYACTCA 110~
PaKEHHUE JIETKNX, [T0 HEKOTOPBIM JAHHBIM /10 60% Ciiydaes
[31], HO B 4aCTH CIIYUAEB OCTAETCA HEACHBIM, B KAKON Mepe
JIETOYHAs1 IIATOJIOI W CBA3dHA C BACKY/IIUTOM. Ipyrue opra-
HBI U CUCTEMBI IIPH KPUOITIOOYIMHEMUYECKOM BACKYIJIUTE
MOPAXKAIOTCS PELKO.

XPOHUYECKUN BUPYCHBIH I'elaTUT C aCCOLUUPOBAH C
MHOXECTBEHHBIMA MMMYHHBIMA M dyTOMMMYHHBIMA W3-
MeHeHUAMA. IMMyHHBIH OTBeT Ha HCV, TOMUMO pa3BUTHA
KPHOITIOOYIMHEMUH, MOXKET IIPOSABIIATLCI OOPA30BAHUEM
AYTOAHTUTEI, TIPAB/IA OOBIYHO B HEBBICOKOM TUTPE [55].
MMeroTca JaHHbIE O BBICOKOM YaCTOTE BBIABIECHUA AYTO-
AHTHUTEN K 3H/JOTEUAIbHBIM KiIeTKaM Tpu HCV-acconnu-
posannoM KI'B [50]. BerasiaeTcsa peBMaTOMAHBIN (PAKTOP,
AHTUHYKIEAPHBIE AHTUTENA, AHTUTENA K KAPAUOIUIINHY,
AHTUTEIIA K THp@OI/IIIHOI;I TKAHH, AHTUIIOYCYHBIC 11 AHTHUIIC-
YEHOYHBIE MUKPOCOMA/IbHBIC AHTUTENA, AHTUHYKICAPHbIE
AHTUTEIIA ¥ AHTUTENA K [TTAIKOMBIIIEYHON MYCKYJIATYPE, 4
Taxxke ANCA [194]. ImeroTcst COOOIEHNS O TOM, YTO UH(PU-
nuposanue HCV MOXET NpemecTBOBATb PA3BUTHIO UIN
BBIABIIATHCA OJHOBpeMEHHO ¢ PA, CKB, monumuozurom/
AEPMATOMHUO3UTOM, PCITUANBHUPYIOITUM ITOJIMXOHAPUTOM.
Y nauueHToB, HHPUIUPOBAHHLIX HCV, 4acTo pa3BuBacTCs
TAKKE CUanoageHuT u cuaapoM Ilerpena [173], ¢ BBICOKOI
yacTtoror HCV BBIABIAETCA Y OONBHBIX € 3400/1€BAHNAMU
IUTOBUHOI JKENE3Bl, INIOCKUM JnmaeM [194]. Tem He
Menee HCV He MOXET CUUTATHCA IPUYUHHBIM (PAKTOPOM
Pa3BUTHA JUIA YIIOMAHYTBIX dyTOUMMYHHBIX 31060JIEBAHU,
HEJb351 UCKIIOYUTD, YTO COYETAHUE BUPYCHOM HH(PEKIIUU
1 4yTOMMMYHHOI'O 3200/ICBAHUA AB/IACTCA CIYUANHBIM [ 55,
173, 194]. BMecTe € TEM HEKOTOPBIE ayTOAHTUTENA OOHAPY-
JKUBAIOTCSA Y IIPU APYIUX (POPMAX BUPYCHBIX I'€IIATUTOB, B
0cobeHHOCTH ITpu renarure B [202].

Pasnmuuma B ryMOpaIbHOM UMMYHHOM OTBETE HA HCV
MOTYT BECTH K PAZIUYUAM B KIMHUYECKUX [IPOABICHUAX
[83]. YpoBEHD KPHOTIIOOYINHOB MOXKET KOPPEIUPOBATH
C IOSIBJICHUEM IIYPIYPBI U ¢ KJIMHUYECKOU AKTUBHOCTBIO
3a6onesanust [68]. Kpuornobynunemus 11 THa MOKET
OTINYATBCA OT Kpuornobynuuemuu III Tuna 6omnee Bbl-
COKOM 4aCTOTOH IOYEYHOT'O BOBJICUEHNUS, TAK XK€ KAK U
6071€e€ BLICOKUMU YPOBHAMU KPHUOITIOOYIMHOB 1 HU3KUM
COAEP/KAHUEM KOMIUIEMEHTA B CBIBOPOTKE KPOBH [4]. T1o-
BBIINICHUE KPEATUHNHA IUIA3MBI U CHIDKEHUE YPOBHA C3
ABJIAIOTCS HE3ABUCUMBIMU (DAKTOPAMHU PUCKA PA3BUTHA
IIOYEYHOHN HEJOCTATOYHOCTH, XOTd XIIH passuBaerca
MeHee yeM B 10% ciydaes [230]. B nenom TeueHue Kpuo-
[JIOGYTMHEMUYECKOTO HE(PPUTA OTHOCUTENBHO JI00PO-
KA4ECTBEHHOE, XOTA B HEKOTOPBIX CIy4aAX OTMEUACTCA
6p1CcTpOE nporpeccuposanue XITH [4, 230]. [IpuauHoi
CMePTH OOJIbHBIX Yalle CTYKAT CEPAEYHO-COCYIUCTRIE U
11epeOPATHHBIE OCTIOKHEHUSL.

JledeHHne KPHOIIOOYITMHEMHIECKUX BACKYTHTOB

OnTUMAJIBHOE JIEYEHUE KPUOITIOOYIMHEMUYECKOTO
CHHZIPOMA JIO HACTOSIIETO BPDEMEHU SABJIAETCA IPEAMETOM
JucKyccun., CIOXKHBINA ITATOTEHES, HEJOCTATOYHO OYeEP-
YEHHBIC TAPAMETPB! AKTUBHOCTU 3200JI€BAHUS U HEOTI-
PEIENIEHHOCTD IPOTHO34 CO3/JaI0T OCHOBHBIE TPYTHOCTH.
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B caydadx BTOpHUYHBIX KPUOIVIOOYINHEMUN HA POHE
3200JIEBAHUIN COEJUHUTEIbHON TKAHU, XPOHUYECKUX
UHQEKIUHA WK TUMQONPONU(pEPATUBHBIX 3100ICBAHUN
TEPAINA HAIIPABICHA Ha IIOAABJICHUE OCHOBHOI'O 326071€-
Baxwus. [Ipu HCV-acconnupoBaHHbBIX KPUOITIOOYIMHEMIUAX
JOJDKHBI PEINAThCA TPXU OCHOBHBIE 33[d4M: KAy3aIbHAA
TEpaus, IPEAYIIPEXIEHNE TPOr PECCUPOBAHUSA 3a00NIEBA-
HUS 1 OKA3aHUE SKCTPEHHO MTOMOIIU IIPU OOOCTPEHUSX.
O6001EeH A CXEMA TEPAIIUN MOXKET ObITb IIPEICTABICHA
CJIEAYIOMNM 06pa3oM (Ta6. 4) [183].

Jo toro kak ponp HCV B passuTun KpUOIIOOYIN-
HEMHMYECKHUX BACKYJIUTOB ObIIA YCTAHOBJICHA, METOOM
BBIOOPA B JIEUEHUH ABJIAIACH UMMYHOCYIIPECCHS, T. €.
CTEPOUIBL, HTUTOCTATUKY U /WIH I1a3MaEPES, 4 B OTCYT-
CTBUE TAKUX CEPbE3HBIX MPOSBICHUI 3200/IEBAHNS, KAK
I'H u Heiiponarys, IPUMEHAIUCDH JTUIIb IPO(MUIAKTUKA
OPTOCTA3a 1 OXJIAKICHUMN, OOICYKPEIUIAIONINE CPEJICTBA,
TUIIOAJUIEPIEHHAS JUETA, HECTEPOUIHBIE IIPOTUBOBOCIIA-
JUTENBHBIE TPEnapaTsl [76]. Ilocieamue Tpe6yioT 0cob0it
OCTOPOKHOCTH B CBA3U C HEPPO- U T'EIATOTOKCUYHOCTBIO.
B nacrosamee spems, korga HCV Briasgerca 8 80-90%
CJIy4aeB MPU «3CCEHLMAIBHON> CMEIIAHHOM KPUOIJIO-
OyIMHEMUH, NIPEACTABIACTCA BO3MOXKHOCTD IIPOBOAUTD

Tabruya 4
IMoXO0/bI K I€YEHH IO KPHOTIOOYTHHEMHIECKOTO
cunapoma (1o A. Monteverde et al., 1996)

Toapnepmrearomras —HMexngorzermpe oxaaknermos
Tepam —MeknroueEme AAMTEAEHOT 0 OpTo-
cTaza

—Mexnroueproe mepeyToMAeETR
— M BTTIITE TR FEIEETAT T p ATITT
—Hecteporpete 1poTHE 0BOCTIAAH-
TEABHER IIPeapiTe
ITpoTeEo EspioEas —Memep dhap opmr
TeparmLa — M\pYTHE TIf OTHEOEFPYCEELS TTHeTa-
paTH
I 3oueyEan oyTT prec o aHTED —HMemp dep o
IR MaggaaTopEr | —Lrmaccmopros
—rrocTaTroo:
— CAZok 0R0PTHKOTINED
—Kornoopor
— Beryrpaeasrmrit roonE o0 s
Brrmosrags ippryas- | —[Laasmadepes
PVEOLLLFE FIUOWTEEELX —rmmoannepreses oreTa
KOMILARKC OF
MpomEopocmansment- | —HeoTeporqueme mpoTsE spocmante-
HAA TepaIDLA TenEBHEE Tpemap aTH
— IABok 0RO P THKOTINED
—Kornoopm

3TUOTPOIHYIO TEPAIUIO MHOT'UM U3 9TUX OONbHBIX [18].
Hurepdepon (IFN) cramm npuMeHaTs ¢ 1987 1. [32] ai
JIEYCHM MALUEHTOB, HE OTBETUBIINX HA TEPAIIMIO ITIIOKO-
KOPTUKOW/IAMH U IIUTOCTATUKAMH, YTO ITO3BOJIIIO IOCTUYb
MIOJIOKUTENBHOTO A(P(PEKTA B OTHOMIECHUN KIMHUYCCKUX
CHUMIITOMOB U J1JA00PaTOPHBIX ITOKa3aresnei. IFN nepsoHa-
Ya/IbHO IIPUMEHAICA B CBA3U C €I'0 AHTUNIPOIU(EPATUB-
HBIM BO3/ICHICTBUEM HA MOHOKJIOHAIBHBIE B-TUM(OITUTHI,
OTBETCTBEHHBIE 31 MIPOAYKIUIO KPUOTTIOOYIUHOB [177].
BO3MOXHO, UT'PAET POJIb ETO UMMYHOMO/YTUPYIONNN
3 EKT, XOTH 710 HACTOSIIECIO BDEMEHH HE BIIOJIHE SICHO, /IO
KAKO¥ CTENIEHU U I10 KAKOMY MEXAHU3MY OH MOJKET CHIKATD
YPOBEHD IUPKYIUPYIOMUX KPUOIVIOOYIUHOB. B 0OOBIYHO
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MIPUMEHIEMBIX JI03aX MTPEMapaT 067a/aeT ITTABHBIM 00pa-
30M IIPOTUBOBUPYCHBIM JIEUCTBUEM [84].

O6b1uHO IFN mpuMeHsieTcst B 103€ 3—6 MJIH €JUHUIL
MOJIKOXKHO TPH Pa32 B HEJIEIO B TeUEHUE O—12 MECSIIEB.
[Tpenapar addexruseH y 0oabHbIx ¢ HCV-accounnposan-
HBIMU KPUOIVIOOYIMHEMUAMH [ 19]. OJHAKO ITOC/IE TPEKPA-
MIEHMA JICYCHHUs HEPEAKO PA3BUBAIOTC OOOCTPEHMS, JAKE
TIOCTIE IEPBOHAYATLHOM CepoKOHBepCHn [67]. Bo3Hukaet
HEOOXO/TUMOCTb B JTUTEIBHOM JecueHnH [190].

Tepanusa MOXET OCIOKHATLCA OOPA30BAHUEM HE-
TPpAIU3YIOMUX aHTuTes! K IFN, 4TO NpUBOJUT K BOZHUK-
HOBEHMIO PEIUANBOB YK€ B XOJI€ JIEUEHUA [23]. V TAKUX
GONBHBIX MOJKET OBITh OMPAB/aHA 3AMEHA TIperaparta
Ha uHTepdepoH apyroro tuna [78]. Ho 1o Hacrodiero
BPEMEHU HET JAHHBIX O TOM, YTO O4uH noarun IFN nmeer
MIPEUMYIIECTBA 10 CPABHEHUIO C APYIUMMU [P JIEYCHUN
HCV-acconunpoBaHHbIX ITIOMEPYJIOHE(PPUTOB U BACKY-
JIMTOB. IPyroy oaxo[ K CHIDKEHHIO YaCTOTB OOOCTPEHUHA
[IPU TEPAITUN HUZKUMHU JJO3aMU [FN — IIOBBIIEHUE 03B 10
10 MJIH eIMHUIL €5KEJJHEBHO B TEUEHUE 2 HEIEIb C MOCIIE-
JYIOIIMM [IEPEXO/IOM Ha BBeZeHue 10 MIIH eIMHULL Yepes
JIEHDb B T€UeHUE 6 HEJIeNb — ObUT TPEVIOXKEH JUTsl ICUCHHS
MIITH [27].

Cnenyer UMeTb B BUly NOOOUYHbIE 3(D(DEKTH IEUEHHS, B
pane ciyyaes npumenenue IFN npuBouT K 000CTPEHUIO
Backy/nTa [180] i ke unynupyer ero [196). Umerorcs
JAHHBIE MHOI'OLIEHTPOBOI'O KOHTPOJIMPOBAHHOI'O UCCIIENO-
BAHUA, KOTOPOE HE BBLABUIO PA3MNUUIL B 3(P(HEKTUBHOCTU
pedmazakopra u IFN mpu KpuorioOyIMHEMUYECKOM CHH-
Jpome, HO TOKCrIeCKue 3(p@eKrel IFN orMedeHbl ObUId B
25% ciygaes [200].

Jpyrue nogxoasl Kk 6osee 3(pheKTUBHOMY JIEUEHUIO
KPUOIVIOOYIMHEMUYECKOI'O CUHPOMA IIPU BUPYCHOM
renarure C, B ToM umncie u npu MIITH, BRIIOYAIOT B ce04
no6asnenve K [FN puGasepuna [3, 39, 87, 169]. Henasuo
6bUIO NTOKA3aHO, YTO koM6uHanus IFN ¢ pubasepruHoM
CHITDKAET 9aCTOTY OOOCTPEHUI U YBETUUYUBAET KOIHUYE-
CTBO JUIUTENbHBIX peMuccuii (40-70%) 1o CpaBHEHUIO C
monorepanuei [FN (0-23%) y OOJIBHBIX ¢ XPOHUYECKUM
rernatuToM C. BO3MOKHO TaKXKe TPUMEHATh KOMOMHAIIHIO
IFN € MHIOMETAITMHOM WJIN KeTOnpodeHoM [217].

HMmerorcs coobieHns 06 yCIenHOM IPUMEHEHUHN PU-
TYKCHUMa6a (IIPenapaTa MOHOKIOHAIbHBIX XUMEPUYECKAX
AHTUTEJ, CBA3BIBAIONINX ITOBEPXHOCTHBIN aHTHUreH CD20
B-xnerox) npu KI'B, BTOM 4nciie B CIydaix, peppaKTepPHBIX
KkTepanuu [FN, a Takke K KOMOMHAIINN TPEAHU30I0HA, ITU-
riodochamua u mrazmapepesa [93, 94|, Vimeercs Taxxke
OIIMCAHUE CJIYYas YCIIECITHOIO IPUMEHEHHA KIAAPUONHA Y
6OJIBHOTO C «dCCEHITUANBHON» CMEIAaHHON KPUOTTIO6YITH-
HEMHUEH U IIOTTMOPTaHHBIM IOPLKEHUEM, paHEE 6E3YCIIE-
HO JIEYEHHOI'O KOPTUKOCTEPOUAAMU U AIKWIHPYIOIIUMA
arenTami [158], u prygapabuna y 60IbHBIX C KPUOITIOOY-
muHemudecknMm [H [208].

OjHaKO OOJBITMHCTBO daBTOPOB MOJIATAIOT, YTO MPH
6bIcTpoIIporpeccupyomeM rinomepynonedpure (BIITH)
u ,I[pYI‘I/IX TSAKCJIBIX BAPUAHTAX ITOPAKCHUA ITOYCK, CCH-
CO-MOTOPHOI HEUPOIATHH, 4 TAKKE IPU TEHEPATU3OBAH-
HBIX aKTUBHBIX BACKYJINUTAX UMMYHOCYIIPECCHUS OCTAETCA
HO-TIPEKHEMY METOZIOM BBIOOPA [40, 95], mprueM nocie
Kypca CTEPOMIOB U IUTOCTATUKOB MOIYT IIPUMEHATHCA
34TeM IIPOTUBOBUPYCHBIE NIPETIAPATEL [87].

[To MHEHHIO HEKOTOPBIX ABTOPOB, IPAKTUKA [IPU-
MEHEHUS INIIOKOKOPTUKOUJOB JO IOCIEHETO BPEMEHU

6bU1a 130bITOUHA. OHU 3(P(EKTUBHBI B OTHOUIEHUU KY-
NIPOBAHUA IIYPIIYPLL U APTPAITUNA, OAHAKO HE BIUAIOT
Ha [IPOI'PECCUPOBAHUE 320601€BaHuA [84]. Bmecte ¢ TeM
HUMEIOTCA JAaHHBIE 00 3(PPEKTUBHOCTU JE(PIA3AKOPTA U
NIPEJHU30HA, KOTOPBIEC CHIDKAIOT KPUOKPUT U ITO3BOJIAIOT
KOHTPOIUPOBATH OOJBIINHCTBO CUMITOMOB KPHOITIO6Y-
JIMHEMUYECKOTO CHHAPOMA [2306]. HU3Kve U CpejIHuUE 035
(0,1-0,3 MI/Kr/CyT) IPUMEHAIOTCA I JICUEHUA ITYPITYPhI 1
apTparuii, 6onee BbIcokue 103bl (0,5—1,5 Mr/Kr/cyr) — npu
MOPAKEHNY IIOYEK, HEUPOIIATUH, AI3BAX KOXKH, CEPO3UTAX.
BHyTpHUBEHHBIC MYIbCHI METWIIIPEAHU3ONOHA B 103€ 1
I'/CYT B TEYCHUE 3 JHEH C MOCIEAYIOMNM IPUMEHEHNUEM
HU3KUX JI03 NPESHU30I0HA C YCIEXOM IIPUMEHAIOTCA B
3KCTPEHHBIX CUTYAlAX TPy 06ocTpennn I'H 1 BackynuTa
[84]. Heo6x0A1MMO IOMHUTD O TOOOYHBIX 3(P(HEKTAX U BO3-
MOKHOCTH YBEJIMYEHUA BUPYCHON HATPY3KH Y AITUEHTOB
cHCV.

Konxunun npuMEeHsIICS VI T€YECHIA AaYTOMMMYHHBIX
3260J1€BAaHUN U JIEUKOIIUTOKIACTUYECKUX BACKYIUTOB
[201]. UmeroTcs coobmenus 06 3(PHEKTUBHOM IIPUME-
HEHUU 3TOTO NPENAPaTa IPU KPUOITIOOYIMHEMUYECKOM
CUHZIPOME, JIEUEHUE KOJIXUIIMHOM B J103€ 1 MI'/Kr/CcyT
[IO3BOJIMJIO VIYYIIUTD KIMHUYECKUE U JT1a0OPATOPHLIE
nokazarenu [132, 185].

LIUTOCTATUKHA UHIUOUPYIOT MPOAYKIIMIO HMMYHO-
IJIOOYIMHOB 61aro/japs BO3IEUCTBUIO Ha B-1MpOLUTHL
Panee Taxoke UMENACh TEHAEHUIMA K UX U30BITOYHOMY
IIPUMEHEHUIO BMECTE C IVIIOKOKOPTUKOULAMU. OOBIYHO
HCIOJb3yeTCsA TUKIOPOoCchaMuz (1-3 MI/Kr/CyT BHYTPD),
X10paMOyLuI U azatuonpu [193]. Beiasinenue CBa3u
Mexny HCV-ungpexnuein 1 Kpuornoo6yJInHEMUIECKAIM
CHUH/IPOMOM TPEGYET MEPEOLICHKHU IIOTPEOHOCTH B IIPU-
MEHEHUM [JUTOCTATUKOB, IIOCKOJIbKY X MMMYHOCYIIPEC-
CHUBHOE JICHICTBUE TEOPETUUECKU MOKET CIIOCOOCTBOBATD
Pa3BUTHIO OCTIOKHEHUI U IIPOIPECCUPOBAHUIO OCHOBHOI'O
32601eBAHNS. [TUTOCTATUKY MIOKA3aHbBI B OCOOO0 TIKEIBIX
CIY4asIX, BO3MO’KHO B KOMOMHAIINH C I1azMapepesoM [84],
BTOM ynciie npu MIITTH [92].

LIMKIOCTIOPHH B JIO3€ 2,5 MI'/KT/CyT O1aTONPUSATHO BO3-
JENCTBYET Ha IYPIYPY, HEMPOIATUIO, KPUOKPHUT, (DYHKIUIO
[ICYEHU U YMEHBIIACT B-KIeTOYHYIO MH(UIBIPALIUIO KOCT-
HOTI'O MO3T'd B HEKOTOPBIX Cydaax HCV-acConumMpoOBaHHON
CMENIAHHON KpUOINIO6yIuHeMUH 11 THIIA, HEUYBCTBUTEIb-
HBIX K CTAaHIaPTHOI Tepanuwn [FN [26].

[Tnazmadepes yCrnenmHo IPUMEHAICA KaK CaMOCTOs-
TEJIBHO, TAK U B KOMOMHALIMY C LIUTOCTATUKAMU U IVIIO-
KOKOpTHKOHAAMH [80], B TOM YUC/IE U Y TALIUEHTOB, HE
YyBCTBUTEJIBHBIX K KOPTUKOCTEPOMIHON Tepanuu [112].
MexaHu3MbI IENCTBUA TUIa3MadePe3a HE BIIOJHE ACHDI,
OJIHAKO IMOCTYJIMPYETCS, YTO IU1a3MadepPe3 PUBOAUT K
OBICTPOM PEAYKIINN YPOBHSA LIUPKYIUPYIOUINX UMMYHHBIX
KOMIUIEKCOB ¥ MEIUATOPOB BOCHAJICHUA, KAYECTBEHHO
MOJU(PULIIPYET UMMYHHBIE KOMIUICKCHI U BIUACT Had UX
PaCTBOPUMOCTD, BOCCTAHABINUBACT (DYHKLIMIO PETUKY/IOIH-
JOTENNANBHON CUCTEMBI [232]. OCHOBHBIMU ITOKA3AHUAMUA
KIIPUMEHEHUIO IU1a3Madepesa aBIAI0TCA 'TMIIEPBUCKO3HBIA
cunzipoM, BITTH 1 BBIpaKEHHOCTD CEHCOMOTOPHOI HEMPO-
aTUX. IMMYHOCYIIPECCAHTDL, KAK IIPABIIIO HUKIOMOCHha-
MU, JOOAB/LAIOTCA IJL IIPEAYIIPEAKICHUA TOCTADEPESHOIO
CHH/IPOMA «PHUKOIIETA». FIMEIOTCA JAHHBIE 00 YCIIEIHOM
NIPUMEHEHNH KOMOMHAIIUN BEICOKUX 103 BHYTPUBEHHOI'O
MMMYHOIJTIOOY/IMHA U I1a3Madepesa pu A3BaX KOXKU U
KpUOTTIOOYIMHEMUYECKON HerpomaTuu [199].
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E.B. 3axaposa

ANCA-accCOMHPOBAHHBIEC BACKYIUTBI:
IIATOT€HE3 H KIMHHUKA

ANCA ABJIAI0TCA CIELU(PUYHBIMY AHTUTEIAMY K QHTH-
T'€HAM LIUTOIUIA3MBI, COACP/KAIMMCS B IPAHY/IAX HEHTPO-
unoB u nMu30coMax MOHOIUTOB. ANCA NpeCTaBISIOT
COOOM IeTEPOIEHHYIO IPYIIITY AYTOAHTUTEIL, KOTOPBIE MOLYT
OBITb OIIPEE/ICHBI HEIPSMBIM UMMYHO]DIIOOPECLIEHTHBIM
TECTOM U 3H3UM-CBA3AHHBIM IMMYHOCOPOEHTHBIM METO-
Jom [25]. Ilpu uccnefoBaHuN KIMMYHODIIOOPECLIEHTHBIM
METOZIOM B I'DAHY/JIOLATAX PA3IMYAIOT [BA TUIIA (HIII0OPEC-
HeHuuu: kaccudeckuii — CANCA, CUMTAIONUICS BBICO-
xocrenuduuHbM 1 I'B, u nepunyxieapHbiil — pANCA,
KOTOpPBIM OOBIYHO HabmoAaeTca npu MITA, HO MOXeT
TAKKE OIIPEAEIATHCA IIPU PA3IUYHBIX IPYITUX, BOCHOBHOM
AYTOMMMYHHBIX COCTOSIHUAX, TAKNX, KaK CKB, PA, nypriypa
Menmann-Tenoxa, ciuapoM Penty 1 XPOHUYECKUE BOC-
MAJIUTEbHBIE 3260JIEBAHNA KAIIEYHUKA. MOXKXHO OOHApY-
KUTb ANCA B CBIBOPOTKE GOJIBHBIX HEKOTOPBIMU UH(EK-
IIMOHHBIMU 60ne3HAMU (BUY, 3HI0KapUT, MTHEBMOHUS,
TENATUT, AaMEOUA3), A TAKKE IIPU PALE OHKOTOIMYECKUX
320071€BaHNI (TUITEPHE(PPOMA, HEXO/PKKIHCKASA TNM(POMA,
MUEJIOAMUCILIA3NA) [74].

DH3UM-CBA3AHHBIN METOJ, UCTIONB3YETCA I JAJIbHEN -
IIETO ONPEAEICHNA CIIELU(PUYHOCTH AHTUT EHOB-MUIICHEN
ANCA, manpumep nporennassl 3 (PR-3), Muenonepo-
Kkcnassl (MPO) U TaKMX MEHEE 3HAYMMBIX aHTUTECHOB-MU-
LICHEH, KAK KATETICHH, JIAKTO(DEPPHH, JTU30LHM, 314CTa32
JIEUKOIIMTOB YEJIOBEKA M OAKTEPUIM/THBII, TIOBBIIAIOMIUIH
IIPOHUIIAEMOCTb NIPOTEUH [213]. BbUIO GBI OMNOKON CTa-
BUTb 3HAK PABEHCTBA MEX]Y IIOJIOXUTEIbHBIM TECTOM
Ha ANCA u auarHo3om AAB, He TPOM3BO/A JAIBHEUIINX
CEPOJIOTNYECKUX U TUCTOTIOTUYECKUX UCCITENOBAHII [210).
Crier(prUIHOCTD SH3UM-CBA3AHHOTO METO/IA ONIPE/ICTICHIA
LA CHCTEMHBIX HEKPOTU3UPYIOIUX BACKYJIUTOB COCTABIIA-
€1 97% [117], a mMMyHO(IIOOPECLIEHTHOIO METOAA — 90%.
B nacrosmee BpeMsa pEKOMEH/IYETCS UCIIOAb30BATh 06€
METOZIMKH JUI YMEHBUICHUA KOJTMYECTBA JIOXKHOIIONOKHU-
TEJIbHBIX PE3YIBIATOB [221].

CymeCcTBYET JBE OCHOBHBIE TUIIOTE3BL, OObACHAIOIINE
posb ANCA B pa3BUTHH BACKYIUTOB. [Ipeonaraercs, uro
AHTHUTEIA UMEIOT MATOTCHETUYECKOE 3HAYECHUE, XOTA ITO
JIO HACTOAIIETO BPEMEHU HE JJOKA3aHO. COIVIACHO IEPBOIT
THUITOTE3E, BBICBOOOKIEHNE AHTUTEHHBIX MUIIeHEe ANCA
— PR-3 u MPO — u3 rpanys HERTPODPUIOB WIN JIU30COM
MOHOLIUTOB BEJET K CBAZBIBAHUIO ITUX AHTUT'CHOB C COCY-
JUCTOM CTEHKOU M O6PA30BAHNIO UMMYHHBIX KOMIUIEKCOB
in situ. ITOATBEPKAECHUEM 3TOM I'MIIOTE3BI CIIYKUT MAIOE
KOJIMYECTBO JIENIO3UTOB UMMYHOITIOOYJIMHOB M KOMILIE-
MeHTa npu ANCA-aCcCOIMUPOBAHHBIX BACKYINUTAX. VMe-
I0TCA TAKKE coObmenua 06 aKcnpeccuu PR-3 kierkamu
SHAOTENNA, TYOYIAPHOI'O U JIETOYHOIO AnuTenus 1451 n o
MOBBIIEHNN YPOBHA PR-3 B UPKy/IAIMN y 601bHBIX AAB
[192]. Ocraerca neacHbM, toueMy ANCA He ONIpeenaoTCsa
B IIOBPEK/JCHHBIX YYACTKAX. YTO KaCcaeTCs UMMYHHBIX KOM-
IUIEKCOB, TO, BO3MOKHO, UMMYHOITIOOY/IMHBI 1 KOMIUIEMEHT
IIPUCYTCTBYIOT HA PAHHUX, HO HE HA MO3JHUX CTAAUAX
BOCIIAJICHUA U HA CTAQUU TMCTOJIOTMYECCKUX M3MCHEHUN
YK€ HE OIIPEEIAIOTCA.

Jpyras rurnores3a OCHOBaHA HA TOM, 4TO ANCA BOBJIE-
YEHBI B IIATOI'€HE3 BACKY/JIMTOB, HEIIOCPE/ICTBEHHO B3aU-
MOJEHUCTBYS C HENTPO(PUIAMU, KOTOPBIE 32TEM HAUNHAIOT
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MIOBPEXAATh KIETKU IHAOTENNA [25]. MOIIHBIN XEMOAT-
TPaKTaHT HEUTPODUIOB, UHTEPICHKIH-8, UHIYLUPYETCA
IIPU UHKYOALIMHU SHAOTENATIBHBIX KIETOK C AHTUTEIAMU K
PR-3 [176]. BbUIO TIOKA32aHO TAKKE, UTO I[UPKYIUPYIOIINE
ANCA, TaK K€ KaK U aHTUTENA K 3H/IOTETUAIbHBIM KIIETKAM,
MOT'YT HEIIOCPEACTBEHHO AKTUBHUPOBATb SHAOTEINAIIb-
HBIE KJIETKH, YTO NPUBOJUT K SKCIPECCUU CENEKTUHA-E
u uHTepekuHa-6 [189]. ITo HekoTOpbIM AaHHBIM ANCA
MOI'YT YCWINBATD ANIONTO3 HEUTPOMPHUIIOB, YTO MOXKET
BECTU K BTOPUYHOMY HEKPO3Y KIETOK [145]. Kpome Toro,
ObUIO OOHAPYKEHO MOBBIIEHUE IKCIIPECCUU MAPKEPOB
AKTUBALUU T-KIE€TOK Y GONBHBIX C AAB BHE 3aBUCHMOCTH
OT (pa3bl 33601€BAHU U IIPOBOAUMON IMMYHOCYIIPECCUH,
4TO TPEOYET JAIbHEHIIETO N3ydeHus [45].

Joxennert u QanbK, Briepsbie onucasire pPANCA y
MALUEHTOB ¢ HEKPOTUZUPYIOLIUM ITIOMEPYIOHE(MPPUTOM
U MHUKPOCKOIIMYECKHUM IIOJUAHIMUTOM U UACHTU(DU-
LMPOBABIINE AHTUT'CH KAK MHUEIOIEPOKCHUA3Y, CYMMHU-
pOBaNU CBOM B3IIAABI HA POsib ANCA B ImaTOreHese u Ha
JOKAa3aTENbCTBA UX IAaTOT€HHOCTHU. JJOKA3aTENbCTBAMU
ABJIAIOTCA 4acToe O6HapyKeHUe ANCA B CBIBOPOTKE GOJIb-
HBIX C BACKY/JIUTAMU U HEKPOTUSUPYIOMNM IIOTYIYHHBIM
IJIOMEPYAOHEDPUTOM, 3DPEKTUBHOCTD JICYCHUA UMMY-
HOCYIIPECCAHTAMU IIPU ITUX 3400IE€BAHMAX, MX «MAJIOUM-
MYHHA» IPUPOJA, A TAKKE MHAYKIINA ANCA 1 BACKY/IUTOB
HEKOTOPBIMU JIEKAPCTBEHHBIMU IIPENAPATAMU, TAKUMU, KAK
IPONWITHOYPALWI Y THAPAIA3UH (CUMIITOMBI OONE3HU U
ANCA MOIyT HCY€3aTh IIOC/IE OTMEHBI IIPENapaTa). Takum
006PaA30M, UMEIOTCA 3HAYUTE/IbHBIC CBU/ICTE/IBCTBA B IIO/Ib3Y
ponu ANCA B natorenese 3a6onesanus [139, 140].

Kax yxe ynnomuHanocs soiie, ANCA MOTYT BBIABIATBCA
HE TOJIbKO IIPY BACKY/IUTaX. X OOHAPYKUBAIN B CLIBOPOT-
Ke GONIBHBIX C I3BECHHBIM KOJIUTOM U 6071€3HbI0 KpoHa, a
TAKXE Y 37I0POBBIX POJICTBEHHUKOB 3TUX OOJIBHBIX [175] 1
B CBIBOPOTKE OOJIBHBIX C OAKTEPHUATBHBIM SHIOKAP/IUTOM
[44], peuuauBupyomum nonuxoxaputoM, PA u CKB [90].
OnpesieIEeHHYIO Pojb B MHAYKIMK 06pazoBanyst ANCA u
[IATOI'€HE3E BACKYIUTOB MOI'YT UI'PATh JIEKAPCTBA: IOMUMO
BBIICYIIOMSAHYTBIX IIPOIMMITHOYPALIAIA U THAPAIA3UHA,
YK43bIBAIOT HA BO3MOXKXHOE BO3ACHUCTBUE IEHULIAITIAMU-
H4, AJUIONYPHUHOJIA U CyIb(PACANTA3UHA, AaHTUONOTUKOB,
AHTUKOHBY/IbCAHTOB, HAPKOTHKOB U IP. [43]. Onucano He-
CKOJIBKO Ciy4daeB BbIABneHUs ANCA IIpH XONeCTEPUHOBON
MO0 [64], TOCTCTPEITOKOKKOBOM ITTOMEPYIOHEDPUTE
1 TPOMOOAIMOOINH JIETOYHOU apTepuu [37].

K Backynuram, npu JUArHOCTUKE KOTOPHIX ANCA
HMMEIOT PEUIAIOMICE 3HAYCHUE, OTHOCATCA I'PAHYIEMATO3
Berenepa (I'B), MUKpOCKONIMYECKUI TONMAAHIuUT (MIIA)
n cunapom Yapra—Crpocc (UYCC), Bce OHU ABIAIOTCA Ba-
CKYJIMTAMH MEJIKUX COCY/IOB. VX XapaKTEPU3YET TLKENIOE
TEYEHUE, BLICOKASL BEPOATHOCTD JIETAIBHBIX UCXO/I0B, Ya-
CTOE BOBJICYCHHUE JIETKUX, BEPXHUX /IbIXATE/IbHBIX ITyTEH U
nouek [70]. 11 HUX XapaKTePHO OTCYTCTBUE MMMYHHBIX
JENO3UTOB M OTPEOICHUA KOMILIEMEHTA, 9TO M ITOPOAUIIO
TEPMUH «MaJIONMMYHHBIE», XOTA 3TO HE O3HAYAET OTCYT-
CTBUSI UIMMYHOJIOTHYECKUX PACCTPOHCTB B ITATOI'CHESE.
[1py1 AMATHOCTUKE BAKHO UMETH B BUAY, 4TO ANCA MOTyT
IIPUCYTCTBOBATD IIPU ITUX 3200JICBAHUAX HE OCTOSHHO
U TP JIIOOOM M3 HUX MOT'YT OOHAPYKUBATHCA KaK CANCA,
Tak 1 pANCA. JupepeHnnanbaas JUarnHoCTUKA C Apy-
T'MMHU BACKYJIUTAMU U 3200JIEBAHUAMU HEBACKYJIUTHOM
IIPUPOABL (B IIEPBYIO OYEPEb NH(MEKIUAMU) HEPEAKO
NIPEJCTABIAET 3HAUYUTENbHBIE TPYAHOCTH [71]. Knunu-
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YECKOE U MATOTEHETUYECKOE CXOCTBO Mexkay MITA n I'B
TAKOBO, YTO BHEIIOUEYHOE I'PAHYIEMATOZHOE BOCIIAICHUE
MOJKET OBbITb €AMHCTBEHHBIM IIPU3HAKOM, TIO3BOJIAIOIUM
UX PA3INYUTD. [PaHyneMbl MOI'YT ObITh HE OOHAPYKEHBI
NIpY OMOIICHH, TAK KAK OUOIICHUITHOE UCCIIEJOBAHNIE MOKET
OI'PAHMYMBATBHCA TOJIBKO IIOYKAMH, YTO BEJECT K HEAJCK-
BATHOM JUATHOCTUKE MUKPOCKOIIMYECKOTO ITOIMAHTUUTA
[25]. CXOACTBO KIMHUYECKUX MTPOSBICHUI OTPAKACTCA 1
B IIEPEKPECTHBIX pe3ynsrarax uccnenopanuit ANCA. Tak,
HapUMep, y 60IbIION I'PYIIIBI OOIBHBIX C THCTOJIOTMYECKU
JOKA3aHHBIM MUKPOCKOIIMYECKHAM IOJTMAHIMUTOM BbISAB-
JIUTACH KaK aHTuTena K MPO, Tak 1 anTuTena K PR-3 [81].

I'panynremamo3 Bezenepa (I'B)

I'B xapakrepusyeTcst OfHOBPEMEHHBIM IIPUCYTCTBUEM
BACKYJINTA U TPAHYJIEM. B Iepruoy; pa3sBepHyTON KIMHAYC-
CKOM KAPTHUHBI OTMEYAIOTCS KIMHUKO-TIATONOIMYECKUAE
YEPTHI TPAHYIEMATO3HOTIO BOCHANIEHHUA PECITUPATOPHOTO
TPAKTA, IJIOMEPYIOHEMPPUTA U HEKPOTUIUPYIOLIETO Ba-
CKYJINTA MEJIKUX U CpeiHNX cocynoB (IB-tpuana) [97]. Kak
CAMOCTOATE/IBHYIO HO30JIOTMYECKYIO €JUHHULLY 3TO 3260J1€-
BAHME BbIe/II Berenep [239], XOT4 BIIEPBbIE OHO OIIMCAHO
B 1933 1. KnMHrepoM Kak aTUIUYHAA (POPMA Y3EIKOBOTO
nepuaprepunta [25, 97]. UMeercsa TeCcHas CBA3b MEXIY
I'B u PR-3 ANCA [124]. ITarorenes 3a601€BaHus ACEH HE
JO KOHIIA, HO BEJYIIECH ABACTCA KOHLENINA a0eppaluu
UMMYHHOI'O orBeta [101]. Ponb renernyeckux pakropos
npu I'B He jjokaszana [126],

[TprunHa passutya ['B HEM3BECTHA, HO, 6E3YCIOBHO,
BAXKHYIO POJIb UT'PAIOT MEXAHU3MbI THIIEPYYBCTBUTEBHO-
CTU. BEpOATHO, IATOIOTMUECKUH ar€HT IPOHUKAET YEPE3
PECIUPATOPHBII TPAKT U BbI3LIBAET BOCIIAIUTEIBHBIN OT-
BET, KOTOPBIH BIIOCJIEACTBAN PACIIPOCTPAHACTCS HA APYTUE
TKaHHU. PAKTOPBI BHEITHEH CPEZIBL, ACCOLIMMPOBAHHBIE C Ay-
TOMMMYHHBIMH COCTOSSHHASIMU BOOOIIE 1 € ['B B UaCTHOCTH,
Pa3HOOOPA3HBI — OT IbIMA U TIAPOB PA3TMYHBIX BEMIECTB JJO
HMHQEKIMOHHBIX ar'eHTOB U JIeKapcTB [101]. KocBeHHBIM
MO/ITBEPKICHUEM UH(EKITMOHHOHN 3THOIOTHH 3200J1€Ba-
HUA ABJLICTCA O0PA30BAHUE IPAHY/IEM. JJaBHO M3BECTHO, UTO
060CTpeHNsA 3400/1EBAHKA MOT'YT ObITb BBI3BAHBI KOHKOMMU-
HAHTHBIMA MH(PEKIUAMU U 9TO I'B OoTBeuaer Ha pedenue
TPUMETOTPUMOM /CYTh(HaMETOKCA30IOM [225, 226]. Hembast
HCKJIIOUNTD, 4TO I'B MHAYIMpYETCa GaAKTEPUAIbHBIMU U
BUPYCHBIMU MH(EKLIUAMH, B TOM YUCIE XAHTABUPYCAMHU
[225], x0T BOIIPOC O TAKOM BO3MOKHOCTH OCTAETCS OT-
KPBITBIM [93)].

MMeroTCa COOBIMEHHUA O POIN 30J0TUCTOTO CTAdn-
JIOKOKKA — XPOHUYECKAS CTAPUIOKOKKOBASI MH(PEKITHUS
paccMaTpuBaeTcs Kak pakrop pucka pazsurtus I'B. Cyme-
PAHTUI'EHBL, IIPOU3BOAHLIE 30JI0TUCTOIO CTA(PMIOKOKKY,
MOI'YT AKTUBUPOBATD MONYIALUN T-KIETOK, BKIIOYAS
AYTOPEAKTUBHBIC KIIOHBL KpOMeE TOr0, KATMOHHBIE IIPOTE-
WHBI CTA(PWIOKOKKA, TAKUE, KaK KUC/IAA (POCPaTa3a, MOTYT
JENCTBOBATH KAK MMIUIAHTUPOBAHHBIE aHTUTE€HBI HA I7IO-
MEPY/IPHOM SMUTETUY, THAYIIUPYS PA3BHUTHC [TIOMEPYIO-
Hedpura [145]. Onucan Taioke caydai pazsutus [By 60ib-
HOI'O C NAPAKOKIUIUOUIOMUKO30M [224] 1 HECKOJIBKUX
GOMBHBIX acriepruuie3oM [181]. O6HAPYXKEHO ObLIO, YTO
podeCcCcru, CBA3aHHBIE C KOHTAKTOM C IIMOM M MEJIKMMU
YACTUIIAMU, B YACTHOCTH, C KDEMHHUEBOY IBUIBIO, y OOJIBHBIX
I'B 60J1e€ 4acTbl, 4eM CPE/IN 3JOPOBBIX JIUL] WX ITALUEHTOB,
CTPAZAIOMMX PEBMATUUECKUMU 3a001eBanuamu [150]. I'B

HAOIOAAJICH TAKKE Y OONBHBIX, IIOJYYABHIINX TEPAIINIO
IIPONIITHOYPALIWIOM B CBSI3U € 601€3HbI0 I'petisca [245],
1y JICYUBIINXCS AJUIOIYPUHOIOM [43)].

Backynut u rnomepynonedpur npu I'B xapaxre-
PHU3YIOTCA CErMEHTAPHBIM (PUOPUHOUJHBIM HEKPO3OM
COCYIMCTON CTEHKU, HEUTPO(PUIBHON M MOHOLIUTAPHOU
MH(QWIBTPALNEN U JIENKOIUTOKIA3UEN. MMMYyHOTHUCTO-
JIOTUYECKHUX JTOKA3ATEIbCTB JIOKAJIMU3AIINN NMMYHHBIX
KOMILIEKCOB B COCYIUCTON CTEHKE WIN AHTUTET K ITIOME-
PYIIpHON 6a3aIbHON MeMOpaHe HeT. [IaToreHes BKIIo-
4yaeT B CeOs PA3INYHBIC MEXAHU3MBL, BEAYIIUE K AAI€3UN
JIEUKOLIMTOB K 3HJOTEIUAIbHBIM KIETKAM, IICHETPALINN
COCYIUCTON CTEHKU U BBICBOOOXKIEHHIO TIOBPEKAIOMNX
(paxTOpOB (ITUTOKUHOB U XeMOKHUHOB). [Ipu I'B onmcans
KaK KOJIMYECTBEHHBIE, TAK ¥ KAYECTBCHHBIEC HAPYLUICHUS
INPOJYKIMH LUTOKUHOB [42]. Y10 Kacaercsa ponu ANCA,
TO NPEIOIArdeTCs HAIMYNE HECKOIDKUX MEXAHU3MOB.
B yCnoBHAX BOCIIAJIEHNS JIEUKOIIUTHI MUTPUPYIOT Yepes
COCYIUCTYIO CTEHKY K O4ary BOCHAJICHUA. DTOT IPOLIECC
HE CONPOBOXAAETCA HEKPO3OM. Ecim ANCA BBI3BIBAIOT
BACKYJIUT, TO aYTOAHTUTENA JOJDKHBL B3AUMOJICHCTBOBATD
C HEUTPO(PUIAMU U MOHOLIUTAMH B LIUPKYJIALIMY, IIPUBOJA
K dKTUBALIMU, MUKPOBACKY/IAPHON AJJI€3UH JICUKOIIUTOB
U NOCJIEAYIOMEMY COCYAUCTOMY BOCIIAJICHUIO M1 HEKPO3Y
[101]. ANCA B codeTanuu C 3K30T€HHBIMU (DAKTOPAMU
MOTYT YCHWJINBATb BOCIAJIMTEIBHBIE IIPOLIECCHI, IPUBO/S
K Pa3BUTHUIO BACKYIUTA U ['H, HO MEXAHU3MBL, JICXKAIINE B
ocHOBe PoAYKINYU ANCA, B 4aCTHOCTH, (PAKTOPBI, OTBET-
CTBEHHBIC 32 OOPA30BAHUE U ITUX AYTOAHTUTEIL, OCTAIOTCSA
HesacHbMu [101].

Brnocnennee Bpems 3HAYNTEILHOE BHUMAHNE YAEIACT-
Cs1 pOJIN AIIOIITO32 B IATOTEHE3E AYTOMMMYHHBIX 32601€-
BaHUH. TaK, OIMCAHO NPUCYTCTBUE AHTUI'€HOB-MUILICHEN
ANCA Ha TOBEPXHOCTH ITOABEPrAIOUINXCA ANIOITO3Y [TOJIN-
MOP(MHO-s/IEPHBIX HEHTPODUIOB [96]. BBUIO TAKKE TOKA-
3aHO, 4TO (PAronuTO3 MAKPO(PAraMu ONCOHU3MPOBAHHBIX
PR-3-ANCA 1 IOIBEPTAIOIUXCA ATIONTO3Y HEUTPOPUIOB
BEJIET K IUCPETY/IALMHI IIPOAYKIMY TPOBOCIATUTENIbHBIX
MenaTopos [180].

Juarnos I'B 6asupyerca Ha HUINYUN IIPU3HAKOB BACKY-
JIUTA B IIPUCYTCTBUM XOTA OBl IBYX M3 UETBHIPEX HIDKEIIEPE-
YHMCJICHHBIX KPUTEPUEB:

1) A3BBI MONOCTH PTA WIN KPOBAHUCTO-THOMHBIE BbI-
JEIEHNA U3 HOCA,

2) HaIMuue MONOCTEN WIN HOAYIAPHBIX U UH(U/Ib-
TPaTUBHBIX OOPA30BAHUI IIPK PEHTIEHOI PAPUH I'PYIHON
KJICTKY;

3) MUKPOreMaTypHs CBBILIE 5 3PUTPOLUTOB B M1OJIE
3PEHMA WIN 3PUTPOLUTAPHBIC LIMINHAPDL;

4) I'UCTOJIOTUYECKUE TIPUBHAKU I'PAHYIEMATO3ZHOI'O
BOCHAIECHUA COCYAUCTON CTEHKU JIMOO IIEPUBACKYIIAPHON
U 3KCTPABACKYJIAPHON 30HBI [152].

JuddepeHINaNbHBII AUATHO3 IPOBOAUTCA C I'PUO-
KOBBIMHY, OAKTEPUAIBHBIMU U MUKOOAKTEPUATBHBIMU
MH(EKIUAMH U IPYTUMU BACKYIUTAMH, TAKUMH, KAK ITyp-
nypa llennaitn—Ienoxa, Capkonzios, CMHApOM bexuera, n
3/I0Ka4€CTBEHHBIMU HOBOOOPA30BaHuAMU [214].

3a00/1€BAHUE MOKET PA3BUBATLCA B JIIOOOM BO3PACTE,
CPEHUNI BO3PACT OOIBHBIX — 40 JIET, My’KIMHBI Y KCHITTHEI
6OJIEIOT OAMHAKOBO 9ACTO. BO MHOIMX CJTy4asx IPaHy/IeMa-
TO3HOE IIOBPEKACHUE BEPXHUX JIbIXATEIbHBIX ITyTEH IIPE/I-
HIECTBYET I'€HEPAINZOBAHHOMY BACKYIUTY. KiIMHMYECKas
KAPTUHA BAPbUPYET OT HE3HAUUTENLHOM JIOP-1tatonorun
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E.B. 3axaposa

B COYETAHUHU C GECCUMIITOMHBIMHU PEHTTEHOIOTMYECKUMU
M3MEHEHMSMU OPI'aHOB I'PY/IHOM KJIETKHU JI0 IPOIPECCUPY-
IONEN TOJIMOPTAHHON HEAOCTATOUHOCTU. KinnHuueckue
YEPTHI BBIXOJAT 31 PAMKU OJHOU JUCITUIUIMHEL, YTO TpE-
OyeT MEKIUCHUIUIMHAPHOIO IOAXO04A K AUATHOCTUKE U
JIEYEHUIO — HEOOXO/IUMO YUACTHE PEBMATONOTOB, JIOP-X11-
PYProB, 0(pTalIbMOJIOIOB, IIyJIbMOHOJIOTOB, HEBPOJIOT'OB,
JepMaTosnoros [115].

Hau6onee 4acTo BCTPEYAIOMUECT CUMITTOMBI CBA3AHbI
C NOPAKEHUEM BEPXHHUX JIbIXATE/IbHBIX MyTEI (OOCTPYK-
LM HOCOBBIX XOJJOB, CEPO3HO-KPOBAHUCTBIC BBIIC/ICHMS,
JgeopManys CEJIOBUHBI HOCA, CUHYCHT), IIOJIOCTH PTa
(A3BEHHBIN CTOMATHUT, TUIEPIIACTUYECKUN I'MHTUBUT),
Tpaxen (CyOITIOTOYHBIN CTEHO3), HAPYKHOI'O U CPEJHETO
yXa (XOHJPUT, CPESHUN OTUT, MaCTOUAUT). Ha BTOpOM
MECTE I10 YACTOTE HAXOATCS NOPAKEHNUA 7143 U OPOUTBI,
TAKNE, KAK KOHBIOHKTUBUT, KEPATUT, CKIEPUT, YBEUT, 00-
CTPYKIMA HA30TAKPUMAILHOI'O TPAKTA, OKKIIO3UA COCYIOB
IJIa3HOT'O JIHA, IIPOTPY3HUA ITIA3HOTO A0JI0KA, TICEBJOTYMO-
posubie n3menenus [20, 146]. BocmannTebHbe U3MCHECHIS
17123, KAK U30JIMPOBAHHDIC, TAK U CONPOBOXKAAIOMIUEC
BITOCJIE/ICTBUM CUCTEMHBIMU ITPOSIBICHUAMH, MOTYT OBITh
HIEPBBIM ITPU3HAKOM 32605eBanws [116]. 1o TpeTr GOIbHBIX
MOTIYT TEPATb 3PEHUE BCICACTBUE TLKEIOIO IOPAKEHUA
17143 [227]. PeCiupaToOpHBIA TPAKT MOPAKAETCA TTOUYTH
y BCEX OOJIBHBIX. JIUMIb CAMbIE OTPAHUYEHHBIE (DOPMBI
MPOTEKAIOT 6€3 BOBJICYCHUS JBIXATEIbHBIX MyTEH [73].
CUMIITOMBI TOPAXKEHUA [bIXATEIBLHBIX ITyTE MOT'YT IIEPBO-
HAY4/IbHO HE COIPOBOXAATHC CUMIITOMAMY CUCTEMHOI'O
BOCIAJIUTENBHOTO 3200/IEBAHNUA, TAKUMH, KAK JIMXOPAJIKA,
C1260CTb, APTPAITUY, IOTEPS BECA, WU IPU3HAKAMU CHU-
CTEMHOI'O BAaCKy/IUTa. [TOpakeHUA 17143 OTMEYAIOTCH, 110
HEKOTOPBIM JIaHHBIM, B 28—58% citydaes [73]. B Hekoro-
PBIX CIy4asx MOI'YT TAKKE Pa3BUBATBC HEPOCECHCOPHAA
TYTOYXOCTb, HIOPAKECHUE CJIIOHHBIX JKEJIE3, JKEITYLOYHO-KHU-
IIEYHOT'O TPAKTA, TOJIOBOKPYKEHUA, TIEPU- U MUOKAPUTEI
(73,99, 165].

ApTrpanruy 0ObIYHO OTMEYAIOTCA IIPU I€HEPAIU3OBAH-
HOH (paze I'B 0HOBPEMEHHO CO C/IAGOCTHIO M IOTEPEL BECA.
JINXOpaziKa BCTPEUYAETCS YACTO U MOKET OBITh CBI34HA KAK
C CaMUM 3200/I€BAHUEM, TAK M C BTOPUYHBIM OAKTEPUAIIb-
HBIM BOCITAJIEHUEM IIPYU BOBJICUEHNH B IIATOTOIMYECKIN
MIPOIECC MAMMOPOBBIX MA3yX. [lepexo Ha4aabHOU (Ha3hl
3200/1EBAHNA B 'EHEPATIM30BAHHYIO HEPEJKO HOCUT (DyJIb-
MUHAHTHBIA XaPaAKTEDP, O YEM CBUAETENbCTBYIOT KOCBEH-
HBIE, HO YI'POXKAIOINE CUMIITOMBI CHCTEMHOI'O BACKY/IUTA.
Hx coueTaHne C1a60paATOPHBIMUA NPU3HAKAMU (YCKOPEHUE
COd, noBbIEHNE YPOBHA C-PEAKTUBHOTO OEIIKA, JIEHKOITH-
TO3, TPOMOOLIUTO3) TPEOYET TIIATEILHOIO OOC/IEJOBAHYSA
narueHTa. PaHHee pacro3HaBaHue OCIOKHEHUH (OBICTPO-
nporpeccupyomnero I'H, 1erouHsIx KpOBOTEUEHUN ) OYEHD
BAKHO, TAK KAK IIPU OTCYTCTBUU JICYCHNA ITU OCTIOKHEHUSA
NIPEICTAB/LIIOT YI'PO3Y UL AKU3HH ALUEHTOB. [ IpU3HAKOM
BACKYJINTA MEJIKUX COCY/IOB SIBJIAETCA CUMITTOM «KPACHBIX
I71a3> BCJIE/ICTBUE SMUCKIEPUTA WIN CKIEPUTA, KOXKHBIN
BACKYJIUT IIPOSIBJLICTCA MYPITYPOH WM HEKPOTUYECKUMU
Y3€IKAMH, OOBIYHO PACIIONATAIOMUMUC HA HIKHUX
KOHEYHOCTAX, U NepupEepUIeCKOn HelponaTuen. Bos-
nedenne [THC BcTpedaeTcs mpu NCCIEA0BAHNUN OOBIINIX
KOT'OPT C 4aCTOTOU 0 10% CIrydaes, y OT/EIbHBIX OOTbHBIX
MOT'YT HAOJIOATbCS TSLKEIIBIE TOPAKEHUS B BUJIE LiEpE-
OPaJIbHOI'O U CIMHAIBLHOIO BACKY/IUTA, IPAHYIEMATO32
TBEP/IOI MO3TOBO 060I0YKH U MeHUHTHUTA [205]. Kparine
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PEOKUM ABJIAETCA NOPAKEHUE CIUZUCTBIX ITOJIOBBIX ITyTEMH
[161] 1 ME3EHTEPUATBHBIX COCYIOB [151].

Haubonee yrpoxalomuM IpOsABIEHUEM ITOPAKEHU
MEJIKHX COCYLOB CYMTAETCS BOBJICUCHUE ITOYEK U JIETKUX.
TTarMenTol C MOPAKEHUEM IIOYCK B LIEJIOM UMEIOT XYAIITUN
IIPOrHO3 110 CPABHEHUIO C TEMH, Y KOT'O UMEETCS MOPAKE-
HHUE TOJILKO JbIXATeIbHbIX ITyTel [13, 170]. brictponpo-
rpeccupytomuii rmmomepynonedpur (bIIT'H) B coueranuu
CJIETOYHBIM KAIIWLLIPUTOM IIPUBOJUT K PA3BUTHIO JIETOU-
HO-TIOYEYHOI'O CUH/POMA, KOTOPBIA KIMHUYECKA MOXKET
OBbITb HEOTIIMYUM OT TAKOBOI'O IIPU APYTUX 3200/ ICBAHUAX
(HanpuMep, npu cuHgpoMe Iyanacuyepa) u Tpedyer Obl-
CTPOI IIOCTAHOBKH IMATHO32 M HEME/UIEHHOTO IIPOBEECHUSA
MIMMYHOCYIIPECCUBHOM TEPAITHH.

Bosrneuenue 1erkux oTMedaeTcs y 45% O60IbHBIX B Jie-
610T€E 3200I€BAHNA U JOCTUT'ACT 87% IPU €TI0 JATbHENIIEM
TEYCHUH. XAPAKTCPHBIMA KIMHUYECKUMHU CUMIITOMAMU
ABJIAIOTCA KAIlleIb, KPOBOXAPKAHBE U IJIEBPUTHI [125].
Onucanbl C1y4and BO3HUKHOBEHUS JIETOUHBIX IPAHYJIEM,
IIPEJIIECTBOBABIINX I'PAHYIEMATO3HOMY OPAKEHUIO
BEPXHUX JbIXATEIbHBIX ITyTel U BbIABICHUIO ANCA [148].

Kakoro-nu6o oHOro 1260paTOPHOTO NPU3HAKA,
JIUATHOCTUYECKHU 3HaYuMOro st I'B, Her. TToMmuMo Kiu-
HUYECKON KAPTUHBI, AKTUBHOCTb 3200JIEBAHUS [JO/LKHA
OLIEHHUBATBHCA C MIOMOIIBIO OCTPO(DA30BBIX IIPU3HAKOB
(CODH, CPB). YacTo OTMEUAETCA IEUKOLIUTO3 C YMEPEHHOI
303UHO(DUINEI, TPOMOOLIUTO3 U HOPMOXPOMHA HOPMO-
uuTapHas anemus. I1py QyabMUHAHTHOM TE€YEHUH 32060-
JIEBAHUA MOXKET BCTPEYATBCSA JICUKEMOUIHASA PEaKys. B
MPOTHUBOIOJIOKHOCTD KOJUTATEHOBBIM COCYJUCTBIM 320071€-
BaHUAM, TaKuM, Kak CKB, mpu I'B He Op1BacT 3HAYHTETHHON
I‘I/IHCpFaMMaFIIO6YHI/IH€MI/II/I, BBICOKHX TUTPOB Q.HTI/IHYKHC-
APHBIX AHTUTEJ, KDUOITIOOYTMHEMUU U CHYDKCHUS YPOBHSA
KOMILIEMEHTA. [IpUMEPHO y MOIOBUHBI OOJIBHBIX MOXKET
NIPUCYTCTBOBATDH PEBMATOU/THBIN (PaKTOP [99)].

Cepomapkepom I'B asnaiorcs CANCA k PR-3. CANCA
BBIABIIAIOTCA Y 90% OONBHBIX F€HEPATTMZOBAHHON (POPMON
I'Buy 55-75% B Ha4aIbHOH (pa3e 3a00/1eBanys1. B iepruob
PEMUCCUY ITPOLICHT UX BBIABICHUA 3HAYUTENBHO HIKE [90)].
Ormeuaercd, 9to v psasia 601bHBIX, ANCA-HETaTHBHBIX B
ne0roTe 32001€BaHNA, B TOcIeayomeM TuTpbl ANCA cTa-
HOBATCA OJIOKUTENBHBIMU [41], B TO 2Ke BpeMsa ANCA MoryT
OBITb IIOJOKUTEIBHBIMHU Y GOJILHBIX € OTPAHUYEHHBIMA
popmamu I'B [174]. OTMEUEHO TAKKE, YTO MOBBIIICHUE
TUTpOoB ANCA NIpeecTByeT 060CTPEHHUIO U MOXKET OIIpE-
JEJLATHCA B CpefHeM 32 49 THEH O KIMHUYECKUX MIPOSB-
naenun obocrpenus. [1osbimenue TuTpoB ANCA moxer
IIOMOUYB B I (HEPEHINANTBHON TUArHOCTUKE OOOCTPEHUN
1 MH(PEKIHUOHHBIX OCIOKHEHNI HUMMYHOCYIIPECCUBHOM
Tepanuu [114], HO BMECTE C TEM HEPEAKO BCTPEYAETCA
1 HECOOTBETCTBUE MEXAY AKTUBHOCTBIO 3400/ICBAHUSA U
turpamu ANCA [191].

JU1s1 BBIABICHUA HA3Q/IbHBIX, CUHYCOUJAIbHBIX, OPOU-
TAJIBHBIX (PETPOOYIBOAPHBIX) U MACTOUIAIBHBIX U3ME-
HEHUH, 4 TAKKE JUIA TUATHOCTUKU LEPEOPOBACKYINTA C
ycnexom npumensercs MPT yepemna [188]. [l BbIABIEHUA
MH(UIBTPATUBHBIX U3MEHEHUN B JIETKUX JOCTATOUYHO
OOBIMHON pEHTIEHOrPaduH [52], OOHAKO Iy OOHAPYKECHUA
MEJIKUX Y3€JIKOB, TMHEUHBIX 3ATEMHCHUN U U3MCHECHUN
IO THITY «MAaTOBOI'O CTEKIA> IIPEAIOYTUTEIbHA KOMIIBIO-
TepHasd Tomorpacdus [5]. CyOIyIOTOUHBIM CTEHO3 TPAXEY,
XapaxkTepHbIi /71 ['B, MOKeT 6bITh MOJTBEPIK/ICH NIPU
JIAPUHIOCKOIIMH, OOBIYHOI PEHTTEHOIPAPUHY, 4 TAKKE
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cnupansHoH KT [57]. ITpr 6GpOHXOCKOINYECKUX UCCIIENO-
BaHUAX BBIAB/IIOTCS S3BEHHBIN OPOHXUT, BOCHIAINTEIb-
HBII TICEBJOTYMOPO3HDII, BOCIIATUTEIbHBIN U PyOLIOBBII
CTEHO3 OPOHXOB, TNPPY3HOE BOCHAICHUE U (DOKATBHBIC
KpOBOTEUYECHUA [57, 212]. BpOHXOANbBEOIAPHBINA JABAK
BA’KEH ITIABHBIM OOPA30M /I NCKIIOYECHHUs BTOPHUYHBIX
nHdexnuit [212]. bonpuioe 3HaYeHUE UMEET OHOIICHS
CJIN3UCTON BEPXHUX JbIXATEIbHBIX IIyTEH, OCOOEHHO B
ANCA-HEraTuBHBIX Cydasx [143].

Bosneuenue novex (IIpOTenHypHs, U3MEHEHNS MOUE-
BOI'O OCA/IK4, CHIDKCHHE IIOYEYHON (DYHKIIN ) OTMEYACTCS
y IOJIOBMHBI OOJIBHBIX C BIIEPBBIC YCTAHOBJICHHBIM JIA-
rHo3oM. B nocreayromem y 50% 60MBbHBIX 6€3 MOYCUHBIX
NIPOSIBJIEHUN TAKOKE PA3BUBAIOTCA KIMHUYECKUE CUMIITOMBI
MIOYEYHOTO NMOBPeXIeHUA [205], B LIEIOM KIMHUYECKUE U
TUCTOJIOIMYECKUE IIPU3HAKN BOBJICYECHHUA TIOYEK UMEIOTCA
npuMepHo y 80—-90% manuenTos ¢ IB [36, 73, 113]. [Topa-
JKeHHE ITOYEK XapakTepusyerca passurreM BIITH, mpuaem
NIPOTEUHYPUSA OOBIYHO HE JOCTUTAET HEPPOTUIECKOTO
YPOBHS, OTMEUAETCS MUKPOI'EMATYPHA U OBICTPOE CHIDKE-
HUe (PYHKUINU ITOYEK [73, 125]. TepmunanpHas cragua XITH
pazsuBaercs y 11-32% 60mpHbIX [12, 36, 125, 240).

[WMCTONMOrNYECKU XapAKTEPHBIM J/11 IOPAKCHUA IIOYEK
npu I'B ABIA€TCA HEKPOTU3UPYIOIUH ITIOMEPYIOHE(DPUT
C AKCTPAKATWUIIPHON posudeparyeit. HauanpHas ¢aza
IIPOLIECCA XAPAKTEPUBYETC OTEKOM IHAOTEIUA C UH-
(punsrpanmen noMMMOpP(HO-A4EPHBIMHU I'DAHYIOLIUTAMY,
34TEM PA3BUBACTCA (PUOPUHOMIHBIN HEKPO3 KAITW/ULIPHON
CTEHKU U UHTPAKAIIWUIAPHBIE TPOMOO3BL. POPMUPYIOTCA
TTOJTYJIYHMS, UTO BEJeT K ACCTPYKIIMN BOyMEHOBOM KAIICYIIbI
1 PA3BUTHIO [IEPUITIOMEPYIIAPHOIO BoCHaneHus. Hepenko
06pa3yIOTCs I'PaHy/IeMBbI (IICEBJOTPAHYIEMBI). BO MHOTHX
CIIY4asAX IPOUCXOANT UH(PWIBTPALVA UHTEPCTULIAS JIM-
(pouTaMu, MOHOLIUTAMY, IUIA3MATHICCKUMU KIICTKAMU U
HOIUMOP(PHO-AAECPHBIMU JICUKOLIMTAMU. [ DaHyIeMbl vaie
00pPa3yIoTCA B MHTEPCTULIAN. MIHOIA B MEJIKMX APTEPHAX
HMHTEPCTUIMA UMEETCA HEKPOTU3UPYIOMINI BACKYJIUT, A B
JAJIEKO 3AMEIINX CTAJUAX — CKIEPO3 MEIKUX APTEPUIL
[TomyayHMs TIPUOOPETAIOT IMTOOATBHBIN (PUOPO3HBII Xa-
PAKTEP, NN Pa3BUBACTCA AUDPY3HBIN HEPPOCKIEPO3.
MMMyHO(IIOOPECLICHTHBIE UCCIEAOBAHNA, KAK IIPABUIIO,
HE BBbIAB/IAIOT HAUIMYMA UMMYHHBIX JCIIO3UTOB BOMb Ka-
NWUIPHON CTEHKN. HOT/IA BUHEL AeTTO3UThI IgM 11 C3, B
OCHOBHOM B BOYMEHOBOM IIPOCTPAHCTBE, HO TUIIHYHOI'O
I'PAHY/IIPHOI'O WIN JIMHEHHOI'O CBEYECHUS HE OTMEYACTCSL.
Taxue ruCTONIOrNYeCKUEe U3MEHEHNS ONUCHIBAIOTCA KAK
«ManoONMMYyHHBIE» [90, 138]. Cradast UMMyHODIIOOPECTICH-
LIUSI MOKET OOHAPYKUBATBCA Y 14—18% OOBbHBIX B PAMKAX
«MaJIOUMMYHHOI'0» IoMepynoHedgpura [142, 209]. Jlumb
M3PE/IKA BBIAB/LIOT AU(PPY3HbIE I'PAHYILIPHBIE [JIOMEPY-
JIAPHBIE JETTO3UTHI [238]. B HEKOTOPBIX CIIyYasdX Ha MO3IHUX
CTAANAX 3200J1€BAHNA BBLBIACTCA IgA-nedpponatusa [22].
OdeHb PeIKO OTMEYACTCA UHTEPCTULMAIBHOE I'PAHYJIC-
MaTO3HOE BocnasieHue [138, 140], MOXET OOHAPYKUBATHCS
ITIOMEPYJIOCKIIEPO3 M HHTEPCTUIUAIBHBIN (O3 [238].

buoncua nouky BaxHa g nnogrsepxaeHusa BIITH,
HO NPOIHOCTUYECKAS 3HAYUMOCTD €€ NIPOTUBOPEYUBA.
Hanmune HEKpO3a KIYOOUKOB, ITTOMEPYIOCKIEPO3A U KO-
JIMYECTBO MOMYJIYHUH HE MO3BOJIAIOT IIPEACKA3ATh UCXOL,
o4YevHOoro nporecca [103, 129]. Bmecre ¢ TeM 6uoncus
IIOYKH JAET BAKHYIO HH(POPMALHIO I OLIEHKH AKTUBHO-
CTH BACKY/INTA Y OIIPE/IC/ICHUS TAKTUKY JieueHud [12, 22].

AKTHBHOCTD 3200JI€BAHUA OLIEHUBACTCS HA OCHOBAHUN

nupexca DEI (Desease Extent Index), OCHOBAHHOTO Ha
wiaccudukanyu ELK (a66peBraTypa aHIVIOA3BIUHBIX CJIOB
<YIMU—JIETKUE—TIOUKN») [61]. [TopaKeHHE KAKIOTO 13 Opra-
HOB OLICHUBAECTCA IO IByXOA/UIbHOM IIKAJIE, MAKCUMAILHOE
3HAYEHUE UHICKCA AKTUBHOCTU COCTABIIET 21 O
Kpurepun xnaccupukanuu Backynmutos AKP He
NIPEAHA3HAYEHBI I IOCTAHOBKU JUATHO3ad OT/IE/IbHBIM
MAKMEHTaM U IVIOXO NPUTOAHBI [IA 3TOM 1enu [203]. B
TIOBCETHEBHOU MPaKTHKE I'B TOKEH ObITH 3a110/I03PEH Y
OOBHBIX ¢ HEOOBACHUMBIMUA CUMIITOMAMU CUCTEMHOI'O
BOCHAJIMUTEILHOI'O 3a00ICBAHUA (JIMXOPAJKA, CI1a0O0CTb,
APTPAITUY, IOTEPS BECA), MPU3HAKAMU BACKY/IUTA (HAIPH-
MED, IPOABIEHUAMU KOXKHOT'O BACKY/IUTA) U TOPAKEHUEM
JBIXATCIBHBIX HYTCf/i KaKIIPpU HATUYXUU CUMITTOMOB I'TIOME-
pyJaoHE(PPUTA, TAK U B UX OTCYTCTBUU. B cityuae nopospe-
Hys Ha I'B HEOO6XOAMMO YTOYHUTD HAIMYUE CUMIITOMOB
nopaxeHus JJIOP-opranos, KOTOPBIE IPUCYTCTBYIOT Y 90%
GOJILHBIX, 4 TAKKE JIETOYHBIX MH(PUIEIPATOB, Y3/I0B M U3-
MEHEHUI MOYEBOTO OCA/IKA, TOCKOJIBbKY, ITO KPAMHEN MEDPE,
Y TPETHU NAIIMEHTOB MOKET UMETb MECTO HECCUMIITOMHOE
BOBJIEUECHUE JIETKUX U ITOYeK. Ecsin et Ha ANCA onoxu-
TeJIeH, JuarHo3 B npencrasiaerca BecbMa BepoaTHbIM. He-
06XOIUMO UCCIIEIOBATD CIIEIU(PUIHOCTD aHTUTEN. CHell-
ngnaHocTb CANCA/PR-3-ANCA nocruraer npu I'B 98%.
Jraruo3 JO/mKEH OBITh MOTBEPSK/ICH IAHHBIMU OUOTICHH,
U €CJIA PAHEE B OOJIBUIMHCTBE CJIYUAEB IIPAKTUKOBAIACD
OUOICKA JIETKUX, TO B HACTOAIEE BPEMSA B OOJIBIINHCTBE
LIEHTPOB poBoanTCs 6uorcus JIOP-opranos [102].

Muxpocrkonuueckuii noruwanzuum (MIIA)

MITA — cuCTEMHBINA HEKPOTU3UPYIOMUIT BACKYIINT,
KJIMHUYECKU U TUCTOJIOIMYECKU XAPAKTEPUSBYIOIUNICA
BOBJICUCHUEM MEJIKUX COCYJOB (KAWUIAPOB, BEHYII WX
APTEPUOIN), IPOTEKAIOMNI 6€3 OOPA30BAHNS TPAHYJIEM U
ACCOLIMMPOBAHHBIN C CETMEHTAPHBIM HEKPOTU3UPYIOLIIUM
rnoMepynaonedgpuroM. MITA acconnnposan ¢ pANCA ¢ au-
THUMUEJIONEPOKCHIA3HOH (aHTU-MPO) crieinuuHOCTBIO
[142], 111 aHTUTENA BBIABIAIOTCA IIOUTH Y /5% MALTUEHTOB
[107], XOTS Y HEKOTOPBIX MAITUEHTOB MOT'YT BBIIB/IATHCS U
CANCA, Hantpasiennble Ipotus PR-3. I1aTorenes 3adonesa-
HUSA CXOJIEH C MaTorene3om I'B.

3a6osieBaHue ObUIO BIIEPBBIC OMUCAHO KAK 0COOas
(popma Y3EJIKOBOI'O OJIMAPTEPUNTA, IIPOTEKAIONIAsSl C HE-
KPOTHU3UPYIOIINM ITIOMepyaoHeppuToM, B 1948 1.[59]. B
HOCJIEAYIOMEM ACTAIBHOE U3YYECHUE KIMHUYECKUX, MOP-
(pONOrMUeCKIX U IMMYHOJIOTMYECKUX IIPU3HAKOB IIPUBEIIO
K BbJjesieHUIO MITA B CAaMOCTOATENIBHYIO HO30JI0TMYECKYIO
eauHuny [10, 11, 13, 209]. My>K4uHbI OOJIEIOT YallEe, YEM
JKEHIIMHBL, CPEJHUI BO3PACT Hayas1a 3a00/1€BAHMS COCTAB-
nsier 50 net. MoskeT HabmoJaThCsl BSUIOTEKYITINE IPOIIECC,
B HEKOTOPBIX CIy4asX apTPANTUU UIN KPOBOXAPKAHBE
NIPEAMECTBYIOT PA3BEPHYTOM KAPTUHE 3200JICBAHUA B TC-
YEHHME HECKOJIBKUX MecaLes win et [209]. Kimunudeckas
CHMIITOMATHKA CXO/[HA C CUMIITOMATHUKON Y3EIKOBOI'O
[OJIMAPTEPUNTA U BKIIOYAECT MUAITAN, APTPAITUU, APTPU-
ThI (65—72% GONBHBIX), KOKHYIO MYPIYPY U KOHTAKTHYIO
KPOBOTOUYMBOCTS (44—58%), 6071 BKUBOTE (32-58%), Ke-
JIyOYHO-KUIIEYHBIE KPOBOTECUCHUA (29%), nepuepude-
CKYIO HIIEMUYECKYIO Heponatrio (14—36%), mopaxeHust
a3 u JIOP-opranos (2-30%) [13, 107, 209, 215].

ITopaxeHne OYEK ABIAETCA OCHOBHON 4yepTOit MITA 1
xapakrepusyercs passurueM bITTH u umeer MecTo nouTu
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y Bcex 60bHBIX [113]. ITogBreHne MUKPOreMaTyprun U
IIPOTEUHYPHUH HIPEAMIECTBYET OBPEKICHUIO IIOUECYHON
(PyHKLIMY, K MOMEHTY IIOCTAHOBKU JJUAIHO32 (PYHKLIUA
TIOYEK HAPYIIEHA y OOJIBIINHCTBA OOTBHBIX U B OTCYTCTBUN
JIEYECHUA IIPOJOIDKACT OBICTPO YXYALIATHCSA, TAK UTO 25-50%
6OJIBHBIX TPEOYIOT JUANTNU3ZHOTO ledeHus [13, 209]. AKTHB-
HOCTb MITA CO CKyAHOM KTMHUYECKON CUMIITOMATHKON MO-
KET UMCTDH MCCTO 10 NOABJICHMA BbIPA’KCHHBIX ITOYCYHBIX
CHUMIITOMOB, TdK YTO IIPU OUOIICUN OOHAPYKUBAIOTCA KAK
AKTHUBHDBIE [TIOMEPY/LIPHBIC TOBPEKICHISA, TAK U IIPU3HAKA
CMOPIIMBAHUA. BpIABIACTCA (POKATBHBIN CEIMEHTAPHBIN
TPOM603 ¥ HEKPOTUSUPYIOMIUI ITIOMEPYIOHE(PPUT. DKC-
TPAKATWULIPHAS TPOIUQEPAITst BEJIET K OOPA30BAHUIO
TIONYJTYHIH, TOPAKAIOMUX 6osee 60% KIyOOUKOB MOYTH
BO BCEX CIYYasiX. [MCTONOrMUECKUE U3MEHEHNSA B [TOUKAX
CXOJTHBI C TAKOBBIMU IIpH I'B, HO 06pa3oBaHuE TPaHyIEM
HEXAPAKTEPHO, 4 INIOMEPYIOCKIEPO3 U UHTEPCTULIAAIb-
HbII (pUOPO3 BCTpedaroTcs dame [81].

V HEKOTOPBIX GOIBHBIX O€3 BHEIIOUEYHBIX ITPOSTBICHUH
CHUCTEMHOI'O BACKYJINTA HAOIIONACTCS «MAJIOUMMYHHBII»
BIITH, HE OTAUYUMBIN TUCTOIOTMYECKU OT HAOIOIAEMOTO
Ipu pazeepHyTOM MITA. V GOMBIIMHCTBA 13 HUX OOHAPYKH-
BatoTcst ANCA k MPO. Takue cydan MOT'yT pacCMaTpPUBATh-
Cs1 KAK OTPAaHMYEHHO 1ovedHas (popma MITA. XapakrepHble
yepthl BIITH coderaiorcs ¢ apTpanruamuy, MUAITUAMU U
€1200CTBIO, IPU3HAKU CUCTEMHOI'O BACKY/IUTA MOIYT B
Y4CTH CJIYYa€B IPUCOEANHUTBCA o3aHee [140, 142].

[Tpu MITA B HEKOTOPBIX CIIVUAAX PA3BUBAETCA BACKYIUT
COCYZIOB CTCHKHA MOYETOYHHUKOB WIH IIEPUYPETEPAUILHON
KJIETYATKH, YTO IPUBOJUT K CTCHO3y MOYETOYHHUKOB.
KIMHAYECKHN 3T TATONOIUA XAPAKTEPUSYETCA OOAMU B
JKUBOTE U PA3BUTUEM aHYPHUH, B HEKOTOPBIX CJIy4asIX BO3-
MOKHO OECCUMIITOMHOE TEUEHUE BILIOTH JJO «IIOYEYHOU
cmept» [164].

K nerouneim nposieneHnsaM MITA otHocaTcs tuddys-
HOE A/IbBEOJIIPHOE MOBPEKICHUE U NHTEPCTULMAIBHDINA
JIerouHbId (pr6po3. KpoBOXapKaHBE MOXKET OBITH IEPBBIM
CHMITTOMOM TSDKETIOI'0 JIETOYHOI'O KPOBOTEUEHUSL, KOTOPOE
IIPOSABIIAETCA OABIIIKON U AaHEMUEH U IBJLACTCS CIEACTBUEM
I PY3HOro ATbBEOJIAPHOIO MOBPEKICHUSA BCICACTBUC
KanWwupuTa [25]. Bcrpedaercs Takke aprepuuT 6poH-
XMA/IbHBIX APTEPHUOI C YTOMIIECHIEM HHTUMBI 1 O4aIOBOU
JECTPYKIIEN BHYTPEHHEN 37aCTUYHOIN IJIACTUHBI U CY-
OUHTUMAIBHBIMU (PUOPO3ZHBIMU PYOLIAMU MEAUU, UHTED-
CTUIUAIbHAS THEBMOHUSA U IIJIEBPUT [228)]. Taknm 06pazom,
KIACCUYECKUH JIETOYHO-TIOYEYHBIN CUHAPOM, CXOJHBIN C
CHHIPOMOM Iyzmacdepa, MOXKeET ObITh posBIeHuEM MITA
(62,111,134].

JIabopaTopHbIE IaHHBIE, TAK JKE KaK 1 IpH ['B, Hecrern-
(PUYUHBL, AHTUT'EH I'€NATUTA B, B OT/IMYE OT Y3€IKOBOI'O [10-
JIMAPTEPUNTA, KAK [IPABUJIO, HE OOHAPYKUBAETCA. JUarnos
OCHOBBIBAETCSA HA KIMHUYECKON KAPTUHE, JAHHBIX UMMY-
HOJIOTYECKOI'O U MOP(OIOTMYECKOr0 UCCIEA0BAHMA. [Ipn
HAIMYUN ITIOMEPYJIOHE(MDPUTA M JTETOYHBIX KDOBOTCYECHUI
I hepEHINATBHBIA JUArHO3 C Y3EIKOBBIM [I0JIMAPTEPUH-
TOM HE IIPE/ICTABJLICT 3ATPYJHEHNI, B OTCYTCTBUE TSDKETIBIX
OPraHHBIX NOBPEXACHUN AU(PHEPEHINAIBHDIN JUATHO3
OCHOBBIBAETCA HA KATMOPE MOPAKEHHBIX COCYAOB U IAH-
HbIX 06cneoBanusa Ha ANCA u Mapkepel reniatuta B [107].

Cunopom Yapza-Cmpocc (4CC)

Taxxe kak I'B u MITA, YCC ObU1 BBI/ICTICH TEPBOHAYATIBHO
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Kak 0co0as1 (hopMa Y3EJIKOBOI'O Ionuaprepunta [48, 242].
3a60€eBaHue IPECTABILIET COOOH AJUIEPIUYECKUI TPAHY-
JIEMATO3 B COYETAHUM € aHTUUTOM. Yapr u Ctpocc B 1951
I. OIIMCAJIN PE3YNBTAThI AYTOIICUU TPUHAILATY TAITUEHTOB
C TSDKEJION OPOHXHUAIBHOM ACTMOM. Teuenue 3a601eBanus
COIIPOBOXKAANIOCH TMXOPAAKOM, 303UHODUINEH, CEPIeY-
HOW ¥ TOYEYHOM HEJIOCTATOYHOCTBIO U TIEPUPEPUIECKON
Herpomarueit [48]. B nacrosmiee Bpemst AKP Bbiziessier 6
KPUTEPUEB ITOT'O 3200ICBAHUS:

1) acrma;

2) 303nHOGpUNMMA CBbIIE 10% OT OOIMIETO KOMNYECTBA
JIEUKOITATOB;

3) MOHO- WY NTOJIMHENPOITATHS,

4) PEHTTEHONOI'NYECKUE TIPUBHAKN JIETOYHBIX MH-
(pUIBIPaTOB;

5) maTONOIUA I'AaMOPOBBIX 1143YX;

6) 3KCTPABACKY/ISIPHAST 303UHOMUIHUS 110 JTaHHBIM
O6UONCHUM.

Hannuue yeTnlpex U 60Ji€€ NPU3HAKOB ABJIAETCA
cnenuduaHbM B 99,7%. Cornacurenbaas Kondpepennuys B
Ysmmesn Xuul IPEIaracT yYuThIBaTh KATMOP MOPAKEHHBIX
CoCyz0B, onpeaenaa CuHAPOM YCC KaK BACKYIUT MEIKUX
COCYZIOB C I'PAHYJIEMATO3HBIM U 303MHO(PHIbHBIM BOCIIA-
JIEHHEM PECTIMPATOPHOI'O TPAKTA B COYECTAHUU C ACTMOM U
303UHOMWINEN B IEpUPEPpUUIECKOit KposH [141].

DTHONOrus 3a601€BAHUs HE BBIACHEHA, TAK XK€ KAK U
npu I'B, onipejenennas pojb OTBOANUTCSA HHIUIALMOHHBIM
auieprenam v BakuuHanyuu [105]. Onucano passurue YCC
[IOCJIE IPUMEHEHUA MAKpOomuos [47]. [Ipencrasienus
O IATOreHe3€e 3260JIEBAHUS HE [0 KOHI[A Pa3paGOTaHBbL
OcTaeTcs HEACHBIM, B KAKOIT Mepe 303MHO(UIIBI BOBJICYE-
HBI B IIPOLIECC COCYAUCTOIO IIOBPEKIECHUS, XOTSA UMEIOTCA
JAHHBIE O IOBBIIEHUY YPOBHS TAKUX MAPKEPOB SHIOTEN-
JIBHOTO MTOBPEK/CHUS, KAK 303UHO(PHIBHBIN KATUOHHBII
IIPOTEUH U PACTBOPUMBIA TPOMOOMOIYIINH, Y OOJIBHBIX C
axTuBHOM (pa3oit YCC [210]. BaxxHyIO pOIb MOKET UI'PATD
OTKPBITBIA HEJJABHO 303UHOPHII-CHIENU(PUIHBIA XEMOKHUH
— 30TaKCcuH [235]. YV 50-70% 60bHbIX YCC BBIABIAIOTCA
ANCA (xax ipasuio, pANCA k MPO) [105]. ITpu KOHTaKTe
ANCA ¢ UX MUIIEHBIO IPOUCXOAUT JETPAHYIIALINA HEN-
TPO(DUIOB, BBICBOOOXKIEHUE CBOOOJHBIX PAJIUKAIOB U
JIM30COMAJIBHBIX (PEPMEHTOB, KOTOPBIE BBI3BIBAIOT COCY-
nucToe nospexaeHue [176, 234]. ANCA BbIIBIAIOTCA y 2/3
marerToB ¢ YCC [163).

My>KUMHBL ¥ )KEHITUHBI OOJIEIOT OJUHAKOBO 44CTO,
CpeHNI BO3PACT HA4Ya/Id 3400/IEBAHUS COCTABIISIET 38—49
71eT [65]. Y 6OMBITUHCTBA GOJIBHBIX OTMEYAOTCS JIMXOPAJIKA,
norteps Beca 1 Muaaruy. IIpeobnajaommum nopaKeHueM
JIETKUX ABJAETCSA OPOHXUAIBHAA ACTMA, KOTOPAA U ABJIAETCA
OCHOBHBIM JJUATHOCTUYECKUM KPUTEPUEM. ACTMA MOMKET
IIPEIIECTBOBATD PA3BUTHIO BACKYINTA, MHOIVA SAB/LLACH
€IUHCTBEHHBIM CUMIITOMOM B T€YEHUE MHOI'MX JeT [1].
[TporpeccupoBaHue 3a60IEBAHNA OT ACTMBI JO PA3BEPHY-
TOH KAPTUHBI BACKYJINTA B TEYCHHUE 3 JIET CBUACTEIbCTBYET
06 OTHOCHUTEJILHO IUIOXOM MPOrHO3€. OMUCAHBI CIIy4YaH,
KOIVIA ACTMA PA3BUBAJIACH HE3AI0ITIO JIO IIOSB/IEHUS BACKY-
JINTA WK OHOBPEMEHHO C HUM [69).

B Teuenun 3a60/1€BaHUA BBIIEIAIOT TPU OCHOBHBIE
(asel [153]. B nepBoM nneprosie, KOTOPBIF MOKET JUIATBCA
10 30 J1eT, UMEIOT MECTO PA3TMYHBIC AJUIEPIMYECKUE Pe-
AKIINH, BKIIOYAIONNE PUHUT, TIOJUIMHO3 U ACTMY. BTOpOIt
[IEPUOJL XaPAKTEPUBYETCS S03MHO(DMINEIH, HA ITOM ITAIIE
HEPEJIKO ANATHOCTUPYIOTCS cuHApoM Jleddnepa, 5031uHO-
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(pribHASI THEBMOHUS ¥ 303UHOMDUIBHBIN TACTPOIHTEPUT.
B Tperbeit (paze npeBanupyIoT NPU3HAKU CUCTEMHOI'O
BACKYJIUTA.

[Tpn YCC nopaxkaroTcsa Kak BEPXHUE, TAK U HIKHUE
OTJEJBl PECIUPATOPHOIO TPAKTA, HO BOCIAINTE/ILHDIC
M3MEHEHWA BEPXHUX AbIXATEIbHBIX ITyTEI BLIPAKCHDI 3HA-
YUTEIbHO MEHDIIE, 4eM ITPH [ B. PEHTreHOIornyeckn Moryr
BBIABJIATLCS HEIIOCTOSIHHBIE MUT'PUPYIOMINE 3aTEMHEHNS
VI Y3€JIKU BJIeTKUX. [10 cpaBHEHMIO € I'B y3€/IK1 MEHBINETO
pa3mMepa, MOJIOCTH OOBIYHO HE OGHAPYKUBAIOTCS [65].

V 2/3 6ONBHBIX UMEIOTCS KOXKHBIE ITPOSIBICHUA [58] —
IIYPIyPa, IETEXUH B 00JIACTH HIDKHUX KOHEUHOCTEH, Y3€I-
KU B 00JIACTH JIOKTEBBIX CI'UOOB, NHOIVIA HA KOJKE I'OJIOBBL
Pexxe BCcTpeUyaloTCs YPTUKAPHAA ChIIlb U A3BbL Hepeaku
MHUTPUPYIOMIAE APTPUTHL U APTPAITUH, Y OOIBITUHCTBA
3TUX OOJNBHBIX OOHAPYKUBACTCA PEBMATOUIHBIA (PAKTOP
[46, 153]. V 60—70% GOMbHBIX UMEIOTCSI MHOKECTBEHHbIC
MOHOHEBPHUTBL, PEKE — CHMMETPHUYHASA ITIOJIMHEHPOIIATHSA,
EIlE PEKE — MHCYIIBIBI U MIIEMUYECKAS HEMPOIIATHA 3PH-
TEIBHBIX U IPYTUX YEPEITHO-MO3TOBBIX HEPBOB [46, 105,
153], Ka3YMCTUYECKU PEKO — SMUCKIEPUT, IK30(PTAIbM U
TICEBOONYXOMU OpoUThI [105].

[TopaxxeHnsA KeayLOUHO-KUIIEYHOIO TPAKTA IIPOSB-
JSIOTCS OOJIIMU B JKUBOTE, IUAPEEN Y TPETU OOJIBHBIX.
[TpUYHHON SBISETCS S03UHO(DUIBHBIN I'ACTPOIHTEPHUT,
neppopaLy KUIEYHKUKA BCIE/ICTBUE HEKPOTU3UPYIOIIETO
BACKY/IUTA, BACKYIIUT ME3CHTEPUATBHBIX COCY/IOB [105].
[TopaxxeHue cepaLa — BACKYJIUT KOPOHAPHBIX COCYAOB,
303UHO(PWIbHBIN MUOKAPANT U IEPUKAPIUT — OTMEUACTCA
b y 20% GONBHBIX, HO O0YCIaBIUBACT 1O 50% eTann-
HBIX UCXOJ0B [53, 105]. Onucan anjgoxapaut Jepdnepa
[206].

Bosneuenue noyex NpouCcXoAnuT 6OIEE YEM y IIOJIOBU-
HBI GOJIBHBIX, OJIHAKO OOBIYHO HE SIBIISIETCS TSHKENIBIM [69).
I'H ¢ BBIPOKEHHBIM HAPYIIEHUEM (DYHKLIMH IIOYEK BCTPEYa-
ercsa npu YCC ropasno pexe, 4eM U JPYrux BACKYIUTAX
MEJIKUX COCY/IOB [46, 105, 153] ¥ COCTABIIAET, 10 TAHHBIM
Pa3HBIX ABTOPOB, JIUIITH OKOTO (% CITy4AEB, XOTSI B IOCTIC/T-
HUE I'O/Ibl CTAIU IIOSABIATHCA COOOMIEHUSA O BO3MOXKHOCTH
PA3BUTHS TSHKEIIOHN TTOYEIHOM HEJOCTATOYHOCTH [69). TH-
CTOJIOTMYECKH TOPAKEHUE MOYEK MOKET IPOABIIATCS KAK
COGCTBEHHO BACKY/IUT X HATIOMUHATh U3MEHEHUs1, OOHAPY-
JKUBAEMBIE NIPH JIPYTUX HEKPOTUSUPYIOMUX BACKYINUTAX,
«MaJIOMMMYHHBI» BITTH ormMevaercs ¢ 4acToTou 10 45%
cnygaes YCC [113]. OpHaKo, B OT/IMYME OT IPYTUX HEKPO-
TU3UPYIOWUX BACKYIUTOB, Ipu YCC oT™MegaeTcs pacipo-
CTPaHECHHAS S303UHODUIbHAA MH(PWIBTPALINA, OCOOCHHO B
unTepcTUId (48, 49]. [ToMrMO TOPAKEHUSI COOCTBEHHO
TKAHH II0YEK, [IOYEYHAS HEJOCTATOYHOCTb MOXKET OBITh
00yCIIOBIIEHA, TAK K€ KaK U 11pu MITA, 06CTpyKTUBHON
YPOIATUEN BCJIEACTBUE BACKYINTA COCYJOB, CHAOKAIOMINUX
MOYETOYHMKHU ¥ HIDKHHUE OTIE/IBI MOYEIIOIOBOIO TPAKIA
[48,105].

Cpenn mabopaTOPHBIX IPU3HAKOB OCHOBHBIM SIBJIAETCS
303uHOMMHSL, TUTPBI ANCA HE BCEIfia OTPAKAIOT AKTHB-
HOCTb 3200JIEBAHNUSA, B HEKOTOPBIX CIy4asaX OTMEUYAETCsA
nosslmeHue yposus IgE [46, 153]. Tak e Kak u i1 B u
MIIA, XxapaKTepHbl HOPMOXPOMHASA HOPMOLIUTAPHAA dHE-
My, yckopenne COD u nosbinenue yposra CPB.

Jleuenne ANCA-aCCOLMUPOBAHHBIX BACKYJIUTOB

I'panynemamo3s Bezenepa

[Tporuo3s 3a60/eBanus OblI UCKIIOUUTEILHO Heba-
TOIIPUATHBIM JO BBEJCHUSA B KIMHUYECKYIO IIPAKTUKY
KOMOHMHAIINU ITUKI0(POC(aMU/Ia U TINIIOKOKOPTHUKOUIOB,
KOTOPBIC 3HAYUTE/IBHO YIYYIIWIA BDKUBAEMOCTD OOJIb-
HbIX. B orcyrcrsun nedenus I'B xapakrepusyercs OblCTpo-
MIPOIPECCUPYIOIIUM TEYEHHUEM, CPEHAS BBLDKUBAEMOCTD
COCTABJISIET OKOJIO 5 MECAIEB, /10 90% OOMbHBIX paHEE
YMUPAJIO B TEYEHUE 2 JIET OT JIBIXATEJLHOU U ITOYEYHOMN
HegocTatrognocT [102, 126, 127]. MoHOTEpAIUs TIII0KO-
KOPTHUKOWIAMHU IPUBOAM/IA K YUIMHEHHUIO BLDKUBAEMOCTU
TOJBKO 710 12,5 mecana [130], XOTa UMEIOTCA COOOIEHNA
O Pa3BUTUM JUIMTENbHBIX pemuccuil [197]. B nacrosmee
BpeMsA MOHOTEPAINA HE PEKOMEHAYETCA 1 JieueHus ['B
(60, 126, 128].

B 1970 r. 6p11a NpEUIOKEHa KOMOMHALINSA LIUKIO(POC-
(paMuza B 1O3€ 2 MI'/KI'/CYT U IPEIHU30NIOHA 1 MI'/KT/CYT,
IIPUMEHEHUE KOTOPOH PAJUKAIBHO M3MEHUIO TEYCHHUE
3abonesanus. Yacrora pemuccut jocturaet 90%, npudem
110 75% COCTABAAIOT MOMHBIC pemuccuu [102, 126, 127].
JUINTEIbHOCTD JIEUEHNSA 1O JOCTYDKEHUA IIOTTHON PEMUCCUU
cocrasyeT B cpenHeM 12 mecanes. Yepes 3—4 mecslLa 1o-
CJI€ HAYAJIA TEPAINHN JO32 IPEJHU30IOHA CHIDKACTCA B AJIb-
TEPHUPYIOIEM PEKUME, JICYCHHE IPOAO/DKACTCS B TCUCHUE
roJia OCJIE JOCTHKEHHSA PEMUCCHUH, ITOCJIE YETO PEMAPAThI
MOCTENEHHO OTMEHAIOTCA [73]. OCO60€ 3HAYEHNE UMEET
AIBIEPHUPYIONIAA CXEMA IIPUEMA IIPEJHU30/IOHA U KOH-
TPOJIb HaJl YDOBHEM JIEMKOLIUTOB EPUDEPUIECKON KPOBU
[21, 34]. ITIp1 IOCTOSTHHOM IIPUEME IIPEAHNU30IOHA B 103€ 1
MI/KI'/CyT 1 IPUMEHEHUH OOJIEE BBICOKUX JJO3 ITUKIO(OC-
(amuza CMEPTHOCTD GOJIBHBIX HA (POHE JIEYEHNS COCTAB-
sieT 43%, mprdaem 26% — CMEPTHOCTD OT MH(DEKITHOHHBIX
ocnoxkaenuit [100]. [Ipr mpUMEHEHUN ATBTEPHUPYIONICH
CXEMBI M OTCYTCTBUU SIU30/10B JIEMKOIIEHUH OO A CMEPT-
HOCTb CHIKAETCS 10 20%, CMEPTHOCTb OT UH(EKITNI — 10
3% [1206]. BMecTe ¢ TeM Y OJIOBUHBI GOTBHBIX OTMEUAIOTCST
060CTpeEHNs 3a00I€BAHNSA, OCHOBHBIMUA OCJIOKHEHUAMU
SBIIIOTCS PAK MOYCBOTO Ty3bIPst (6%) 1 MH(PEKIMOHHBIC
ocnoxxueHws [98, 126, 229].

BO MHOI'MX LEHTPAX C YCIIEXOM IPUMEHACTCA TAKKE
nyJabC-Tepanus nukinopocamugom B fose 0,75-1,0 r/
M? EKEMECIUHO, 3Ta CXEMA CTOJIb K€ 3(P(PEKTUBHA U T10-
3BOJSICT HECKOBKO CHU3UThH PUCK OCTOKHEHMUIT [14, 60,
70, 121]. OpHAaKO, IO IAHHBIM JAPYTUX ABTOPOB, IIPOLIEHT
YCTOMUMBBIX PEMUCCHUI IIPU TAKOU CXEME COCTAB/IACT JIMIIIb
21-42% [14, 60, 127). A pu IPOBEIECHUU PAHTOMHU3HPO-
BAHHOI'O UCCICAOBAHUA YACTOTA PEMUCCUH IIPU OOEUX
CXEMAX OKA3JIACh IIPAKTUYECKU OIMHAKOBON — 88,9 1
78,3%, TOTZa KAK 4aCTOTA PELUINUBOB IIPHU ITyJIbC-TEPATTNN
6bU1a BhIIIE — 52 U 17,6% cooTsercTBeHHO [106]. Taknum
06Pa3oM, PEKOMEHJOBAHHON B HACTOSIIECE BPEMSA OCTACTCA
CXeMa C IPUMEHEHHUEM ITUKI0(POCHAMIIA BHYTPD €KE-
JHEBHO [ 154]. TIpoBOAATCA MCCIEAOBAHUS, LIETBIO KOTOPBIX
ABJIACTCA MMOMCK A(PPEKTUBHBIX M 00/1€€ OE30IIACHBIX CXEM
Jedenus [144, 145, 233).

[Tpu (py/IbMUHAHTHOM TEUEHUU 3200/IEBAHNS C KJIMHU-
kot BIIT'H u/1au JIEFTOYHBIX KPOBOTEYEHUH C ABIECHUAMU
JbIXATENIbHON HELOCTATOYHOCTU IIOKA3aHO IIPUMEHEHHE
CBEPXBBICOKHUX [JO3 ITMMOKOKOPTUKOMOB. PeKOMeEHyeTCs
IIPEHU30/I0H B JI03€ CBBIIIE 1 MI'/KI'/CYT B BUJE ITyJIbCOB
WJIN C PA3JIENIEHUEM JIO3bI B TEYEHUE CYTOK U ITUKIO(POC-
pamuz B 103€ 3—4 MI'/KI'/CYT B T€UE€HUE 3—4 JHEN C 11O-
CJIE/TYIOIIUM ITEPEXO/IOM Ha 2 MT'/KT/CyT [73]. I1pr aKTUBHO¥
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TEPAIMH 10 HEKOTOPBIM JJAHHBIM BO3MOKHO JIOCTHKEHUE
pemuccuity 75% 60mbHbIX [82, 103, 113]. Paj aBTOpOB Cun-
TAIOT, YTO B TAKUX C1y4asax 1pu ['B u nipu MITA apdexrusen
wrazmadepes [70, 109, 149, 2106], 0fIHAKO YOEIUTETBHBIX
JAHHBIX B I1OJIb3Yy HEOOXOAUMOCTH IPUMEHEHNA I1/1a3Ma-
(epesa npu I'B B Hacrosmee Bpemsa Het [109, 112].

MeHee TOKCUYHOH aIBIEPHATHUBOM HUKIOMOChAMULY
ABJIAETCA METOTPEKCAT, KOTOPBIX MOXET IIPUMEHATHCS B
KA4eCTBE NHULIUUPYIOLICH TEPANNN Y OOIBHBIX C AKTHB-
HOW CTaJuen 326071€BaHNs, HO 6€3 IPU3HAKOB TSLKETIOTO
MOPAKEHUSL JIETKUX U 1oveK [128, 144, 150]. [Ipeanuzo-
JIOH HA3HAYAETCA MO OOBIYHON CXEME, METOTPEKCAT — B
Jose 20—-25 mr 1 pas B Hegeno. JledeHne npojoLKAETC B
TeueHue 1-2 ner nowie JOCTHKEHU PEMUCCUN. YacToTa
PEMHUCCUN COCTABIAET 79%, 4aCTOTA PELUIUBOB — 58%
[126, 128, 222]. KpoMe TOro, METOTPEKCAT TPUMEHSIETCS
B KAYECTBE MOAACPKUBAIOLIETO MPENApaTa y OONbHBIX,
JIEYCHHBIX HUKIOMOChamugoM. ITpu Takoi cxeme yCTox-
YUBBIC PEMUCCUN COXPAHSTUCH Y 91% GOMbHBIX [63], 4 TIO
JPYIHM JIAHHBIM PEMUCCUU JIOCTUTHYTHI Y BCEX OOJBHBIX,
YaCTOTA PEIUAUBOB cocTaBuia 16% [155].

Taxum 06pas3om, 6€30maCHBIM U IPPEKTUBHBIM CUU-
TACTCS IPUMEHEHUE ITIIOKOKOPTUKOUIOB B KOMOMHALIUY
C €KETHEBHBIM IIPUEMOM HUKIO(pochamuza. I1o nocTrxke-
HUU PEMUCCHUU PEKOMEH/IYETCA IIEPEXO]] HA METOTPEKCAT
[154]. OnHAKO METOTPEKCAT IPOTUBOIIOKA3aH GOJIBHBIM C
3200/1EBAHMUAMH IIEYEHU, XPOHUYECKON JIETOYHOU ITATOJIO-
T'UEN U TEKENION ITOUEYHON HEIOCTATOYHOCTDIO.

Aszaruonpus, 32 UCKIIOYCHUEM €IMHUYHBIX CTyd4€B,
HE(PHEKTUBEH B KAYECTBE MHULIMUPYIOMIEH TEPAITMH, HO
MOKET IIPUMEHATBCA V1A MOJJIEPKUBAIOIIETO JIEUeHNA [21,
73, 137]. 110 MHEHMIO HEKOTOPBIX UCCIIE/IOBATEIICH, A3aTH-
onpuH 60ee NPEANOUTUTENCH, YeM HUKIOPOoCchaMUs B
KA4eCTBE MOAACPKUBAIOMIETO IIPENAPATA, TAK KAK BbI3bI-
BAET MEHBIIEE KOIMYECTBO OCJIOKHEHUI [144]. BmecTe ¢
TEM UMEIOTCA JAHHBIE, YTO MOAACPKUBAIOIAS TEPAIIUA
432THONIPUHOM Y ITAIUEHTOB C KIMHUYECKOU PEMUCCHEL,
HO OCTAIOIIUMUCH MOJOXUTENbHBIMU TUTPaMu ANCA
ACCOLIMMPOBAHA C 6OJIEE BLICOKOH YaCTOTOHN PELIUIUBOB,
4yeM Y 6ONBHBIX, TPO/IOJDKABIINX MOIYYaTh IUKIO(OCha-
muz [219].

Xnopam6yIuiI ¥ HUKIOCHOPHUH /IO HACTOSAIETO BPE-
MEHH NPUMEHSAINACD JIUIIb Y HEGOJIbIIOTO KOJIUYECTBA
6OMBHBIX [16] U MOTYT GBITH PEKOMEHIOBAHEI JIUIIb ¥
MALIUEHTOB, KOTOPBIM IIPOTUBOIIOKA3AHbL JPYI'UE BU/IBL
nedeHus [154]. ImeeTcst OfHO COOBbIEHUE 00 YCIIEIMHOM
IIPUMEHEHUHN HUKIOCIOPUHA Y HECKOIBKUX OOJIBHBIX C
AAB B Ka4eCTBE NOJIEPKUBAIONIETO MTPEMAPATA MTOCTIE
neuenus nuxnogocdamuom [120]. MMeeTcs Takke INIb
OIPAHUYEHHDIN ITOJIOKUTENBHBIN OIIBIT IPUMEHEHNA BHY-
TPUBEHHOTO UMMYHOTTTOOYIMHA [ 166). [T0 MHEHHIO IPYTHX
ABTOPOB, BHYTPHUBEHHbIA IMMYHOITIOOYINH 3(D(PEKTUBEH B
OTHOILIEHUH ITOPAKEHUI BEPXHUX JbIXATEIbHBIX IIYTECI U
KOKH, HO HE JIETKUX 1 1To4YeK [207]. UMeroTcsa coo0menus
O IPUMEHEHNHU MO(ETUIA MUKO(DEHONATA JIIA TIPEY-
IpexKIeHUsa 060CTPEHNI 32601€BaHNA Y OONbHLIX ¢ I'B.
[Ipenapat 66u1 3(PPEKTUBEH, HO OTMEYATTUCH PA3TUYHBIC
nno6ounsle 3pekTol [118].

Tpumeronpum/cyab(paMeToKCa3on 3PPEKTUBEH Y
4aCTU OOJIBHBIX C IOPAKEHUEM BEPXHUX JbIXATEIbHbBIX
nyredt [133]. [To gaHHBIM APYIUX aBTOPOB, Y OOIBHBIX O€3
MH(EKIIMOHHBIX OCTIOKHEHU YIIyYHIEHHA JOCTUTHYTO HE
66110 [126]. B KaueCTBE MOHOTEPATIHH IIPETAPAT MOKET ObITh
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PEKOMEH/IOBAH Y HOJIbHBIX C U30JIMPOBAHHBIM TOPLKEHUEM
BCPXHUX JTBIXATCIbHBIX HYI‘Cﬁ, HO HC pCKOMCH,Z[yeTCH JJIA
JICUEHUS OONBHBIX C MMOPAKEHUEM JIETKUX U TIOUEK [154].
JUts IpefoTBpaIeHus 0OO0CTPEHNH 3200/IEBAHMA TPUME-
TOIIPUM/CY/Ib(PAMETOKCAZ0I MOXKET ObITh 3(P(PEKTUBEH, OfI-
HAKO 3TO TAKKE KACAETCA TOJIBKO OOOCTPEHUH CO CTOPOHBI
BEPXHUX JbIXATEIbHBIX ITyTel [227]. JIeyeHne npenaparom
B TIOMTHO¥ 103€ — 960 MT" 2 pasa B CYTKU — HEIb35 IPOBOJIUTh
OJHOBPEMEHHO C TEPAIIUEH METOTPEKCATOM U3-34 OIIACHO-
CTH IIOABJICHNA KOCTHOI'O MO3I'A.

B nocnepnee BpeMs, B CBA3U C UCCICIOBAHUAMU B 00-
JIaCcTH marTorenesa I'B u BBIABIEHUEM POIM MEJUATOPOB
BOCIIAJIEHU, TIEPCIIEKTUBHBIM HATIPABIEHUEM MOXKET CTATh
npuMeHeHue nHruo6uTopos IFN-y, TNF 1 apyrux nposoc-
MAIUTEBHBIX IUTOKUHOB [ 154, 233]. IMeroTcst COOONCHUS
00 yCIENMHOM IPUMEHEHUN NHPIMKCUMA62A Y OOIBHBIX C
MOPAKEHUEM 17143 U JIETKUX U Y IIALUEHTOB, pe(ppaxrep-
HBIX K KOMOMHAITNY TUKIOPOC(PAMU/IA 1 BHYTPUBEHHOTO
MMMYHOIJIOOY/INHA, 4 TAKKE 15-71€30KCUCIIepryaaInHa y
BOMBHBIX, pehPAKTEPHBIX K ITKIOMochamiy [28, 34, 168].

OCHOBHOM IPUYMHOM CMEPTHU OOJIBHBIX € I'B AB/I10TCA
GAKTEPUAIbHBIE U OINIOPTYHUCTUIECKUE MH(peKuH [221].
Tak, MHEBMOLIMCTHAA ITHEBMOHHA, ITO HEKOTOPBIM JJAHHBIM,
ABJACTCA IIPUYMHON CMEPTH Y 35% OOJIBHBIX, IIPUYEM B
GOJIBIINHCTBE CJIYYAEB 3TO OOJBHBIE, OTYYABLINE IIUTO-
CTATHUKU B KOM6I/IH2.LII/II/I C CKCIHCBHBIM ITPHUCMOM IJIIO-
KOKOPTUKOUJOB [221]. TakuM OOJIBHBIM PEKOMEH[YETCA
NPO(UIAKTUKA MAJIBIMU JO3AMU TPUMETOIIPUMA /CY/Ib(a-
MeToKcaz0/a (960 Mr/cyT Tpu pas3a B Heeso win 480 mr/
CYT €KETHEBHO), KOTOPBIE OE30I1ACHBI JJAXKE B KOMOHUHAITUN
C METOTPEKCATOM [222].

OCHOBHBIMU NPEAUKTOPAMU NIPOIPECCUPOBAHUA
[IOYEYHOHU HELOCTATOYHOCTH SABJIAIOTCS MOBBIIICHHBIN
YPOBEHDb KPEATUHUHA IIJIA3MBL B HAYAJIE JICYECHUS U KO-
JIMYECTBO IOJYITYHUH, OCHOBHBIMHU (DAKTOPAMU PUCKA
CMEPTH — My/KCKO¥ ITOJT, BO3PACT CTapIie 65 JIET 1 HATTNUINE
JIETOYHBIX KpOBOTEYeHUN [37, 51, 70, 119, 122, 134, 145,
220]. Hopmanuzanys (PyHKIMY [IOYEK HA (DOHE JICUCHUS
ABJIACTCS IIPOIHOCTUYECKU OJIATONPUATHBIM (DAKTOPOM:
5-JIETHAS BBDKMBAEMOCTb BO3PACTAET 10 83% [103], oTHa-
JICHHAS TI0YEYHAs BbBDKUBAEMOCTD 3dBUCUT OT KOJIMYECCTBA
oboctpenutt Heppura [219]. Ham yaanoce O6HAPYXUT
JIAIIb OZIHY PAOOTY, II€ CHIDKEHUE (DYHKIIUH ITOYEK JI0 JIeYe-
HUS HE OKA3bIBAJIO BIMAHUA HA IIPOTHO3, IPOIHOCTUYECKU
HEOIATONPUATHBIMU OBIIM TSKEJIBIE SKCTPAPEHAIbHBIE
HPOSIBIEHUS [54].

Muxpocrkonuueckuii noruwanzuum (MIIA)

[TIOKOKOPTUKOU/TBI TIOKA3aHBI BCEM OOIBHBIM C MITA
001masa AIUTEIbHOCTD JIE€YEHU COCTABIAET OKOIO 12
MECALIEB. B KauecTBe MHUIMUPYIOWEH TEPAUU MUPOKO
NIPUMEHAIOTCA IY/IbCBI METWIIPEAHU3O0NIOHA B 103€ 15 Mr/
KI'BT€YEHHE 1 -3 IHEN, ITTIOKOKOPTUKOW/IBI BHYTPb HA3HA-
YaIOTCA BA03€ 1 MI/KT/CyT HA 1 -2 MeCAIa C TOCTENIEHHBIM
CHIDKEHUEM JIO3bI HAa 2,5 MTI' Kaxkabie 10 1HEel B TeueHue
IJINTENILHOTO BpeMeHU. 10 TOCTIKeHUH 103kl 20 MI'/CyT
PEKOMEHYETCA €Ie 6ONEE MEJICHHAA OTMEHA — 110 1 Mr
KaK7pIe 2 Hepeny, a HaynHadA ¢ 10 mr/cyr — o 1 mr B me-
cart [110]. Takas cxema JIedeHns TO3BOJIIET B HEOOBIION
YACTU CJIYYAEB IIPOBOIUTL MOHOTEPAIIHIO C JOCTATOUHBIM
appexrom [108].

HuxnodocdaMus IPUMEHAETCA B JO3€ 2 MI'/KI/CYT B
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TEYEHHE I'0/Jd B KOMOMHALIMH C ITIIOKOKOPTHKONUIAMU, JUIA
YMCHbBIIICHUA pucka OCJIO}KHEHNH 1 CHYDKEHUS KYMYHHTI/IB—
HOM JI03bI KCMIOJB3YIOTCA TAKKE MYJIChI IIUKIOPOChamMuia
110 0,5—2,5 T CUHTEPBAJIOM OT 1 710 4 HEZIE/b B TEUEHUE TOAIA.
Taxas cxema, 10 MHEHHMIO PsAIA ABTOPOB, IPEAIIOYTHTEIbHA
(14,89, 110, 228]. Y HEKOTOPBIX GOJIBHBIX, PE(PPAKTEPHBIX K
Iy/IbC-TEPANNHN HUKIO(POCHAMUIOM, MOKET OKAZATHCA (-
(pEKTHUBHBIM HA3HAYEHUE [IpENapaTa BHYTPs [91]. OgHaxo
IUKIO(pOChaMHU] HE BO BCEX CJIYUAAX CUUTACTCA IIPEIa-
PATOM IIEPBOIO PAAA, MOKAZAHUA 3ABUCAT OT AKTUBHOCTU
3200/1€BAHMA, TSDKECTU U JIOKATU3ALUY OpaxkeHud [107,
109]. Hamaue riomMepyoHeppUTa ABIAETCA ITIOKA3AHUEM
K HA3HAYEHUIO UKIO(DOCHAMUIA, IPUMEHEHNIE KOTOPOTO
CHIDKAET PUCK CMEPTH Y OOJIBHBIX C THKEIBIMU (POpMaMU
3a6onesanust [70, 129, 162].

YacTteie 060CTpeHUs 32001€BAHUA TPEOYIOT IIPOBE-
JEHMA JUIMTEIBHOIO JIEYCHUA. YacToTa O60CTPEHNI, BO3-
HUKAIONUX ITOCJIE OTMEHBI TEPAITNH, COCTABIAET JI0 33%,
OJTHAKO HEPEJKU U 060CTPEHHS HA (DOHE MTOCTEIIEHHOTO
CHMDKEHUA 10361 [98]. IIprueM JUINTEIbHOCTD IPUMEHE-
HUA TUKIO(POCHAMUAIA U KyMY/IATHBHAA 1034 IPENapaTa
10 HEKOTOPBIM JIAHHBIM HE PA3NIAYAIOTCA Y OONBHBIX, HE
HMEBIINX OOOCTPEHHUM, U 'Y OOJIBHBIX C OO0CTPEHUAMU
3a6onesanus [110]. Yacrora o6ocTpeHnn y 601bHbIX MITA
u I'B, CTABIMIMX TNATN3-3ABUCUMBIMU, KOJIe61eTCs OT 10 10
30% Ha IAIUEHTO,/TO/, IeYEHE OOOCTPEHUI IIPOBOJUTCS
KOPTHUKOCTEPOUJAMU U HUKIOPOCHAMUIOM B OOBIYHBIX
josax [17,121].

A3aTHONPUH, METOTPEKCAT U IPYIUE HUTOCTATUKUA MO-
I'yT OBITH MCTIONIB30BAHBI I MOAJEPKUBAIOMICH TEPAIIAN
[204], omHako 3(phHEKTUBHOCTD a3aTHOIPUHA HE JOKA3aHA
[110]. MmeroTca coobmeHns 06 yCenHOM NPUMEHEHNH
BHYTPUBEHHOI'O UMMYHOITIOOYJINHA, KOTOPOE CHIKAIO
NOTPEOHOCTb B UMMYyHOCYynpeccuu (135, 187]. ITo apyrum
JAHHBIM MCIONb30BAHUE BHYTPUBEHHOI'O UMMYHOITIO0Y-
JIMHA Y GONBHBIX, PE(PPAKTEPHBIX K UMMYHOCYIIPECCUB-
HOH Tepalnu, YIYUIIWIO TEYEHNUE 3a00I€BAHUSA TOIBKO
B 40% ciy4aes, IOJIHAs PEMUCCHS HE ObLIA JJOCTUTHYTA
HU B OJTHOM criy4ae [136]. MOHOKIOHATbHBIC AHTUTEN
NpOTUB T-KIETOK IPUMEHAIUCD Y €AUHIYHBIX OOJIbHBIX C
HOJIOXKUTEIBHBIM 3((EKTOM, 4TO TPeOyeT AAIbHEHIIETO
ngydenws [167).

[Tpu pynbMuUHAHTHOM TedeHMU MITA TPOTrHO3 ITIOXOM.
JleyeHue IErOYHbIX KPOBOTEUEHUI TPEOYET TEMOUMHAMH-
YECKOU U PECTIMPATOPHON OJJEPAKKH, IIPU BEIPAKEHHON
[IOYEYHON HEAOCTATOYHOCTH 4dCTO BO3HUKAET HEOO-
XOIUMOCTDH B remouanuse [62, 107, 157]. [IarunerHss
BBDKMBAEMOCTD COCTABIAET 05—68%, MOYeYHA BbLKIABA-
€MOCTB — 55% [209]. IIpy n3ydeHnN IPOrHo3a y 60JIbHBIX
C TKENbIM TedyeHueM MITA nmpuuuHON CMePTU B 2/3
CJIy44€B ABIWINCH II0YEYHAA HEJOCTATOYHOCTD U JIETOYHBIE
KPOBOTEUEHUA, HEOG/IATONPUATHBIMU IIPOIHOCTUYECKUMU
(paxTOpaAMHU ABJBIIUCH BO3PACT CcTapiie 50 JIeT U OBbIIIE-
HHE KPEATUHNHA TUIA3MBI CBbIIIE 500 MKMOIB /71 [98, 129)].
ITo 1pyruM JaHHBIM B CMENIAHHO I'PyIie OOIbHBIX C AAB
— BO3pacT crapiie 60 IeT U KpeaTUHUH [1a3Mbl Bbitie 200
MKMOJIb/1 [33].

[1pu cpaBHEHUY BBDKUBAEMOCTH B I'PYIIIIE MALTUEHTOB C
AAB 1 MOP(pOIOrndeCKy IOATBEPIKACHHBIM TOPAKEHUEM
IOYEK, ITOJTYYABIIMX HUKIOMOCHAMUL 1 KOPTUKOCTEPOU-
bl HEGJIATOIIPUATHBIMHU IIPOrHOCTUYECKUMU (DAKTOPAMU
ObUIN CTAPIIMI BO3PACT U BbICOKUI TUTP ANCA. Taxke
ObIO TTIOKA32HO, YTO BBIKUBAEMOCTDb OOJIBHBIX ¢ MITA

HIDKE, yeM 60/1bHBIX € I'B [241], XOTA paHee CYUTAIOCh, 4TO
BBDKHBACMOCTD Tipu I'B 1t MITA He pasnuuaercs [86, 90].
Bmecre ¢ TeMm, 10 JAHHBIM PA3IUYHBIX ABTOPOB, Y 50-80%
GONBHBIX, TPEOOBABIINX JUAIU3d B OCTPON (pase MIIA u
I'B, Ha (pOHE AKTUBHOTO JIEYCHMS], BKIIOUABIIETO TIA3Ma-
pepes, KOPTUKOCTEPOUIBI ¥ ITUKIOMDOCHAMU, YAABAIOCH
JOCTUYb BOCCTAHOBJIEHHSA [TIOYEYHOM (DYHKIIUH, JOCTATOU-
HOTO JUIA IIPEKPAIEHUA JUAIU3HOrO edenusd [107, 178].
[MonoxurenbHas poib miazmadepesa B aeuennu MITA
He /I0Ka3aHa [104]. [ToueyHas BbDKUBAEMOCTD 3aBUCUT OT
YPOBHA KPEATUHHUHA B HAYAJIC JICYCHUA U BBIPAKCHHOCTH
CKJIEPOTUYECKUX U3MEHEHHUI I10 JJAHHBIM Onorcuu [129).

Cunopom Yapza—Cmpocc

[JIIOKOKOPTUKOU/BL ABJIAIOTCA IIPENAPATAMH BbIOOPA
nipu YCC, 103bI U JUINTENBHOCTD OJIOUPAIOTCS UH/TUBU/TY-
AIbHO. MHOI'ME ITALUEHTBI OTy4aIOT ITIIOKOKOPTUKON/IBI
B CBA3U C ACTMOM €11I€ /IO Pa3BUTHs BACKY/INTA. Yalle BCETO
aderT HacTynmaer JOCTaTo4HO O6bICTPO [105]. Mmerorcs
JAHHBIE O HOPMAJIM3ALMHU YPOBHA KPEATUHUHA IUIA3MBbI Y
GOJBHBIX ¢ HEKPOTU3UPYIOIMUM IIOTYIYHHBIM HE(PPUTOM
U YMEPEHHBIM HAPYIIECHUEM (DYHKIIMU IIOYEK HA (POHE
MOHOTEPAIINH NPEAHNU30I0HOM [88]. C LIe/IbIO YMEHBIICHUA
O60YHBIX A(PEKTOB MOCIIE TOCTHKEHUS PEMUCCHN PEKO-
MEH/YETCA AIBTEPHUPYIOAS cXeMa. [lJIs1 ieueHus ajiep-
T'MYECKOI'O PUHUTA MOI'YT HA3HAUATHCA ITIIOKOKOPTUKOU/IBL
HMHTPAHA3IbHO. B TOKEBIX CTy4asnx (ACTMATHYECKUI CTa-
TYC, TEKEIA MHOXECTBEHHAs MOHOHeviporatus, BITTIH,
JIETOYHBIE KPOBOTEUYEHHUA ) PEKOMEH/YETCA ITyJIbC-TEPAITHS
METHIIPEJHUZOIOHOM B 103€ 15 Mr/Kr/cyr win 1 T exe-
JHEBHO B TEYEHUE 2—3 THEN C MOCIEAYIOIINUM IIEPEXOIOM
HAa IEPOPATbHBIN PUEM B 103¢ 40—60 Mr/cyT.

[Tpu orcyrcTBUn 3P HEKTA PEKOMEHAYETCS IPUCOEAU-
HEHUE HUTOCTATHKA — HUKIO(POCHAMIA WIN A3ATHOIIPH-
Ha [53, 65, 100, 223], XOTs IPEUMYIIECTBA ITy/IbC-TEPAIH
nuknogocdamunom st 60apHbIX ¢ YCC B HacTOSITIEE
BpEMSI HE JIOKA3aHBI, TAK K€ KaK U 3P(EKTUBHOCTb I1/1a3-
Magepesa [104, 110]. Tem HE MEHEE HEKOTOPBIE ABTOPHI
PEKOMEH/YIOT PYTHHHOE IPUMEHEHNE HUKIO(OChaMmua
IO CXEMaM, IIPUHATBIM 111 APyrux AAB. O60CHOBaHHEM
3TOU TAKTUKH ABJIACTCA NIPEATIONOKEHHE, YTO K TOMY BPE-
MEHH, KOI7IA CTAHET OUEBUTHON HEA(DPEKTUBHOCTD KOPTH-
KOCTEPOM/IOB Y HEKOTOPOH YaCTU HOJIBHBIX, Y HUX MOT'YT
YKE PA3BUTBCS HEOOPATUMBIE TKAHEBBIE U3MEHEHMA [153)].

Ponb asarnonpuna siedennn YCC 10 HACTOAIIETO BPe-
MeHH He onpefienieHa [406]. IFN, ABISonmics THIHGUTOPOM
3P PEKTOPHBIX (PYHKINHI 303MHO(MUIOB, OB YCIIEMTHO
IIPUMEHEH Y HECKOIBKUX 601bHBIX YCC ¢ arpecCuBHBIM
Te4eHUEM 3a0071eBanys [231]. 3ydaercs apPEKTHBHOCTD
METOTPEKCATA, BHYTPUBEHHOI'O UMMYHOIVIOOYINHA, ITH-
KIOCIOPHUHA, MOHOKIOHQJIBHBIX AaHTUTEN, AdHTATOHUCTOB
perierrropoB Jietikorpuena [147, 160, 166, 172].

YacTora 060CTPEHNUH B IIETIOM COCTABIIAET OKOJIO 25%,
HO JJaK€ B OTCYTCTBUE OOOCTPEHUI OOBIUHO JJIUTEILHOE
BPEMA COXPAHAIOTCA CUMIITOMBI ACTMbI 1 HEBPOJIOTHYC-
CKME PACCTPOMCTBA, TAKUE, KAK 60U U mapecresuu [65].
[Iporuo3 6osee GIaronPUATHBIN, YeM IPH IPYTUX AAB [406,
105, 111, 147, 223]. TonuuHas BBDKUBAEMOCTD JTJOCTUTAET
90%, TpexneTHss — 76%, maruneTHss — 62% [46]). TTo ipyrum
JIAaHHBIM BbIKMBAEMOCTD COCTABIIsIIA 90% B TeueHue 78 me-
CALIEB, HEOIATONIPUATHBIM IIPOIHOCTUYECKUAM (DAKTOPOM
ABUJIOCDH IMMOPAXKEHUE CEPALA U KETYIOUHO-KUIIEYHOI'O
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TPAKTA, YTO CHIDKAIIO BEUKUBAEMOCTH /10 68% [53,105,111].
Heb6naronpusaTHbIM (DAKTOPOM SIBJLIETCS TAKKE KOPOTKUI
HMHTEPBA MEX/TY HAUAIOM aCTMBI ¥ PA3BUTHEM BACKY/INTA
[46, 105]. TToueYHBII TPOTHO3 OCTATOUYHO GIATOIPUSIT-
HBII, 060CTPEHNUS IOYEYHOI'O IIPOLIECCA TTOCTIE JOCTIKE-
HMA peMuccuu peaxu [111].

3akiaroueHue

ANCA-aCcCOIMMPOBAHHBIE U KPUOTJIOOYIMHEMHUYE-
CKHUE BACKY/IUTBI, HECMOTPS HA PA3IUYUA B [IATOICHESE U
KaINOpE MOPAKEHHBIX COCY/I0B, 00/12/1AI0T OOIUMU KIIU-
HUYECKUMHU 4epTaMu. HeCOBEPHIEHCTBO CYILIECTBYIOMINX
CXEM KIACCU(HUKAIINY, A TAKKE TO OOCTOSITETBCTBO, YTO
BBIABJICHUE CEPONIOIUYECKUX MAPKEPOB CAMO IO cebe He
IIO3BOJLAET B YACTH CIy94€B IIOCTABUTD TOYHBIN JUATHO3,
MOT'YT 3dTPYAHATD IPOBEACHUE AU(PHEPEHIIMATLHON 1A~
T'HOCTHUKU. BMecTe ¢ TeM, XOTA IIPU TKENBIX (DyJIbMUHAHT-
HBIX (POPMAX 3260JIEBAHUSA C IOPAKEHUEM TIOUEK U JIETKUX
IIOAXO/IbI K JICYEHUIO B 3HAYUTEIBHON MEPE COBIA/IAIOT,
JAJbHENIIA TAKTUKA CYHIECTBEHHO PA3IMYACTCH B 3ABU-
CHUMOCTH OT OCHOBHOI'O JUArHO32. B nepByIo ouepennb 31o
KacaeTcs 00beMa UMMYHOCYIIPECCUM U ITPOBECHMA IIPO-
TUBOBUPYCHOU Te€panuu. B HE(PPOIOrn4ecKoin KIMHUKE
BAKHYIO POJIb BIMATHOCTUKE UI'PAET IPOBEAECHNAE GUOIICUU
ITIOYKH, BBIABJICHUC «MAJIOUMMYHHDBIX» 6O HNMMYHOKOM-
IUIEKCHBIX NOBPEXKICHUI OO/IEIYa€T IIOCTAHOBKY AUATHO3
1 NIO3BOJAET AU(P(PEPEHLIMPOBAHHO NOAXOANUTD KJICYECHUIO.
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Mycophenolate mofetil in glomerular diseases treatment:

experimental and clinical data
Review
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YacToTa HAONATUYECKOIO HEPPOTUIECKOI'O CUH-
gpoma (HC) B eTCKOIT OMY/LAIMKU B EBpOIIE COCTABIAET
2:100 000 [27, 84, 85]. 80-90% pereit ¢ HC gyBCTBUTEND-
HBI K CTCPOM/THOM TEPATIUH, OJTHAKO ¥ 76—93% 13 HUX B
NOCJIEAYIONEM OTMEYaeTCsl peuuauBuposanue HC mwin
PA3BUBACTCS CTEPOU/IHAS 3aBUCUMOCTH [44, 59, 89]. Cre-
pous-pesucrenTHbt HC (CPHC) Habmomaerca y 7-18%
JETEH, IPY 9TOM B IIOC/ICAHUE IO OTMEYAETCA TEHACHLYA
K YBEJIMYEHUIO €0 YACTOTHI (3, 874].

CreponiHas pe3UCTEHTHOCTD, HAPAAY C IEPCUCTUPY-
IOIIEeN IPOTEUHYPHUEN U APTEPUAILHON TUIIEPTEH3UEN
(AT), AABIAETCS MOKA3aHHBIM (PAKTOPOM PUCKA TPOTPECCU-

posanua HC B XpOHUYECKYIO TOUEYHYIO HEJOCTATOYHOCTD
(XIIH) [19,21,67]. 110 JaHHBIM €BPOIEHCKHIX H AMEPHUKAH-
CKMX MEKIYHAPOIHBIX PETUCTPOB, ImoMepynonedput (I'H)
3dHUMAET 3-€ MECTO B CTpyKType XITH vy erent [35a].
JaHHble OOCTOATENLCTBA ABIAIOTCA OCHOBHOH IIPUYH-
HOI UCIIOJIb30BAHUA UMMYHOCYIIPECCAHTOB UL JICUCHUS
HC (9acTopeuuuBUPYIOMIETO, CTEPOUL-3aBUCUMOTO,
CPHC), BK/IIOUAs BBICOKHE JJO3BI METUIIIPETHU30IOHA,
xs0p6yTuH, nukiodocdan (UP) n nuxiocnopux A (LcA)
[9,18,52,91].JIeueHne JaHHON KATETOPUH OOIBHBIX TPEDOY-
€T COOJIOJIEHNA ONPEIENIEHHOIO OATAHCA MEXK/TY BO3MOXK-
HBIM PA3BUTHEM TOKCUUECKUX 3(P(PEKTOB OT IPUMEHAEMON
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