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PEDEPAT

BnepBble B 0TEYECTBEHHOM HEPPONOrMYECcKon Nepruoavke B CTaTbe AeTanbHO ONUCaHbl KIIMHUYecKue HabioaeHNE NopPaxeHns
noYeK NPy r’MNOKOMMIEMEHTEMMYECKOM YPTUKAPHOM Backynute. Taikoke 06CyXaeHbl MpakTUiYeckme Noaxoabl K AMarHoCTrKe.

KnioueBble cnoBa: rminoKOMMNIEMEHTEMNYECKUI YPTUKAPHbBIN BACKYNT, KOXHbIN NEMKOLMTOKNIACTUYECKNIA BackynuT, aHTn-C1q,

NopaXKeHUsi MoYeK, rMoMepy1oHedPUT.

ABSTRACT

Clinical cases of hypocomplementemic urticarial vasculitis with kidney injury are presented in this article for the first time in
russian nephrological literature. Practical aspects of diagnostics are discussed as well.

Key words: hypocomplementemic urticarial vasculitis, cutaneous leukocytoclastic vasculitis, antiC1q, kidney injuries,

glomerulonephritis.

T'unoxomIIeMeHTEMUYECKUI yPTUKAPHBII BaCKy-
mut (I'YB) oTHOcHTCS K JI0BOJIBHO PENKO BBISBIIsSE-
MBIM 3a00JI€BaHMSIM, OTHYACTH BCJIE/ICTBUE HEAOCTa-
TOYHON HACTOPOKEHHOCTH MTPAKTUKYIOIIUX Bpayeu —
JIEpPMaToJIOroB, PeBMaTONI0r0B, Hedponoros. ['YB
OTHOCHTCS K BacKyJINTAM MEJIKHX COCYJOB C 3aKOHO-
MEpPHBIM BOBJIEUEHHEM ITOYEK B MaTOJIOTMUECKU Ipo-
uecc. Bmecte ¢ Tem, myOiukaiuii ¢ mogooHou Tema-
THUKOW B OTEUECTBEHHBIX MEPUOJUUECKHUX M3AAHUSAX,
Kacaroluxcsi BOIPOCOB HEPPOIOTHH, MBI HE OOHAPY-
JKUITH ¥ COYIN HEOOXOMMBIM ITOJTOTOBUTH OMTHCAHUE
HECKOJIbKUX CIIy4yaeB 3TOro 3a00yieBaHMs B IOTIOIHE-
HUe K 0030py uteparypsl B.A. JloOpoHpaBoBa, omy0-
JIMKOBAaHHOMY B 9TOM HOMeEpe KypHaJa.

Caywuaii 1. [Taunentka K., 57 ner

Hcemopusn 3abonesanus. B 2003 1. B Bozpacte 50 ner
BIIEPBBIE OTMETHJIA MOSBICHUE YPTUKAPHOM CHIMU Ha KOXe
JIUIa, BOJIOCHUCTON YacTH TOJNOBBI, IIEH, 30HBI JAEKOJIBTE C
BBIPKEHHBIM 3yJ0M, 0€300/1€3HEHHOMN, coXpaHsoLIelcs B
TeueHue 23 JHeH, ocTaBsOLIeH Tocie ce0st ouaru rurep-
nurmeHTaund. CycTaBHON CHHAPOM OTCYTCTBOBAJ, MOBBI-

Jlo6ponpasos B.A. 197022, Cauxt-IlerepOypr, yia. JI.Toacroro, 17.
Kadenpa nponenesruku BHyTpeHHUX Oose3Heil Hayuno-uccienona-
TENBCKOro MHCTUTYTa Hedponorun Cankr-IlerepOyprekoro MeauuH-
ckoro yHusepcurera um.akaja.M.I1.ITasnosa, Poccus.
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LICHUs] TEMIepaTypsl Tella, IPUTEMBbI TI0 TUIY «0a00UYKU»
He Obl10. O6cnenoBana aepmarosnorom. Ilpu ummyHosnoru-
4ecKOM 0OCNIeJOBaHWH BBISBIIEH HOPMAJIbHBI YPOBEHb PEB-
MatouaHoro ¢axrtopa (P®), noswlieHne aHTUHYKIICAPHOTO
(dakrtopa (AH®) — 1: 2560. buorcuto KOKHOTO JIOCKYTa He
BBITIONHSUTA. B o0miem ananmse mouu — 0e3 matojoruu. Jlu-
arHOCTUPOBaHAa JIMCCEMUHUPOBaHHAs KpacHas BOJYaHKA.
O0cysxnancs nuarno3 CKB. Ha3HaueHa Tepanusi M1akBeHU-
JI0M B TeueHue roza 6e3 apdexra. B 2004 roxy obcnenyercs
y peBMaroJjora ¢ TeM ke auarHozoM. K tepanuu npucoenu-
HEH MPeIHU30JI0H B j103¢ 30 MT, Ha (OHE Yero OTMEYeH He-
3aMeJUIMTENbHBII perpecc BhICHINAHUI, 103a MPEeJHU30J0Ha
OBICTPO CHVIKEHA 0 TMOJIHOW OTMEHbI. BhIChIaHus He pe-
LUMAMBHAPOBAIIM. AHAJIM3bl MOYM TALIMEHTKA HE KOHTPOIUPO-
Basa.

Uepes 5 neT ot nepBoro nosipiieHus yprukapuii, B8 2008 r.,
PELINB 3ySIIMX BBICHIIAHWN Ha TOJIOBE, IIee, MOSBUINCDH
1 HapacTalu OTEKU HIDKHMX KOHEUHOCTeH, ¢1abocTb, CHU-
JKeHHe Macchl Tena, TomHoTa. [Ipu obcnenoBannu B Havase
2009 r. BriepBbI€ 3aperucTpUPOBaHbl B 00IIEM aHAIIM3E MOYU
MpOTeHHYpUs A0 3 /1, sputpouutypusi 12—15 B mose 3pe-
HUsl, B OMOXMMHMYECKOM aHAJIN3€ KPOBU yMEpEHHas a30Te-
MHUsl — KpeaTuHUH ChIBOPOTKU — 0,129 MMounb/n, aHemus —
remMorioOuH 92 /1.

B mae 2009 r. manmeHTKa NOCTYIWIA B KIIMHUKY He(po-
JOrUMU ¢ >kano0aMu Ha AJUTENbHBIE, 10 HECKOJIBKUX JIHEMH,
YPTUKapHBIE BBICHINIAHMS Ha KOXKE JIUIA, BOJIOCHCTOW 4acTH
FOJIOBBI, LIEH, 30HBI JAEKOJIBTE, COMPOBOXKAAIOIINUECS BbIpa-
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KEHHBIM 3y70M, 0e300JIe3HEHHBIe, OCTAaBIIONUE MOCIe
oyarv THMEPNUTMEHTANN; OTEeKHM HIKHUX KOHEYHOCTEH
MaKCHMAaJIbHO 110 KoJjieHa; roBbienue AJ[ o 180/110 mm
PT CT.; OIBIIIKY NP YMEPEHHON (QU3MUYECcKOi Harpyske; 00-
HIyto ¢1abocTh; TONIHOTY; CHIDKEHUE Macchl Tena. M3meHe-
HA 00BeMa, IBETa MOYM IMalMEeHTKa He oTMeuana. Kakmx-
0o xanod co cropoHsl cyctaBoB, opraHoB JXKKT, nerkux,
OPTaHoOB 3pPEHUSI U CllyXa He MPeIbsBIsia.

Oévexmusnsie oannsie: poct 164 cM, macca tena 70 xr,
nHaeke Macesl Tena (MMT) 26 kr/m?; KOKHBIE TTOKPOBBI OJ1e/1-
HbIe, YPTUKAPHbIC BBICHIMAHKS HA JIHIE, U, BOJIOCHCTON
YaCTH TOJIOBBI, 30HE JAEKOJIbTE, OYard THIEePNUTMEHTAl Ha
TeX )K€ Y4acTKaxX KOKH; CHMMETPUUYHbBIC OTEKH HMXKHHUX KO-
HeuHoctel 10 koneHa. AJ] 160/100 mm pr ct. B ocraibHOM
6e3 3HAYUTEITbHBIX OTKIOHEHHH.

Jlabopamopnsie uccnedosanus: reMornodus — 93 r/m,
neikorutel — 3,8 X 10 ° /1, s03unodwter — 0,015 x 10° /1,
tpombouuthl — 145 x 10°/n, COD — 8 mm/4; GunupyOuH,
reYeHoYHble TpaHCaMUHAa3bl, 1enouHas ¢ocdoraza, Gpuod-
puHoreH, C-peakTUBHBINA OENOK, KaJuid, HATPUH CHIBOPOTKU
B TpefienaXx HOpMallbHBIX 3HaueHui. JlabopatopHO MOATBEp-
KJieH He(ppoTUYeCKUid CUHIPOM: o0Iuit O6enok — 41 1/7, anb-
OymMuH — 23 1/71, X0J€ecTepuH — 7,7 MMOJIIb/JI, CyTOYHAs MOTe-
ps Genka (CIIB) — 7 r/cyT. B OMoXMMUYECKOM aHalln3e Kpo-
BU: KpeaTuHUH — 0,3 MMoJIb/J1, MoueBUHA — 18 MMoib/i1. CKD
(MDRD) — 13,7 mu/mMuH.

B oOmiem aHanuze mouu npoteuHypwus 5,4 r/mn, aputpo-
uuThl 8—10 yaCTUYHO U3MEHEHHbIE B 10JIE€ 3pEHHUs], THAIMHO-
BbI€ [IUIMHIAPHI 3—5 B MoJie 3peHusl.

Hmmynonozuueckue ucciedo0eanus BHISBUINA THUIIO-
kommuiementemuto: C3 — 0,446 r/in (Hopma ot 0,790 no 1,520
r/m), C4 — 0,119 r/n (Hopma ot 0,160 10 0,380 /). [lupkymnu-
pytomme ummyHHble komruiekeol (ILIUK), anturtena (AT)
neycrimpanbHoit JIHK, AT knaccos IgG, IgM k xapauonumnu-
Hy, AT k nuromnasme Helirpodunos (ANCA), AHD B npe-
nenax HopMbl. PO 1:40, anturtena k Clq dpaxiun komriie-
meHTta (AHTH-C1q) — 2,4 U/ml.

[Ipu 6uoncuu Kosrcu (puc. 1) BISIBICHBI IEPUBACKYIISP-
HBIE JISHKOIUTApHbIE HHPUIBTPATHI, B COCTaBE KOTOPBIX CEr-
MEHTOsZIepHble HeHTpouibl, Makpodaru, TUMQPOUHUTHI,
TUTa3MOIUTHI; TIPU3HAKKA JICHKOLUTOKIIA3UU M OTeKa COCIH-
HUTEIbHOM TKaHM; y4acTKu (puOpUHOMIHOTO HaOyXaHUS.
HNmmyHorucroxumudecku otinoxenus [gM (3+), C3 (2+), IgG
(2+) B MuKpococynax.

Buoncusa nouxu. Tlpu CBETOONTUYECKOM HCCIISIOBAHUT
no4yeyHoro ouonTara: u3 36 kiy6oukoB 21 ki1yOo4eK MOHO-
CTBIO CKJIEPO3UPOBAH, CErMEHTApHBIA CKIepo3 B 8 Kiy6ou-
Kax, 2 KiyOouka ¢ (hUOPO3HO-KICTOYHBIMHU TOJTYJTYyHUSIMU
(puc. 2A); ymepeHHasi Me3aHTHalbHas Mpojudepanus, He-
3HauUMTeNbHAs HIOKAMWUIIpHAs Tpoiaudepanns, yMepeH-
HOE pacIlMpeHre Me3aHTHaJbHOr0 MaTpUKca, CerMeHTap-
HOE yToJleHre 0a3albHbIX MeMOpaH, JTMHEHHbIE (PYKCUHO-
(bUITbHBIC OTIIOKEHUS 10 Oa3anbHON MeMOpaHe. B oTenbHbBIX
KJIyOOuKax oTMedaeTcs JoOyasipHbId pucyHOK. CO CTOPOHBI
KaHAJIbIIeB HE3HAYMTENbHAS 3€PHUCTAs, yMEPEHHAs THalli-
HOBOKarenbHas AucTpodus KaHaJbleB, HE3HAUUTENbHOE
MEHUCTOE TePepOKICHUE, YMEepEeHHas aTpodusi KaHAbIIEB.
B unTepcTuumu 3HauMTeNbHBIN Auddy3HbIi Gudpos, yme-
PEHHbIE OTEK U KJIeTouHas (TUMdOoUTapHas, CErMEHTOsIIep-
Hasi, MakpodaranbHas) HHQUIbTpaIMsS UHTEpCTULIUSA. B co-
cynax yMepeHHbIH »rmactopudpo3, NepruBacKyIspHbIA CKie-
P03, HE3HAYUTENbHOE KOJTMYECTBO JICHKOLNUTOB B MPOCBETE

MHKPOCOCYJ/IOB, ¢ IPH3HAKaMH{ aJre3UH W MEHeTPaluy CTeH-
K1 MUKpPOCcOCynoB. BeisiBnenst aeno3utsl IgM (1+), C3 (2+),
asiMOaa (2+) B mesanrum; IgA (3+), IgM (2+), 1gG (1+), C3
(1+), nam6pa (2+), Clq (1+) B anuTenuu KaHableB. Takum
00pa3oM, UMEIOT MECTO MPU3HAKU MEMOPaHO3HO-NIPOJIU-
(deparuHoro riomepyiaoneppura (MIIT'H) ¢ BbipakeHHBIM
MI00AIbHBIM ¥ CErMEHTApHBIM CKJIEPO30M, (pHOPO3HO-KIIe-
TOYHBIMHU TIONYIYHUSIMU U AUGQY3HBIM MHTEPCTULHATBHBIM
¢ubposzom.

Tepanus u NMpocneKTUBHOe HAOIIONEeHHE. YUUTHIBAS
KIMHUYECKUE ¥ MOP(OIOTHYECKHE MPU3HAKK aKTHBHOCTH
BACKYJIUTa, MPOBEACHA Teparnus TIMIOKOKOPTUKOCTEPOUTAMHU
(metmnmpenauzonon 1000 Mr TprKIasl BHYTPUBEHHO, 3aTeM
MPEIHU30JIOH per 0s | MI/KT B TeUeHHE 2 MeC CO CHIKEHUEM
JI0 MOJUIEPAKUBAIOLIEH 103bl 7,5 MI/CYT B COUETAHUU C LUK-
nopochamumom 800 Mr BHyTpuBeHHO | pa3 B Mecsll, CyM-
MapHo 3,2 r), Ha (OHE YEero OTMEUEH PErpecc ypTUKAPHBIX
BBICBITIAHUH, Yepe3 Mojrona perpecc HeGpoTHUECKOro CHH-
npoma (CIIb — 3,2 r/cyT, anbOymuH ceiBopoTku — 33 1/11). Ha
(oHe YaCTMUYHON KIMHUYECKON PEMHUCCHUH B T€UEHHE JBYX
aer HaOmoaeHust GyHKUMs 1odek ocraercst Ha ypoBHe XbBII
V craguu (CK® 14 mu/mun — 2011 1), B CBSI3K € YeM IIJIaHK-
pyeTcs Hadaio 3aMECTUTENIBHON MOYEeYHOW Tepanuu.

Cayuaii 2. [laupentka P., 60 et

Hcmopusa 3abonesanun. B 2001 1., B Bozpacte 50 ner,
BIIEPBbIC TOSBICHUE YPTUKAPHBIX BBICHIMTAHUI Ha pa3ind-
HBIX y4acTKaX KOXKH, COTPOBOXKAAIOIINXCS 3yI0M, OOJIE€3HEeH-
HOCTBIO, TPOJIOJDKUTENILHOCTBIO Oosiee 24 4, BriepBbIe MOBbI-
menue AJ] 1o 220/120 MM pt cT. ipu 00bIYHBIX LU(pax AJl
140/80 MM pT CT., apTpalirui B Ta300€PEHHBIX U KOJIECHHBIX
cycTaBax 0e3 MpPU3HAKOB apTpuTa, Cyo(peOpruInTeT, OTEKH T0-
JICHEeH W JHIa, W3MEHEeHHEe 1IBETa MOYU — «MSICHBIC TIOMOW.
[Tpu obpamieHnn K Bpady COCTOSIHME PACIEHEHO Kak ajep-
rHYecKasi peakiivs Ha HeM3BECTHBIN MUIIEBO allIepreH, XOTsI
10 50 JIeT 0 HAJIMYMK aJUIEPTUM HA YTO-JIMOO MAlMeHTKa He
3Hana. [IpoBoaunack Tepanusi aHTUTUCTAMUHHBIMU TTperna-
patamu 6e3 3¢ dekra, 3arem ['KC BHyTpuBeHHO ¢ 3 dek-
TOM B BHJIe perpecca Bbichbimanuid. OOmMiA aHATM3 MOYH Ha
TOT MOMEHT He BBIMOIHSIN. B nanbHeliem manueHTka Heo-
JTHOKpPATHO OblIa OCMOTpPEHA JIEPMATOJIOraMH B CBSI3H C T10-
CTOSIHHO PEUUIMBUPYIOMIMMHU BBICHITIAHUSIMHU, KOTOPBIE
ObUTH pacIleHeHbI KaK MpPOSIBICHUS MOJUBAJICHTHOMN aiiep-
THH, XOTS TECTBI CO BCEMHU BO3MO)KHBIMH aJlIepreHaMy ObIITH
MPOBEJICHBI M OKA3aJliCh OTPUIATEITbHBIMHU.

[Tocne OPBU B 2002 1. mainueHTKa noctynaer B Hedpo-
JIOTHYECKOE OTIENIEHUE C PEIMIUBOM OOJIC3HEHHBIX, 3y/s-
KX, HE MPOXOAALIMX B TEUYEHHE CYTOK YPTUKAPHBIX BBICHI-
MaHMH Ha KOXKe JINIA, 30He JIEKOIIbTe; oTeKamu roeHei. Cyo-
(dhebpunurera, CYyCTaBHOTO CHHIpPOMA, CHUMIITOMOB
MOPaYKEHUsI CO CTOPOHBI JPYTUX OPTaHOB U CHCTEM Ha TOT
MOMEHT He ObLIO.

Jlabopamopno. lopaxeHne nodyek ObLIO MPeICTaBIIE-
HO KapTHHOW BBIpaXEHHOW MpoTenHypuu (9 r/cyT), Makpo-
reMaTypuei, apTepraibHON THIlepTeH3uel, HePOTHISCKUM
cuHIpoMOM. KpeaTHMHUH CBHIBOPOTKH COCTaBIISUT B 9TO Bpe-
Mms 0,2 mmonb/it [CK® (MDRD) — 28 mui/muH]. B kimnangec-
KOM aHalin3e KpoBu remoriooun 101 r/i, spurporutsr 3,38 X
10'?/n, netikormtel — 7,9 X 10°1, s03uno¢pwmasr 2,4 X 10%m1,
COD - 5 MM/u.

HUmmynonozuueckue uccnedosanuna: AHO, AT k nBy-
crupansHoii JIHK, PO, LUK, IgE — B nmpenenax nHopmsl. Jla-
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Puc. 1. JIeMkounToKnacTuyecknii BaCKynmT Koxu (caydam 1,
nauyeHTka K.). MnukpodoTorpamma MUKPOCOCYA0B Nanuisap-
HOro cnosi cCO6CTBEHHO AepMbl. B cTeHkax apTepuii Menkoro
Kanmbpa BbISBASIOTCSA HapyLUEHWE CTPYKTYPbl COCYAMUCTON CTEH-
KU, rneHeTpauus, GopMmnpoBaHME NepuBaCKYJISAPHbIX N1enKoLum-
TapHbIX UHPUILTPATOB (CErMeHTOAAEePHbIE HENTPOPUIbI,
mMakpodarm, nnasmMouuTbl) C NPU3HaKamMm NernkKounToKNasnu.
MeprBacKynsaApHbIA OTEK COEANHUTENIbHOW TKaHU C y4yacTkamm
durbpurHonaHoro HabyxaHus. Okpacka remMaTtokCUINHOM-3031-
HOM, yB. x 150.

6oparopHo BeIsiBIIeHO cHIbKeHHe C3 n C4 dpakumii komrure-
menTa: C3 — 0,379 r/a, C4 — 0,036 1r/1; a Tak)Ke MOBLIIIEHUE
antu-Clq mo 15,3 U/ml.

Tlpu 6uoncuu koscu B viccieoBaHHOM (pparMeHTe npu-
3HAaKU BACKyJIUTa MEJIKUX apTepuil B (a3e 3KCCyJaTUBHOIO
BOCTaJIeHUs], B HEKOTOPBIX apTEpUsX MEJIKOro Kanuopa me-
PUBACKYJISIPHBIA OTEK CO CKOIUIEHUEM JIEHKOLUTOB, BKJIIO-
Yasi Makpodaru U cerMeHTosiiepHblie HelTpoduibl. [Ipu um-
MYHO(IFOOPECLEHIMU: B MUKPOCOCYAAX KOXKU FPaHy/IsIpHbIE
ornoxenus IgM (1+), IgG (2+), IgA (2+), Cl1q (2+).

Brinonnena éuoncua nouxu (puc. 2b). I1o nanHbIM cBe-
TOONTHYECKOTO MCCIEAOBaHUs: U3 16 BBISBICHHBIX KITy0OY-
KOB 3 CKJIEpPO3MPOBaHBI MOJHOCTBIO, B 7 BBIPAXKEHHBIN Cer-
MEHTapHBIN CKIIEpO3 ¢ IPyOBIMH CpaIleHUSIMHU 30H CKIEPO-
3a ¢ Karcysoi, B 5 kiyboukax opmupytowmuecs GpuOpo3Hble
noyayHus. B coxpaHuBIIMXCs KITyOOUKax THIEPLEITIONSp-
HOCTb, YTOJILLIEHUE U MecTaMu yiBoeHHe MeMOpaH. Dykcu-
HO(MWIIBHBIE OTIOXKEHHs YeTKO He ompenensitores. Co cTopo-
HBI KaHAJIBIEB UX Jnedopmarus, cyd- U atpodusi, BEIpaKeH-
Hasi 3epHUCTAs M THAJIMHOBO-KameidbHas AUCTPOdUs
coXpaHuBHIMXCs. B mpocBeTe nepuTyOymnsapHBIX KaruuisipoB
— JICHKOLUTBI, B TOM YMCIIE CErMEHTOsIEpPHbIE, C MPU3HAKa-
MH aJI0T€31H K CTEHKE COCYI0B. BrIpaskeHHBIN CKI1epo3 cTpo-

Puc. 2. Mopdonoruyeckre BapuaHTbl nopaxeHust novek npu NYB. A. Cnyyaii 1. MITH ¢ nonynyHusimn. @rubpo3Hoe nonynyHue co
CLABJIEHVEM KanuIapHbIX NeTesb (Y4epHast cTpenka). [MannHoBble UMAVHAPBLI B MPOCBETE KaHasbLEeB, yMepeHHas atpopus anm-
TEeNVS KaHanbLEeB U CKIEPO3 MHTepcTMumnsa (KkpacHas ctpenka). B. Cnyyvan 2. MIMNIMH ¢ nonynyHusmun. B knyboyke ymepeHHas
rMnepLenionsgpHOCTb Me3aHrnanbHOro MaTpuKkea, YToJILEeHNEe U MecTaMn yaBOeHne 6asanbHbix MeMopaH. DykCcMHODUIIbHbIE
OTNIOXEHUS B Me3aHrn 1 6a3anbHbix MembpaHax. PopmupytoLmincs nobynsipHbIli pucyHok. Kancyna ytosiieHa B 30He cpalleHust
C KanuanspHeIMU NETASAMM 3a cYET GUOPO3HBIX N3MEHEHUI U peakuun Me3eHXMMasbHbIX KIETOK (YepHas CTpenka), CyXeHue
npoceeta kanunnspos. B. Cnyyali 3. @okanbHO-CerMeHTapHblli Me3aHrnansHo-nponudepaTuBHbIl rmomepynoHedput. Cermen-
TapHOe pacluMpeHne Me3aHrmanbHOro MaTpmkca C He3Ha4YUTENbHOM MMNEePKIETOYHOCTLIO (YepHas cTpeska). YBenmyeHe pasme-
poB knybouka 1 gnanenes3 apuTpoLMTOB B NPOCBET Kancynbl BoymeHa (kpacHasa ctpenka). . Cnyyaii 4. Npu3Haku 04aroBoro
BaCKy/MTa MMKPOCOCYA0B MHTepCTUUMS. [epuTyOynsipHble cocypl C Npu3Hakamun aare3nm n auanenesa NerikoumToB (YepHas
cTpesnika), oTek NepuTyOynspHOi CTPOMbI, atpodusa 1 cybaTpodusa KaHanbLEB C YBENYEHNEM U YMEHbLUEHNEM B pasmepax ux
npoceerta.

Okpacka: a, B, I — reMaToKCUIMHOM-3031HOM; 6 — TpuxpomanbHas okpacka no Macony. YB.: a-B — 200; r — 150.
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Mbl. IMMyHOMOpP®OJ0rudecky cy03nuTeNnaibHble KpyI-
HorpaHynsipHbie aeno3utsl 1gG (2+), C3(2+), IgM (1+), Clq
(1+). B uHTEpCTUIIMATIBHON TKaHU TIOYKHU KPYITHOTPaHYJIsp-
Heie otnoxenus [gG (2+), [gM (2+), IgA (1+), C3 (1+).

Bepudunuposan MIII'H ¢ mo0anbHBIM U cerMeHTap-
HBIM CKJIEPO30M KJIyOOYKOB, BBIPaKEHHBIMH DKCTpaKaIuil-
JISPHBIMM U3MEHEHHUSIMHU, TyOYJIIOMHTEPCTULIMATIBHBIM CKJIe-
po30M.

Tepanua u npocnekmugnoe nabniooenue. Ilocie mno-
nydeHus: naHHbIX Hedpoouorncuu (2002 1.) Tepanus 'KC 45
MI/CYT B TeUeHUE 9 MeC C NOCTENEHHbIM CHUXKEHUEM O3Bl
Ha sTom (hoHe CHMKEHHE POTEUHYPUH JI0 6 T/CYT, TOJHBIN
perpecc BblchlnaHuil. OnHako ycyryOuioch TeUEHHUE apre-
pHalbHOM TUTEpTEeH3UH; K301 obocTpenus: Herpes Zoster,
YTO SIBUJOCH NMPUYMHOM mocreneHHoi ormensl I'KC.

3a nepuoz ¢ 2002 mo 2005 . nanmeHTKa HabIrOIaach B
kinHuKe. CoXpaHsIUuCh NPOTEUHYPUS HEPPOTUUECKOTO
YPOBHS, MUKPOT€MaTypHsi, PEeLUANBUPOBAIN yPTUKAPHBIE
BBICBIIIAHUS, TOCTENEHHO HapacTana asoTemus. B mae 2005
L. IPOTEUHYPHUs JI0 5 I/CYT, a30TeMHsI C MPOrpeccueit 10 Kpe-
atuaemun 0,456 Mo/, CK® (MDRD) — 9 mi/mus. B ok-
T0pe 2005 1. Hayat Xponuueckuii remoauanus (I'/T). 3a Bpe-
ms ['J] mepuoanvecKy peuuInuBbl YPTUKAPHBIX BBICHITAHUM,
Kynupytomuxcss koporkumu kypcamu ['KC.

Cayuaii 3. [TauuenTka @., 62 rona

Hcmopus 3ao0oneeanua. C 1990 r. (41 rox) ormevaer
OTEKHM Ha HOrax, Ha JIMLE, MOSBICHUE THIePEeMUH, OTEUHOC-
TH JIOKTEBBIX CYCTaBOB, CKOBAHHOCTH MEIIKHX CYCTABOB KHC-
Tel MPOJOKUTENBHOCTRIO /10 3 4, OIHAKO, 32 MEAMIIMHCKON
noMouiblo He obpamanace. [Ipu amOynaropHom obcneno-
BaHuM B 1993 1. B 001iem aHanuse mouu rpotennypus 0,05 r/
1, Mukporematypus. Obcnenyercs B KIIMHUKE HE(PPOJIOTHH.
[MoaTBepkaeHo Hamuuue nporeuHypun a0 0,18 r/m B paso-
BOM aHaJlM3€ MOUYM, MUKporemarypuu a0 70 B 1ojie 3peHusl.
DyHKIMS TOYeK Ha TOT MOMEHT: KpeaTMHUH chiBOpoTKH 0,09
MMOJIb/J1; KnupeHe kpeatrauHa 50 mii/muH, CK® (MDRD) —
62 Mi1/MuH. B KIIMHMUYECKOM aHajIM3e KpOBM 0e3 0COOCHHOC-
Teit (remornobuH — 142 r/n, aputpounTtsl — 4,5 X 10'%/1, TpOM-
GoruTel — 288 X 10%/11, nevikormtel — 6,1 X 10%/1, COD — 5 MM/
u). JuddepeHunanpHas IMarHoCTUKa CyCTaBHOTO CUHJPO-
Ma He Obuta npoBeseHa. Jlanee B nepuog ¢ 1993 o 1999 r. y
Hedposora nanueHTka He HaOmonanack. OfHAKO U3BECTHO,
410 B 1995 1. 1€0KOT ypTUKAPHBIX BBICHIMIAHUI HA KOXKE JIUIIA,
BEPXHUX KOHEUHOCTEH, COMPOBOXKIAIOLIUXCS 3yI0M, Oose3-
HEHHOCTBIO, TPOXO/SIIIHX B TeUeHUe 24 4, OCTaBIAIOMINX 0Ya-
T'M TUMepnurMeHTanuu. 110 moBoy BBICHIMAHHIA He oOcie-
JoBanack. TakyKe COXpaHSETCs CyCTaBHOW CHHIPOM B BHUJIE
THIIEPEMUN M OTEYHOCTH JIOKTEBBIX, JTyUe3arsCTHBIX CycTa-
BOB, CKOBAHHOCTH MEIIKMX CYCTaBOB KHCTEH; apTepuaibHas
THNepTeH3nsT Oe3 aIeKBaTHOM KOPPEKINH, OCIOKHHUBIIASICS
B 1995 1. pa3BuTHEM OCTPOTO HAPYILIEHHUS MO3TOBOTO KPOBO-
obpawenust (OHMK) no uiemuueckoMy Tuiy B BepTeOpo-
Oa3uisipHOM OacceliHe ¢ pa3BUTHUEM JIEBOCTOPOHHETO MeMHU-
napesa ¢ HOCJIEAYIOILUM BOCCTAHOBJICHUEM.

B 2000 r. mocnie mepeHeceHHOW OCTPO pecupaTopHOn
BUpYCHOIl MH(ekuun Mukporematypus 1o 30 B moiue 3pe-
HYsI, TPOTEMHYPHS B Pa30BOM aHAIM3€ MOYM MaKCHUMalbHO
10 6,5 /1, sputpountypus 10 20 B rose 3perus. [To faHHbIM
V3U nouku, HOPMANTBHBIX Pa3MEPOB, MAPEHXMMA HE HU3Me-
HeHa. Kpeatunun — 0,11 MMoJb/J1, KIMPEHC KpeaTuHUHA 28
mi/mMuH, CK® (MDRD) — 48 ma/muH. B knuHuueckoM aHa-

mm3e kposu HB — 137 1/x1, aputpountsr — 4,2 X 10'%/11, Tpom-
6ormtel — 210 X 10%/m, COD — 6 mm/4. HazHaueHHYyIO He-
(pOMPOTEKTUBHYIO TEPAIMIO MAIEHTKA Ha TOT MOMEHT ca-
MOCTOsITeNTbHO oTMeHMIa. 3a nepuoa 20002009 . obcneny-
eTCsl y peBMarosiora Ha NpeaMeT CYyCTaBHOTO CHHApOMa B
CBsI3U C ycuiieHuem Oonieil B cycrtaBax. [IpoBomutcs ummy-
Honoruyeckoe oocnenoBanne B 2008 r.: noseimenue PD 1o
296 ME/ma, AH®, AT k asycnupansHoi JIHK, anTutena
LUKINYecKoMy LuTpyiauHoBomy nentuny, AT IgG, IgM k
KapIUOJIUIMHY OTpHULaTeNbHbIe. PEHTreHomornueckn nan-
HBIX 332 PEBMATOUIHBIN apTpUT He mosyueHo. CycTaBHOM
CHHIPOM paccMaTpuBajcs B paMKax «IMOJIMOCTE0apTPO3ay.
ITo moBoay BBICHIIAHWI HEOAHOKpATHO olpaiianachk K Jaep-
MatoJiory. belin ycTaHOBIEHBI pa3IMYHbIE TUArHO3BI, B TOM
YyHUClle 3acTOifHas dpuTeMa, ByJIbrapHbBIN Ncopuas, aepMa-
TUT, Ha3Hauaemas tepanus 0e3 sddekra.

Conyrcrytomas naronorus npencrasiena MbC, creno-
Kapauei HanpspkeHus 11 pyHKIMOHAIBHOTO Kilacca, 0CI0XK-
HUBLIUXCS Pa3BUTHEM OCTPOro MH(papKTa MUOKapia B obia-
CTH 3a71HEO0KOBOM CTEHKH HEM3BECTHOM JAaBHOCTH, a TAKKE
caxapHbIM JUa0eTOM 2-TO TUIA, KOMIICHCUPOBAHHBIM JIHe-
toii. C 2007 . MOCTOSIHHAs TUTIOTEH3UBHAS Tepanus ¢ 3¢-
(dexToMm.

B okTs0pe 2009 1. manueHTKka BHOBb IOCTYIIACT B KIIMHH-
Ky ¢ xanobamMu Ha 00JIM, OTEYHOCTh B KOJIEHHBIX CycTaBax ¢
yculieHueM OoJield Mpu Harpyske, Takke OOJH, OTEYHOCTb,
CKOBAHHOCTb J10 3 4 B MEJIKUX CycTaBax KUcTeil, cyOdedpu-
JIMTET, yPTUKApHBIE BHICHINAHMS Ha KOXKE€ KOHEYHOCTEH, BO-
JIOCHCTOM 4acTU TOJIOBbI, CONPOBOXKIAIOLIUECS 3Y0M, MPO-
XOJISIIIUE TOCTATOUHO OBICTPO (B TeueHue 24 4), OCTaBJIsIHO-
[IMe oYark rurnepnurMenTanuu. XKamob co CTOpoHbI APYTrux
OPraHoB M CHCTEM MalMeHTKa He MPeabsBIsia.

Jlabopamopno. B o0leM aHanu3e MOUYM NMPOTEUHYPUs
2,4 t/n, mukporematypusi 0 20 B 1oJie 3peHHsl, B OCTAILHOM
0e3 u3MeHeHMH. B kIMHUuYeckoM aHanu3e KpOBU IeMoryio-
6un 134 /1, spurpormter — 4,1 X 10'%/1, TpombormTer — 205 X
10%/1, neiikoumtel — 5,5 X 10%/1, COD — 6 Mmm/u. [1o naHHBIM
K®O kpearnnun — 0,094 MMOIb/JI, KIMPEHC KpeaTHHUHA —
37 ma/muH, CK® (MDRD) — 57 mu/muH. CyTouHast npoTeu-
Hypust — 2,67 1/cyT. B OMOXMMHMYECKOM aHalIu3e KPOBH XOJie-
CTepHH — 6,78 MMOIIB/J, 001IMiA Oestok — 76 /11, abOYyMUH —
41 r/n, B ocTaibHOM 0€3 CYIIECTBEHHBIX OTKJIOHEHUH. Map-
Kepbl BUPYCHBIX TEMaTUTOB OTpHIlaTeNbHble. Y3U mokasano
MOYKHM OOBIYHBIX Pa3MEpoB, MAapeHXMMa He n3MeHeHa. PeH-
TFeHOJOTUUECKU NpPU3HAKU AedOPMUPYIOILEro apTpo3a
MEJKHX CyCTaBOB KHCTEH.

Hmmynonozuueckoe oocnedosanue: PO 1:80; AHD
1:80; antu-Clq — 16,8 u/ml; ANCA — orpunarenbHbie. @pak-
LMW KOMIUIeMeHTa B mipenenax Hopmbl, C3 — 1,09 r/n, C4 —
0,269 r/m.

BrinosiHeHa éuoncua Kodrcu, 110 JaHHBIM CBETOONTHYEC-
KOTO MCCIIEIOBAHMS KOTOPOH BBISIBIICH MEPUBACKYIISPHBIA OTEK
B apTepUsIX MEJIKOro KaluOpa cO CKOIIEHUEM JEHKOLUTOB,
BKJTIOYAst Makpodaru u TMMQOUUTHI (TPOIYKTUBHBIN THIT BOC-
MAIMTEIbHON PeaKiyn).

Ilo oannvim negppoouoncuu (puc. 2B) npu ceroonTu-
4eCKOM HcciiefioBaHuu 13 ki1yOoukoB, U3 KOTOpBIX | moiHO-
CTBIO CKJIEPO3MPOBaH, YMEPEHHBIE (OKATBHO-CErMEHTapHas
Me3aHTuasbHas npoiudepauus 1 pacliipeHue Me3aHTHallb-
HOTO Marpukca. B kaHampliax He3HauYMTeNbHAs 3epHUCTAS,
yMepeHHasi THaMHOBOKamne bHas quctpodus. [Ipu uMmy-
HO(ITIOOPECIICHTHOW MHUKPOCKOTIMHU oTioxkeHust [gM (1+),
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C3 (2+), pubpuHorena (2+) o creHkam cocyno. Takum 00-
pa3om, moueydHas MaTojorus mpeacTaBieHa (GOoKaTbHO-cer-
MEHTapHBIM ME3aHTHOINpPOoJU(EepaTUBHBIM TIIOMEpPYJIOHE]-
PUTOM B COYETAHHM C COCYIMCTOM AEMO3WIMENl MMMYHHBIX
KOMIIIEKCOB.

Tepanusa u npocnekmuenoe naoniodenue. C 2009 1. no
ocenu 2010 r. manueHTKa nostyyana He(pONpPOTEKTUBHYIO
Tepanuio. OCeHbI0 PEIUINB YPTUKAPHBIX BHICHIMTAHUN Ha
KOXKE JIMLA, BepXHUX koHeuHocTell. ITpu obcnenoBanuu co-
xpansiack Mukporematypust 10 100 B mone 3penuns, CIIb —
0,9 r/cyt, CKO (MDRD) — 66 mi/muH, kpearunus — 0,08
MMOJIB/JI. B KIMHUYecKoM aHann3e KpoBu Oe3 maTtojioruuec-
KUX U3MeHeHud. MIMMyHoslornueckue rnokasareiad Ha mpe-
JKHEM YpOBHE. B CBsI3M ¢ aKTMUBHOCTBIO BacKyJIHTa MPOBEICH
kopoTkuit kype Teparnuu 'KC 0,5 Mr/kr/cyT co CHUXKEHUEM B
TeueHue 2 HeJl 10 MOoJIepKuBaroleit 10361 5 Mr/cyT. Uepes 4
HeJl MocJle JOCTYDKEHUS MOAIEPIKUBAOLIEH 103bl IPEAHU30-
noHa CITb — 5 r/cyt, CK® Ha nipexHeM ypoBHE, OTMEUArOTCs
snu3oabl Mukporemarypun. XbII Ha yposne Illa cragun.

Cayuaii 4. [launentka I1., 46 ner

Hcmopusn 3a00neeanus. Tlanyentka HabmonaeTcs B
kiuHUKe ¢ 1992 . ¢ AMarHo30M XPOHWYECKUH TIIoMepyJio-
He(dpHT, KOTIa BIEPBLIC BBHISABIECHB U3MEHEHHS B 00LIEM
aHaJM3e MOYM: TPOTEHHYpHUs 10 | T/, MUKporemarypus, a
Takke noseitenue udp AJl no 140/90 mm pt ct. dyHKUMS
nmoyek Ha TOT MOMeHT coxpaHHa: CK® (MDRD) — 83 mun/
MUH. B KIMHHMYeCKOM aHaju3e KpoBU 0e3 CyLIeCTBEHHBIX
oTkiioHeHui. B 1994 r. ocnoxkHeHne abopra, BHITOIHEHHOTO
Ha paHHUX CPOKaX MO COLMATBbHBIM ITOKa3aHUsIM, B BUJIE MH-
(GUIUPOBaHKST OCTATKOB TIOMHOTO SAIA U Pa3BUTHUS CETICU-
ca, anemuu (remoriiodun 90 r/m), yxyaieHust GyHKIUU T10-
yek (HapactaHue kpeaTuHuHa 1o 0,22 MMoJb/T), HapacTa-
HUS IpOTeuHypuu 110 1,8 r/cyT, apTrepualibHON TUIEePTEH3UN
(AJ1160/100 mm pr c1.). Taroke B 1994 1. BriepBbIe MosiBICHHE
KO)KHBIX BBICHIIAaHUH ONEHO-PO30BOTO IBETa Kpyriol ¢op-
MBI, HE 3YJISIIUX, HA KOXKe TOJICHeH, KOTopble ObUTH paciieHe-
HBl HA TOT MOMEHT KaK aHyJspHas spurema. Tepamus cer-
cHca BKITIOYANa aHTHOMOTHKU HIMPOKOTO CHEKTpa JeHCTBHS,
ceaHchl remocopOiuK, Ha (hoHE Yero Hopmanuzaius (QpyHkK-
UM TOYEK, YPOBHS reMoriodnHa, HopMmanusaius AJl, per-
pecc Boickinmanuit. B 2006 1. npu ouepeHOM 00ClIeI0OBaHUU
3aperucTprupoBaHa azoremus: kpeaTuHuH — 0,186 Mmoub/m.
CK® (MDRD) — 25,4 mui/mun. IIpu Y3U peructpupyrorcst
HEe3HAYUTENbHbIE YMEHBIICHHE Pa3MepOB TOYEK M MOBBIIIIe-
HHUE DXOMeHHOCTH TapeHxuMsbl 10 | crenenun. Hedpobuoricuio
He BhIMONHsUTH. Ha3HaueHa HedpompoTeKTHBHAs Teparnus. B
2007 1. Ha oHE TpremMa NepopaIbHBIX KOHTPAICTITUBOB pa3-
putne OHMK no nmemuyeckomy tumny B OacceiiHe JieBoii
cpeaHeld Mo3roBou aptepuw, 3atem cmycts 1 mec OHMK mo
UIIEMUUYECKOMY TUIly B BepTeOpoOaszuisipHoM OacceiiHe.
Torza sxe MosBICHUE CONMPOBOKAAIOIIMXCS 3yA0M OO0Ie3HeH-
HBIX YPTHKApPHBIX BBICHITAHUI Ha KOXKe rojieHeH, Oenep, mosic-
Hulpl. [Ipu ummyHonoruueckom obcnenoBanun PO, AHO,
AT x asycnupanbHoil JIHK orpunarenbHele. 3apeructpupo-
BaHo noBbineHne AT k kapauonununy 1gG 1o 66,3 U/ml, AT
K kapauonunuHy IgM B npenenax Hopwmsl (2,34 U/ml). Jluar-
HOCTHpOBaH aHTU(GOCcHONMUNUIHBIA cHUHAPOM. OTMEHEHBI
KOHTpAIeNTUBbI, Ha3HaueH BapdapuH noa koHTporeM MHO.
B ¢despane 2008 1. ycTaHOBIICH ayTOMMMYHHBI THPEOUJIUT,
TUNIOTUPE03, KOPPUTUPYEMBII B TIOCIEIYIOMEM THPOKCUHOM.

B wutone 2008 1. maumeHTka oociaeayeTcsi B He(poIorH-
YEeCKOM OTJENICHUH C Kaao0aMy Ha YPTUKAPHYIO ChIITb, OT-
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MeuaeMylo Ha MpeIrieubsiX, B 00JacTh IIeH, TOSICHHIBI, CO-
MTPOBOYKAAIOILYIOCS 3YJJOM, YMEPEHHO OOJNE3HEHHYI0 U Me[-
JIGHHO pa3peIlarollylocs, OCTABISIONIYI0 OYard TUITEepITUT-
MEHTAIlMH, PACLEHEHHYIO JepPMaTOJOTOM Kak OJsiimedHas
9K3eMa; MosIBIICHHE O0JIell B MEJIKMX CycTaBax pyk 0e3 MX oTed-
HOCTH, CKOBAHHOCTH M THIIEPEMUH; apTePUATTbHYIO TUTIEPTEH-
3ut0 10 160/100 MM pr cT. XKano0 co cTopoHb! AbIXaTelbHON
cucremsl, JKKT, opraHos 3peHus u ciyxa He 0bu10. [Tpu duzu-
KaJTbHOM OOCIIeIOBAHUH, 3a MCKITIOYEHUEM YPTUKAPHBIX BbI-
ChINaHWM, 0e3 KakuX-JImbo ocodennocreir. UMT 24,5 xr/m?.

Jlabopamopno. I1pu oGcnenoBanun reMornioonH — 95 r/n,
sputpouuTsl — 3,9 X 10'%/11, TpomMGoLITEL — 249 X 10%/71, Neiiko-
Thl — 8,6 X 10%/m; kpearrand — 0,187 mmons/1; CKO (MDRD)
— 40 mu/muH; cytouHast nporerHypusi — 0,34 r/cyT; oOumii
6enok — 70 /1. B ocranbHOM 0€3 CyIIECTBEHHBIX OTKIIOHEHHI.

Hmmynonozuueckoe oocnedosanue: ANCA, AT k nBy-
cnupansHoit JIHK, AT k xapauonununy IgG, IgM B npene-
nax Hopmbl; AT k B,-ukonporeuny — 101,7 U/ml (N <10 U/
ml), AH® 1:640 (ipu Hopme <1:40). BrisiBiIeHa rMITIOKOMITIIE-
mentemusi: C3 — 0,673 r/m; C4—0,113 r/n antu-Clq 6,4 U/ml.

ITo maHHBIM Guoncuu Koxcu B COCyIax MEJKOTO KO-
pa, MPeNMYILIECTBEHHO B BEHYJaX, OTMEYAIOTCsI IEPUBACKYIISIP-
HBI OTEK W JIe30praHM3aIisl COSIMHUTENBHON TKAHH, JICHKO-
uutapHas HHOUIBTpaLys, GopMUpyIOIas MepuBacKyIIspHbIE
MydTBL. B cocTaB JIeHKOIMTapHBIX UHPHITBTPATOB BXOISIT MaK-
podaru, TUMQOLUTHI, 303UHOPUIIBI, TIA3MOLUTHL. MIMMyHO-
(ITFOOpECIIeHTHOE HCCIIE0BAHKE: B KAIIJLIAPaX COOCTBEHHOM
JIACTHKU U coOCTBeHHO KoikH [gG ( 2+) u nsimOna ueneid (1+), B
MOIEKAILEH COEAMHUTENBHON TKAHU BOKDPYT COCYIOB MEJIKO-
ro kanuOpa orMevaercs oTiokenue IgA (2+), IgM (1+), ¢puo-
punorena (1+),1gG (3+), Clq (2+) , C3 (2+).

buoncusa nouku (puc. 2I'). B cpesax momydeH TOIBKO
MO3roBoO#t cioif. [To TaHHBIM CBETOBOW MHUKPOCKOIHUH, OT-
MeYaeTcsl BbIPaKEHHBI 3aMeCTUTENbHBINA Tu(dy3HO-04a-
TOBEI CKJIEPO3: pa3pacTaHue Tpy0oil M TOHKO BOJOKHUCTOI
COEIMHUTENBHONW TKaHW, CKIEPO3MpOBaHUE TyOyIsIPHOTO
KOMITOHEHTa ¢ y4acTKaMHu arpoduu U cybarpopuu KaHalb-
1ueB. B MHTEpCTHIIMKM OTMEUYaeTcsi YMEPEHHO BBIpaKEeHHAsS
auMporucTronuTapHas HHGUIbTpanus. B To ke BpeMs nMe-
IOT MECTO MPHU3HAKK BAaCKyJIHWTa: B MPOCBETE MHUKPOCOCYIOB
TYOYJTOMHTEPCTHIINS, TIPEUMYIIECTBEHHO B BEHYJaX, OTMe-
YaroTCsl 0YaroBble CKOTIJICHHsS JIGHKOLMTOB C MPHU3HAKAMHU
Jeiikoananenesa v aare3ny K SHAOTEIHIO.

Peructpupyemble ypTHKapHbIE BBICHIIIAHUS Ha KOXKE, ap-
TPaITHU C TMPEUMYIIECTBEHHBIM BOBICYCHUEM MEIKUX CYC-
TaBOB PYK, XpOHMUYECKUI HEDPUTUUECKHH CHHAPOM, UMMY-
HOJIOTMYECKHE CIBUTH (TUITOKOMITIIEMEHTEMHUSI, TOBBIIICHHBIH
TUTP aHTHTEN K f3,- IIMKONPOTEHHY), NPU3HAKK BOCTIAIEHHUS
MHUKPOCOCY/IOB 1O JaHHBIM OHMOTICH#T KOXKU U TIOYKU MO3BOJHU-
JM IMarHOCTHPOBATH TMITOKOMIIEMEHTEMHUYECKUN BAaCKYITUT
B couetanuu ¢ BropuuHbIM ADPC (cMm. obcyxaeHue).

Tepanus u npocnexmuenoe nadawoenue. B 2009 r.
nposeneHa nyiabe-Tepanus I'KC 500 mr Ne3 BHyTpUBEHHO ¢
MoCTeIyIOIMM MEePEeX00M Ha TMepOpabHBIA MPUEM C T0-
CTEMEHHBIM CHIDKEHHEM JI03bl JI0 MoJiepkuBaroimueit. Ha
(oHe Tepanmuu ypTHKapHBIE BBICHITAHUS PErPeCcCUPOBAIIH.
B TeueHme roma nmpomoinkeHO HAONOICHHE 3a (YHKIUEH
nouek, kotopasi ocrtaercs Ha ypoBHe XbBII IV cranum.

OBCYXAEHUE

B kak10M M3 BBIIICONTUCAHHBIX CIIyIaeB TUArHO3
I'VB ycraHoBJieH Ha OCHOBaHUH KIIMHUYECKUX KpUTE-
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pues, Brepsble npeanoxennubix H.R. Schwartz et al.
[1] B 1982 1. (Ta0x.1). ¥ Bcex ObLIM THIUYHBIE KOXK-
Hble I3MeHeHus1, aHTU-C1q U TIoMepysipHOe TTopaske-
Hue noyek (tabiu. 3). Caexyer oOpaTuTh BHUMaHUE
Ha TO, YTO HMU B OJTHOM M3 CIIy4yaeB He OblI CBOEBpe-
MEHHO 3aI10/I03PEH UMMYHOKOMIUIEKCHBI MEXaHU3M
pa3BUTHI yPTUKAPUil, KOTOPBIE HEMPABUILHO PACIIO3-
HAaBAJINCh KOHCYJIBTUPYIOIIMMH BpadaMu (BKITFOUast Iep-
MaToJIOroB) Yallle Kak KOXKHbIe ajJIeprudecKue peak-
uuu [ Tuna, 1axe HeCMOTPS HA HOPMaJIbHBIN YPOBEHb
IgE xpoBu (kak B citydae 2), a TaKke Kak «aHyJIspHas
IpUTEMAY, «IEPMATHUTY, TICOpUa3» U Ip. Bmecte ¢ TeMm,
MpaBWIbHAS KIIMHUYUECKas TU(QepeHIMabHas TUarHo-
CTHKa KOKHBIX W3MeHeHuil npu I'YB He npeacrasnsier
CYILLIECTBEHHBIX CII0)KHOCTEH U MO3BOJISIET OBICTPO yC-
TaHOBUTH JUATHO3 KOXKHOTO BackynauTa (Tabiu. 2). Bo
BCEX CIIydasx ObLia MpoBeAcHA OMOICHUS AJIEMEHTOB
KOYKHOM CBIITH, U TIPX MOPQOJIOTMIECKOM UCCIICI0OBAHUN
BBISIBJICHBI TUITUYHBIE TPOSIBICHUSI COCYIUCTOTO BOC-
HaJIeHus ¢ JEHKOIUTOKIa3ueN U IBHBIMU JEIIO3UTaAMU
MMMYHHBIX KOMILJICKCOB TP UMMYHOMITYOpeCLCHIIN
(cm. puc. 1). Takoit MeTon ObICTPBIN, HE TPEOY LM
CYLICCTBEHHBIX 3aTPaT U BBITIOJHUMBIN B aMOyJ1aTop-
HBIX YCIIOBUSX, CIEIYET CYUTATh OMTHUMAIIBHBIM TS
MePBUYHOM JMarHOCTUKH 1 qrddhepeHInanpHoN auar-
Hoctuku ['YB.

K OCHOBHBIM KIMHUYECKUM IUATHOCTUYECKUM
KPUTEPUSIM OTHOCSIT MOATBEPKICHUE HU3KOTO YPOBHS
KOMIUIEMEHTa B ITUPKYJISAIUU, YTO TAKXKE YACTUYHO
OTpa)kaeT U CyThb 3a00JIeBaHNs — aKTUBALIUIO KJIacCH-
YECKOTO MyTHU, KaK OJUH M3 BEAYLIUX MEXaHU3MOB
MMMYHOKOMITIJIEKCHOTO Bocmanienus [2, 3]. B nannoi
cepuu B 3 citydasix U3 4 BBISIBJICHO CYIIECTBEHHOE CHU-
xenue C3-, C4-ppakuuit koMmruiemeHTa. B oqHom u3
ciy4aeB (ciayuait 3) B IepHroJ] yCTaHOBJICHUS AUATHO-
3a ypoBeHb C3—C4 Obl1 HOPMaJIBHBIM, HECMOTPS Ha
OTUYETIMBBIE KIMHNYECKe CUMITTOMBI I 'Y B, BKkiTrodas
JOTIOTHUTENbHBIE CHCTEMHEBIE TTPOSIBIICHUS B BUJIE 11O~
TUapTpUTa U aHTroeaeMsl. [Ipu 3ToM U3BECTHO, YTO
aKTUBHOCTH KOMILIEMeHTa B xoae TeueHus: ' YB mo-
JKET CYIIECTBEHHO BApbUPOBATH C TCHACHIIUEH K HOP-
Maau3aluy IpU CIOHTAHHOM WU UHIYIIMPOBAHHOM
JIeYEHUEM perpecce CMHMINTOMATHKH (ypuTHKapuii). B
ciy4yae 3 B MOMEHT JUAarHOCTHUKU KOXKHBIEC MPOsIBIIE-
HUS ObLTU B COCTOSIHUU CYOPEMUCCHH.

N3BecTHBI KIMHUYECKUE HAOTIONEHUS O TOM, UTO
OOJIbHBIC C KOYKHBIM YPTUKAPHBIM BaCKYJIUTOM MOTYT
OBITh TIOJJPA3JICIICHbI HA JIBE TPYTIIIBI IO CTATYCY ChI-
BOPOTOYHOTO KOMIIIEMEHTA — C HOPMAaJbHBIM €r0
ypoBHEM U cHIbKeHueM [4]. HeynuBurtensHo, 4TO, B
LenoM, TedeHue 3a0oneBaHus OoJiee TsKenIoe MpH
CHUKCHHH KOMILIEMEHTA, MOCKOJIbKY aKTHUBAIUs €To
KJIACCHYECKOTO MYTH TOJpa3yMeBaeT OOJbIIYIO BbI-
PaXXK€HHOCTh UMMYHOKOMILIEKCHOTO MOBPEXKICHUS

cocynoB [2, 3]. C npyroli CTOPOHEI ClIeIyeT MOHUMATh,
YTO MEPBUYHASI CYIIHOCTH 3a00JIEBaHMUS 3aKIII0YAET-
Csl B CHIDKEHUU KJIMpPEHca KJIETOK, MOBEPratonXcs
aronTo3y, ¢ HapyIIEHHEM TOJIEPaHTHOCTH U 00pazo-
BaHHeM ayToaHTHTeN K C1q-KOMIOHEHTY KOMIIJIEMEH-
Ta, CBI3aHHOMY C €0 KJIETOYHBIM PELENnTOPOM [IIHT.
1o 5]. DTu narojaoruyecKue Npouecchl MPOUCXOoAAT Ha
YPOBHE TKaHW U MOTYT BBI3BIBATh JIOKAJIBHYIO allbTe-
pauuio (B TOM 4Hcie MMMYHOKOMIIJIEKCHYIO) BHE 3a-
BHCHUMOCTH OT CHCTEMHOI'O COCTOSTHUSI KOMIUIEMEH-
ta. Habnrogass ”UMEHHO Takyro CUTYyallHIO B ciiyyae 3,
aBTOPBI MPEAINOJararoT, YTO MOXKHO BBIJICIUTH CYO-
UM uim craguio I'YB ¢ HopMokoMIIieMeHTeEMUEN, He-
cMoTps Ha Hannune aHTu-C1q. B Takux cirydasx Mox-
HO ITPOTHO3MPOBATH MEHEE BBIPAKEHHOE OPTaHHOE MO-
BpEXJIEHNE, B IEPBYIO O4Yepeslb, HA YPOBHE MOYEK, K
KOTOPBIM paccMarprBaeMoe 3a0oJieBaHHEe MPOsBIIs-
€T PKO BBIPAKEHHBIN «Tponu3M». B yactHocTH, cie-
JIyeT CYUTaTh MEHee BEepOSTHBIM pa3BUTHE OHON U3
HanboJee TKenbIX GopM rmoMepyaonaruit — MITTH,
KaK MaToJIOTHYEeCKOTO COCTOSHUS, OTYETIIMBO OIoCpe-
JIyeMOTO aKTUBAIMEH KIaCCUYECKOTo MyTH [6].
HmeHHO Takylo cUTyaluio HaOIrofanu B ciydae 3,
NpY KOTOPO# MPOSIBIEHUS KO)KHOTO BAaCKYIUTA OBLIH
HE CTOJIb IPKUMH, KaK B OCTaJIbHBIX CIIydasix, a U3Me-
HEeHHMs B MOYKaX Kiaccu(UIMPOBaHbl Kak POKaIbHO-
CerMeHTapHbIN Me3aHTHaTbHO-NPONTU(epaTUBHBIN TJ10-
Mmepynonedput. [lpu sToM, B Kanuusipax KiyOodka
nenosunus C3 Obljla BeCcbMa OTYETIMBOMU, a MOp(o-
JorHYecKue (IKCTpaBas3aus SPUTPOLUTOB B KiTyOoU-
Ke€) ¥ KIMHUYecKkHe (reMaTypusi) HapyIeHus TPOHU-
[[aeMOCTH CTEHKHU IJIOMEPYJSPHBIX COCYIOB — CyIlle-
CTBEHHBI.

HanpoTus, B ciiyyasx 1 u 2 ¢ HU3KUM coJiepKaHu-
em C3, C4 na ¢one antu-Clq orMedeHo pa3BuUTHE
Oonee TsKeNnOW GOpMBI MOpakeHUs KIyOOUKOB —
MIII'H ¢ 6bIcTpBIM MpUCOETUHEHNEM TEPMUHATBLHON
noueyHoit HepoctatogHocTH (TTIH). IoBpexnenus
KITyOOUKOB Y 9THX OOJBHBIX, O4EBUIHO, B 3HAUNTEIIb-
HOU cTerneHu ycyTyOsieTcsi napanieabHbIM Pa3BUTH-
€M BacKyJIUTa MOYEYHBIX COCYHOB C (hOKaTbHBIMH
OYaroBbIMM HEKPO3aMH TJIOMEPYISPHBIX COCYIOB,
(hopmMHpoBaHHEM MONYITYHHNA U MOP(HOIOTHUECKUMH
MpHU3HAKaMH1 KMMYHOJIOTHYECKOTO MpoLecca B MUKPO-
cocynax MHTepcTuus. IHTepecHo, 4To IMMYHOMOp-
(honoruuecKy y 3TUX MallMeHTOB OOHAPYKUBAJH Jie-
no3uTsl C1q B MOYKe U B KOXKeE.

Cnenyer moA4epKHYTh, YTO BO BCeX Clydasx
OBLIM BBISIBIIEHBI ayToaHTUTeNna K C1q-KOMIIOHEHTY
KOMIUIEMEHTA, KOTOPbIe UTPAIOT LIEHTPAJIbHYIO POJIb
B naroreHese ['YB. C y4eToM cOBpeMEHHBIX Mpe/-
cTtaByieHuit o ponu antu-C1q B aTHONaTorenese ['YB,
KOTOpbIE HE ObUTM M3BECTHHI B AainekoMm 1982 . [1],
aBTOPBI MyOJIMKALIMK T0JIAratoT, YTO JaHHBIH UMMY-
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Ta6bnuua 1

O1nununsg ot yptukapuii npu N'YB ot anneprum

Kputepun anddepeHumansHOro ryB

AnarHosa

KoxHasa anneprus

Mposouupytowme dakTopbl -
IgE CbIBOPOTKM KPOBU Hopma
MaToreHes

mctonorus

MIMmmyHOdnoopecueHums

3ya +
BonesHeHHOCTb +
MpoJoNXNTENBHOCTb >244
fMnepnurmeHTaums +

Jnackonusa BbICBINHOIMO 3/IEMeHTa

ha)
OdPeKT aHTUrMcCTamMmHHbIX Npena- -
paTtoB

rVII'Iep‘-IyBCTBI/ITeJ'IbHOCTb 3-ro Tuna

JleMkounTOoKNacTUYeKMn BaCKynuT HENTPO-
buUNbHbIA NepnBackynapHbli nHGUAbTPaT

TeMHO-KpacHOe/KOPUYHEBOE MATHO B LIEHT-
pe anemMeHTa (Npu3Hak NoBPEeXAeHUs COoCy-

KOHKpeTHbIN annepreH

MoBbIweH

Mnep4yBCTBUTENBHOCTL 1-r0 TMNa
OTtek oepMbl 6€3 nerikounToknasnum

MepuBackynapHbin MHGUNbTPaT NMMPO-
LNTAPHO-303UHOPUNbHbBIN

|g, KOMMOHEHTbI KOMMJieMeHTa -

++

<24y

Be3 npu3HakoB NoBpexaeHus cocyna

HOJIOTHYECKHI MapKep JT0JIKEeH CUUTAThCs OJTHUM U3
IJIaBHBIX KPUTEPHEB, HAPSALY ¢ MOP(OIOTHUECKUM
JI0OKA3aTeNIbCTBOM JIEHKOLMTOKIACTUYECKOTO BAaCKY-
nuTa B koke. Bmecte ¢ TteMm, antu-Clq Henb3s uc-
I0JIB30BATh JUIsl CKpuHUHIa I'YB, mockonbKy OHU MO-
TYT BBISBISITECS U Y HEOOJBIION MPOMOPLUH 300PO-
BBIX Il [7].

Ecnu B nanpHeiieM HakorieHHE KIMHUYECKUX U
IKCTIEPUMEHTAIBHBIX CBEICHUH O JaHHOM 3a0o0JeBa-
HUH MOATBEPINT MPEATION0KEHHS aBTOPOB O HeoOs13a-
TEJNbHOCTH KPUTEPHs TUITOKOMITJIEMEHTEMUH, TO Tep-
MUH «BacKyquT ¢ aHtutenamu k Clg» Oymet Gonee
YMECTHBIM JJIs1 0003HAYEeHHUs 3TOM MMMYHOKOMILIEKC-

Tabnuuya 2
AunarHoctuueckue kputepum N'yYB
(cmoauduxkaumsmmuno [1])

aBHbIe KpuTEepun

YpTukapHble BbICbINAHUS MPOAOSIKUTENBHOCTbLIO
6onee 6 mec

fmnokoMmnnemeHTemMus
JAononHuTenbHble KPUTEPUN
J1eMKoUNTOKNACTUYECKNIA BACKYNUT
ApTpanrum n apTpuTbl
YBeut/anuckneput

MmomepynoHedput

AbgomMuHanbHble 60nun

MosbiweHne TUTpa aHTn-C1q

Kputepun nckniovyeHusa
KpnornobynmHemus (kpuokput >1%)
AHTUTENa K asycnupanbHon JHK
HCV/HBV/HIV

Oednunt C1-3cTepassbl
HacnencTtBeHHbI feduumT KOMNIeMeHTa
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Hol marosoruu. CBs3u Mexnay ypoBHeM aHTu-Clq u
KJIMHUYECKUMH MPOSIBJICHNUSIMU OO0JIE3HU HE POCTIEKH-
BaeTcsl, OIHAKO, MaJoe YHCIIO HaOIIOIeHUH He 103BOo-
asieT Oojiee ONpeaeseHHO BBICKA3bIBATHCS HA 3TOT
CYeT.

Ocoboro obcyxaenust Tpedyer ciyuait 4, KoTo-
PBIf KIIMHUYECKU IEMOHCTPUPYET HEKOE MOTrPaHUuHOe
coctosinue Mexnay uauonatuueckum I'YB u CKB.
WzBectHO, uTOo Teuenune ['YB moxer Tpanchopmu-
poBathes B kiaccuueckyto CKB [4], uto HeynuBU-
TEJBHO U MOYKET OOBSICHATHCS C TOUKH 3PEHUS TeKy-
HIMX TPecTaBIeHUH O MaToreHese 3TUX 3a0oeBaHui
[uT. o 5]. [leno B TOM, YTO MepBUYHbBIE HAPYLIEHUS
MHOTOUUCIIEHHBIX perynstopubix ¢ynkumii Clq Ha
¢done obpazoBanus antu-Clq MOTYT MPUBOJIUTH K
JanbHEeNIIeMy 3aMe/JIEHUIO TTOTJIOLIeHNs aronTOTH-
YECKOro MaTrepHalla, yBeJIHNYeHHIO ero IKCIO3ULINH C
HapyLIeHWEM TOJIEPaHTHOCTH 1 00pa3zoBaHueM Ooliee
HIMPOKOTO CIEKTPa ayTOAHTHUTEN K Pa3IUN4YHbBIM, B TOM
YyHCclie SACPHBIM CTPYKTYpPaM.

V nauuentku 1., TOMUMO TUITMYHBIX POSIBJIEHUI
I'YB (camxenus C3, C4, antu-C1q), obHapyxeHo 3Ha-
YHUTEIbHOE MOBBIILIEHUE TUTPA aHTUHYKJICAPHBIX U aH-
TH(OCHONUITUITHBIX aHTUTEN MPU OTCYTCTBHU TAKOBBIX
k asycnupasnsHoi JIHK, uto n no3posiser paccMar-
pYBaTh NAHHBIN cydail Kak POMEXYTOYHOE COCTO-
stare Mmexxty ['YB u CKB. C 3Tux ke mo3uiuit MoXHO
OOBSICHUTH TPAaH3UTOPHBIN XapakTep W CIIOHTAHHYIO
HOPMAJIM3all1IO AHTUTEN K KAPJMOIMIIUHY U 3, — IIu-
KONPOTEHHY, KOTOPYIO MbI OOBSCHSIEM Pa3BUTHEM BTO-
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Tabnuuya 3
KnuHuueckue AAaHHbleé HA MOMEHT BbINMOJIHEHUSA MOpd)OﬂOI'I/I‘-IECKOFO nccnenoBaHnNda umcxoabl
KnnHunyeckne gaHHble Cnyuyan 1 Cnyuyan 2 Cnyvan 3 Cnyvan 4
YpTuKapun npoaomKMTeNnbHOCTbIO 6onee
6 mec + + + +
JlenkoumKnacTU4eCcKuin KOXHbI BaCKynnT + + + +
Mopdonornyeckuin BapnaHT nopaxeHusa nodek | MIMIH MIrH ®dokanbHO-cer- Cknepos nHTepcTuums
C MONYNYHUSIMU | C MONYAYHUAMU| MEHTapPHbIA C NpY3HaKkaMn BacKkynmTa
Me3aHrmanbHO- | COCYA0B MUKPOLMPKY-
nponudepaTVBHbIN| NaLnmn
apTpanruu - + + +
MMnokomnemeHTemus
C3(<0,75r/n) C3 - 0,446 C3-0,379 C3-1,09 C3-0,673
C4 (< 0,15r/n) C4-0,119 C4 - 0,036 C4 - 0,269 C4-0,113
AHTN-C1qg U/ml 2,4 15,3 16,8 6,4
AHD (<1:40) <1:40 <1:40 1:80 1:640
AT k gsycnupanbHon AHK Hopma Hopwma Hopma Hopma
Kpuokput, % Hopma Hopma Hopma Hopma
AT k kapanonununy IgG (10<N<30 U/ml) Hopma Hopma Hopma 66
AT « kapguonununuy IgM (N<10 U/ml) Hopma Hopma Hopma Hopma
AT K B, mukonpoteunHy (N<10 U/ml) Hopma Hopma Hopma 101
CK®, mn/MuH Ha MOMEHT Buoncun 14 20 57 40
npu HabnoaeHUn 14 (24 mec) 4 c2005r. 66 (12 mec) 40 (25 mec)

puuaHoro aHtudochomumuaHoro cuaapoma (ADC).
OTt4acTit o1I00HOTO oA MPEATOI0KEHHS TIOATBEP-
KITAIOTCS CBS3BIO AMHAMHKHN aHTHU(POCHOTUIHIHBIX
AQHTHTEN C PETPeccoM KIMHHYECKHUX ¥ MMMYHOIIOTH-
yeckux npospieHuit ['YB. Bmecte ¢ Tem, nospieHue
JIOTIOJIHUTEJNIbHBIX ayToaHTuTen npu ['YB npeano:na-
raet 6oee TsHKeIoe TedeHre OOJIe3HU U yBelTMYeHHe
COCYIHCTBIX PHCKOB. BeposTHO, HanM4Yue TakWx CO-
CTOSTHHI JTaeT OCHOBaHHME HEKOTOPBIM aBTOPaM yTBEp-
Xn1ath, uto I'YB sBnsercs ognoit n3 popm CKB [8].
K coxanenuto, mpu OHOTICUY MTOYKH B 00pa3el] TKaH!
TOTIaJl TOJTLKO MO3TOBOM CIIOW C OMHUM CKIIEPO3HPO-
BaHHBIM KITyOOYKOM, TIOSTOMY MOP(OJIOTHS TIIOMEpY-
JIOTIATHUH OcTajach HEM3BeCTHOH. VccnenoBanue uH-
TEPCTHLUANBHBIX MPOCTPAHCTB TIO3BOJNIIO BBISBHTH
HaJW4Yue MPU3HAKOB BaCKYIINTa MUKPOCOCYIIOB M €TO
WCXOZIOB B BHJIE YMEPEHHOTO O PY3HOTO CKIIepO3a.

SAKJIIOMEHUE

Takum o0pa3oM, mpencTaBieHHbIE CIyYad yKa-
3BIBAIOT Ha TO, 4TO TeueHue ['YB MoxeTr conpoBox-
JATHCS TSOKEIIBIM TEUCHHEM C OBICTPBIM MPOTPECCH-
poBaHueM TUCOYHKIMH MTOYeK. BEICOKHEe TeMITHI pa3-
BHTHS ITIOMEPYJIIPHOTO ¥ MHTEPCTUITHAIBHOTO (hHOpo3a
MOTYT OBITh OOBSICHCHBI HAJIOXKEHUEM UMMYHOKOMII-
JIEKCHOM TITOMEPYJIOTIaTHH 1 BacKyauTa. CBOCBpEMEH-

Hasg nguarHoctuka ['YB, a Taxke JeTajnbpHas OIEHKa
U3MEHEHUI B MOYKaX, BKJIOYas MOP(HOIOTUIECKYHO
JIMaTHOCTHKY, SIBJISIOTCS KPUTHUUECKU BaXKHBIMU ISl
YAYUIICHUS TPOrHO3a ATON KaTETOPUH OOJIbHBIX.
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