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Pesiome

MNpepncTaBneH KNIMHNYECKUI CIyYai XPOHNYECKN TeKylLle-
ro reHepann3oBaHHOro CapKkonao3a fierknx, KoTopbli 3a-
KOHUMNCA neTanbHbIM Ncxofom. OCo6eHHOCTbIO AaHHOTO
Cny4yan ABNAETCA pe3Koe yXyALleHe COCTOAHUA NauneH-
Ta C ANUTENBbHO CYLLEeCTBYIOWMM CapKoMA030M CTabunb-
HOro TeYeHwus, BbIIBNEHME ayTOAHTUTEN MPY Capkouaose,
a Takxe pa3BuTMEe peaKoro nopakeHus noyek. MokasaHa
TPyAHOCTb AnddepeHUnanbHON ANarHOCTMKK nporpec-
CMPOBaHUA capkouaosa 1 NpUCcoeanHeHNa CUCTEMHOIO
BaCKyJ/NTa, a TakKe BaXXHOCTb MOPPONIOrnyeckoro nccre-
[OBaHMA B MOAOOHbIX ciyyasx. [peacTaBieHHbIR cnyyan
MOeT ABUTbCA feMOHCTPaL e BO3MOXHOM MMMYHOMa-
TOreHeTNYeCKOoN CBA3N CapKkonao3a 1 ayToMMMyHHOM na-
TONOrnm, Yto TpebyeT fanbHeNLero N3yyeHuns.

KnioueBble cnoBa: capkongos, mopdonornyeckme
nccnegoBaHumA, aHTMHeVITpOd)MHbeIe umTonsiaamaTmnye-
CKune aHTuTena, FﬂOMepyﬂOHed}pl/lT c nonynyHunamm

Summary

The fatal case of chronic systemic sarcoidosis is presented
in the article. The peculiarities of this case are: the sudden
worsening of long-existing, previously stable sarcoidosis,
detection of autoantibodies and the development of rare
kidney damage. The difficulty of differential diagnosis of
sarcoidosis’ progression and systemic vasculitis and the
importance of morphological researches in such cases
are also demonstrated. This case may illustrate the possi-
ble connection of sarcoidosis and autoimmune patholo-
gy, which requires further investigations.

Keywords: sarcoidosis, morphological research, anti-
neutrophil cytoplasmic antibody, crescentic glomerulo-
nephritis
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BBepeHmne

Capkounpgo3 — 3To obuiee 3aboneBaHue c Hambosnee
APKUMN 1 3HAUNTENbHBIMU U3MEHEHUAMM B NNEFKNX U BHY-
TPUrpyaHbIX MuMdaTnyecknx ysnax. Mpu Mmkpockonuye-
CKOM UCCNefoBaHUN B HUX 0OHapyXKBatloTcA Hebonblune
KakK Obl LUTAMMOBAHHblE, HE CIIMBAOLNECA APYT C APYroM
3NUTENNONLHO-KIIETOUHbIE TPaHYNeMbl C TUrAHTCKAMM
MHOroAfepHbIMU KneTkaMmu 6e3 TBOPOXMCTOro HeKpo3a.
Co BpemeHeM rpaHynembl nnMbo paccacbiBalTCcs, NnMbo
B HUX GOPMUPYIOTCA TManuHM3MpPOBaHHble GrbpPo3-
Hble pyOLbl 6oNbLIeN Uy MeHblUeln NPoTAKeHHoCTH [T,
2]. Naxe cnycta 10 neT nocsie NOAHOMO KAWHMYECKOro
BbI3JOPOB/IEHNA OTAENbHO JNieXalymMe 3SnNUTeNnongHo-
KNIeTOYHble rpaHynembl U rMannuHOBbIE Y3enKn CoXpaHs-
0TCA B NUMbaTUYECKUX Y31aX, TEFKNX, MEYEHN N CeNle3eH-
Ke, UTO MOXHO pacCMaTpuUBaTb B KauecTBE OCTAaTOYHbIX
N3MeHeHWI NoCIe N3IeYeHHOro capkonaosa. Takomy uc-
XO[ly CNoCOo6CTBYET 1 KOPTUKOCTepouaHasa Tepanusa [3].

HecmoTpsa Ha TO, UTO 3TUONOrMA U NaTOreHe3 capko-
1f03a, ONMCaHHOrO MHOFO AeCATUIIETUIA TOMY Ha3af, Bce
elle BbI3blBaOT HEMAJIO BOMPOCOB, CBOeobpasue ero Knm-
HUYECKUX 1 MOPdONOrMyeckmx NposABIeHU NO3BONSET
CUMTaTb, YTO 3TO HO3o0sM0rnYeckaa Gpopma CUCTEMHOFO
TWNa, Korga peyb UAET He O MOPAKEHUN TEX WU UHbIX
opraHoB, a 0 MOPGOPYHKLMOHANbHbBIX N3MEHEHMAX CU-
CTeMbl GaroUUTUPYIOLLMX MOHOUMTOB [4-6].

CncteMHan nNpupoaa capkouaosa NpoABRseTca U B
BOBJIEYEHUN COCYAOB NErknx, NuMmdpaTnyeckmnx y3nos, ne-
YeHu, NoYeK 1 ApYrnx OpraHoB, B KOTOPbIX Pa3BUBAIOTCA
rpaHynemaTosHble n3meHeHusa. CTEHKU COCYHOB YTOJ-
WwatTcA BCieacTsmMe nponudepaunn sHAOTENNANbHbIX
KNeTOK U MMO3/1acTO3a, BbIABMAETCA NEePUBACKYIAPHDIN
CKJ1Iepo3 C rManrHO30M, BOBJIEKAIOLWMI N OKPY»KaloLLyo
napeHxumy. PacnpoctpaHeHHble prbpPO3HbIe U3MeHeHN A
B NIErKNX NPUBOAAT, B CBOIO ouepe/ib, K Pa3BUTUIO TsKe-
NOW AbIXaTeNbHOW HEAOCTaTOUYHOCTU, KOTOPYH MOXHO
paccMaTPUBaTb Kak OAHO U3 TUMNYHBIX OC/TOXKHEHWUI cap-
kKoupgo3sa [7].

Pa3BuTe CMCTEMHOrO BacKynmUTa C BHENIErOYHbIMMA
NPOSIBNEHNAMU NMpPU CapKoupo3e npeactaBnsieT cobon
HeyacToe ABneHue. [Npn aHanmn3e gaHHbIX TUTepPaTypbl 3a
10-neTHWI nepuog Fernandes v coaBT. BbISsBUIM 6 Mauu-
€HTOB C BOBJIEUEHVEM SKCTPanysibMOHaNbHbIX COCYA0B
KpYMNHOro, CpefHero U Mesikoro Kanvuopos [8].

JleTanbHOCTb NpuW capkougo3e Hesenuka: B Poccun
cocTaBnseT o1 0,3% Bcex Habnogaswmnxcs u ao 7,4% xpo-
HUYeckn 6onesLumx [1].

OnuTenbHO TeKywui capkomgo3 XapakrepusyeTtcA
pa3BUTUEM JIEFOYHOIO CepLia i 3aKaHUMBAETCA JIeroYHO-
cepAeyHor HeJoCTaTOYHOCTbIO, KOTOPAasa U CNYXKUT, Kak
npaBuIo, NPUYMHONM HebNAronpUATHOro ncxoaa.

Mbl npefcTaBnaem cnyyan netanbHOro NCXoAa y na-
LMEHTKN C XPOHMYECKMM TeUYeHMEM CapKomzosa 1 npu-
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CoeAMHeHVeM pecnupaTopHOro AUCTPeCcc-CUHAPOMA U
OCTPOI NOYEYHOM He[OCTAaTOUYHOCTM.

KnuHnuecknnn cnyvam

MaumenTka A., 65 net, 11.08.2016 noctynuna B oTAe-
NeHne peaHVMaLun B TAXKENOM COCTOSIHUN C »Kanobamu Ha
ofblWKy B MOKOe, labocTb, 60nn B rpyaHON KneTke B Te-
yeHune 1,5 Mec € pe3knm yxyglieHnem B Teyeruve 2 gHen. 113
aHaMHe3a K3BeCTHO, UTo B 2007 r. npu GpubpoOpOoHXOCKO-
Ny ¢ Ype3bpoHxmanbHom Groncren Gbl1 MMCTONOrNYECKN
BepuduLMpoBaH capkomaos nerkux 2-i ctagun. B nepuopg ¢
2008 no 2013 r. naumneHTKa nosyyana NpeaHn30NoH B jo3e
15 mr/cyT, Kypcbl nnasmadepesa 2 pasa B roj C NOIOXKNTENb-
HOW guHamukon, ¢ 2013 r. oTMeyanacb ctTabunmnsaums Knu-
HUKO-PEHTreHONIOrMYECKNX MPOsIBAEHU 3aboneBaHns. 3a
3 Mec [0 HacToALero yxyaweHna o6cnefoBaHa B YCIOBUAX
NyNbMOHONOIMMYECKOro OTAENEHMUA; [aHHbIX, CBUAETesNb-
CTBYIOLMNX 06 aKTMBHOCTU CapKOMA03a, MoSlyYeHo He 6bino.
Mpun peTpoCcneKTVBHOM M3yYeHUN MeLULMHCKON [JOKYMEH-
Tauum 3Toro nepuopga obpallaloT Ha ceb6sa BHUMaHVe NOBbI-
wenve CO3 fo 32 mMm/4, TpPaH3UTOPHAA MUKPOremaTtypus,
nenKkounTypuA.

Mpn NOCTyNAeHUN COCTOAHUE OONbHON TAXenoe,
KOXHbIA MOKPOB ONefHbIl, YNCTbI, OTEKOB HEeT, MynbC
100 ya./mviH, ALl 120/70 mm pr. cT., Y4 30 B 1 MuH, SpO,
75%, OBYCTOPOHHAA KpenuTtauus, onurypusd. Npu nabopa-
TOPHOM MCCNefOBaHUN OOHapPY>KeHbl NMPU3HAKU aHemMun
(3puTpounTbl 2,5%x10'%/n, reMorno6uH 74 r/n); noyeyeHomn
HeLoCTaTOYHOCTU (KpeaTMHUH 862 MKMOJNb/f, MOYEBMHA
30,1 mmonb/n), rematypua (70-80 spuTpoumToB B none
3peHus), npotenHypua (3,0 r/n), unnungpypus). Mpu CKT
rpyaHown knetku (pncyHok) ot 12.08.2016 BbiABNEHO NOBbI-
LWeHMe MIOTHOCTU JIEFOYHONM TKaHM C yYacTKaMu anbBeo-
NAPHON W MHTEePCTULMANbHON UHPUABbTPaALNKN, YMEPEHHO
YTOMNWEHHBIMU  MEXLO0NbKOBbIMY NeperopoakaMu, yme-
peHHoe yBenuyeHue numbaTnyecknx y3nos (MakcmanbHO
o 1,5x1,8 cm — 6udypkaumnoHHon rpynnbl). Cneynanu-
CTamy Nly4yeBOW AMArHOCTUKM 6blfo BbICKa3aHO npenno-
noxeHve 06 NHTEPCTULMNANBHOM OTEKE NErKnx, BEPOATHO
CBA3aHHOM C MOpPaXeHMeM MUKPOLMPKYNATOPHOro pycna
BCNefCTBME BaCKynmMTa.

Mpwn ¥Y3U nouek — npm3Haky oCTpor NOYEUYHON Helo-
CTaToOYHOCTM, Npy DXOKI — noBbIWeHne JaBNeHWA B leroy-
Hom apTepuu Ao 60-70 Mmm pT. cT. KOHCYnbTMPOBaHa XMpyp-
rom, YPOnorom, AaHHbIX, CBUAETENbCTBYIOWMX 06 OCTPOM
XUPYPrnyeckor naTonornm, a Takke o NpofosKaloLwemca
KpOBOTeYeHU, He NonyyeHo. B cBA3M c HeKoHTponupye-
MOV AblxaTeNbHOW HepocTaTouyHocTbio 13.08.2016 HauaTa
MBI B pexxume CPAP npwm FiO, 0,85. HecmoTps Ha npoeo-
AVMYI0 MPOTUBOBOCMNANUTENbHYIO (AEKCOH 64 Mr/cyT), aH-
TMHaKTEPUANbHYIO Tepanuio, CTUMYALNIO AUype3a, OTMe-
Yyanocb MporpeccrpoBaHmMe MOYEeYHOW HefOCTaTOYHOCTU
C HapacTaHveM YPOBHA KpeaTuHuHa Ao 896 MKmonb/n,
SNEKTPONUTHBIMM  HapyLUeHNAMK (NOBbIWEHNE YPOBHA
Kanua go 6,0 mmonb/n) K 17.08.2016. NpoBeaeH ceaHc re-
MOAVanun3a C HeCTONKOW MONOXKUTENbHOW ANHaMUKON, 6e3
YMEHbLUEHNA ABNEHUN MNapeHXMMaTO3HOWN [AblXaTeSlbHOMN

MEONUMHCKN ANbAHC Ne 3, 2017




MynbmoHonorusa

PucyHok. CkaH cnmpanbHOii KOMNbIOTEPHOM TOMOrpadoui OpraHos
rPyAHON KNeTku naumeHTkn 4. ot 12.08.2016

HefoCTaTOYHOCTU. Ha OCHOBaHUM [aHHbIX KIVHUYECKON
KapTMHbI 3aMOf03pPEeHO pa3BMTUE CUCTEMHOrO BacKynuTa
C MopaeHMeMm MOoYeK U NIerknx, Hanmume XPOHUYEeCKoro
capKoupo3a paccMaTprBanoCh Kak COMyTCTBYOLWAA naTo-
norua, n 18.08.2016 No »M3HEHHbIM MOKa3aHMAM HauyaTa
nynbc-Tepanva MeTuINpegHN300HOM B Ao3e 250 mr (Kop-
peKuma No CKOpOCTU KnyboukoBOW GpUIbTpaLmm) ¢ npo-
TUBOMHObEKUMOHHON 3awmToit. MNMonyyeHHble K 20.08.2016
pe3ynbTatbl UMMYHOMOrMYeckoro nccnegoanHma (MAHLIA
1:1280, AH® 1:320, aHTUTena K 6a3anbHoO MembpaHe Kiny-
60UKOB — OTpULATENbHbIE) B COYETAHUN C KIUHUYECKOW
KapTuHOW, B 6onblueii CTeneHn No3BONAAN FOBOPUTb O pas-
BUTUN «MaflOMMMYHHOTo» (pauci-immune) Tuna 6bicTpo-
nporpeccupytowero rnomepynoHedputa (Il no Glassock,
1997), yacTo BCTpeuvawlleroca npyv MUKPOCKOMMNYECKOM
nonnaHrumte (MMA). lpoponxKeHa nynbc-Tepanva Me-
TUNNpPenHN30/I0HOM B fo3e 500 mr, K Tepanuu gobasneH
umknopochammg B gose 400 mMr, B CBA3W C HapacTaHWEM
ABNEHUN NMOYEYHOWN HEeLOCTaTOYHOCTM MOBTOPHO MpoOBe-
[eH ceaHc remogmanusa. Ha ¢poHe nposoammon tepanumn
6e3 cywecTBeHHON AnHaMuKy. 22.08.2016 (Ha 11-e cyTKu
rocnutanusaumm) Ha GoHe NporpeccrpyoLel NoANopPraH-
HOW HeJOCTaTOYHOCTM 3adUKCUPOBaAHa CMePTb NaLUEHTKN.

Ha BcKkpblTUM Hambonee 3HauuTenbHble W3MEHEHUA
0OHApPYXMBaNNCh B NETKMX 1 MOYKax. Jlerkve yBennyeHol B
pa3mepax, TeMHO-KPaCHOrO LiBETa, 3HAUYNTENbHO YNJTIOTHEHDI
1 Ha 6onbluemM NPOTAXeHUN 6e3B03aYyLWHbI. [neBpa ocTaBa-
nacb rnajKomn, TOHKoN 1 bnecTsuwein. Ha paspese otmevanmcb
MesnKne cepoBaTble oyary MHEBMOHUY, YepeaoBaBLIMeca C
yyacTKaMu MOJTHOKPOBMA U 3anafaloLyMy C MOBEPXHOCTN
TOHK/MMW OYe€Hb MNOTHBIMU GenecoBaTbiMn NPOCIONKAMU.
MprKopHeBble NMMdaTyeckre y3bl yBennyeHsl 4o 1 cvm B
ArameTpe, napaTpaxeasnibHble — 10 2 CM.

MouKkun crnerka yBenvyeHbl B pasmepax, C TOHKOW Karcy-
non. Ha noBepxHOCTK pa3pesa rpaHulia KOPKOBOro 1 MO3-
rOBOro C/I0€B YeTKasd, ONnpefenanca KpacHbI Kpan Ha
cepoBato-6enom poHe.

Mpu rMcTonormyeckom UCCnefoBaHWmM Nerkux onpene-
NANOCb COYeTaHMe OCTPbIX BOCMANUTENbHbBIX W3MEHEeHUN
C pe3Ko BblpaXKeHHbIM ANPPY3HbIM MHEBMOCKNEPO30OM U
MENKUMW  SMUTEIMONZHO-KNETOUHbIMA 1 NUMGONAHBIMUA
CKOMMIEHVAMM C TUFAHTCKUMU MHOTOSIAEPHBIMU KeTKaMMu.
CTeHKM KpyMHbIX OPOHXOB C BblpaXXeHHbIM Anddy3HbIM
¢1bpo30oMm, ToTaNlbHOWN aTpoduren xenes B NOACIN3NCTON
000/10UKe, PE3KO BblPaXKEHHON NEeKoLMTapHOW UHUNb-
Tpauven, SNUTeNni ciyLieH B NpocBeT. B npocseTe menkumx
6POHXOB TaKXKe OTMEeYasiCa CNyLEHHbIN SNUTENNIA, CErMeH-
ToAAepHble nenkouuTbl. lMepubpoHxmanbHble nMMdaTu-
yeckue y3Jibl C BblpaXKeHHbIM $pUBPO30M, 04aroBbimM Clabo
Bblpa)KeHHbIM aHTpako3oM. [apeHxrma obounx nerkmx pes-
KO M3MeHeHa 3a CYeT NepecTPONKN rMCTOaPXUTEKTOHUKM
M3-3a BbIPa)KEHHOrO AUGPY3HOro paspactaHna coefuHU-
TeNIbHOM TKaHW, Cy6TOTaNbHO 3aMellaloLlell IeroYHyio na-
peHxMMmy. B napeHxmume nerkux onpepenstoTca rpaHynembl
C €ANHNYHBIMU TUTAHTCKUMW MHOTOALEPHBIMU KNeTKamu 1
numooLumnTapHoin nHGUNbTPauren no nepudepnm, HeKPo3
B rpaHyfiemax OTCyTCTBYeT, Npu okpacke no Luno-Hunb-
CEHY KUCNOTOYCTONYMBbIE GaKTepuUM He OnpefenstoTcs.
MapeHxrma nerkux 6e3Bo3pyLUHa: BCTPeYalTCA eAnHUY-
Hble MenKune anbBeosibl C MyCTbIM NpocBeToM. [TpocBeT co-
XPaHVBLUMNXCA a/ibBEON pPaclMpPeH U NMOMHOCTbIO 3anosHeH
CErMeHTOAAEPHbIMA NeKoLUTaMK, HeOONbLUMM Konnyve-
CTBOM 3pPUTPOLMTOB, CNYLIEHHbIM aJibBEONIAPHbIM 3nKuTe-
NINEM N TOMOTEHHbIMW PO30BbIMM Maccamu. B mapeHxume
060MX Nerknx BCTPEYAKTCA yyacTKU C Pe3Ko paclunpeH-
HbIMW afibBEONaMM, NPOCBET KOTOPbIX TOTalbHO 3aMoOJHeH
reMonI3MpPOBaHHbIMIA SPUTPOLMTaMN, BbIABIAIOTCA Ovarun
CBEXUX KPOBOM3NUAHMNA. MexXanbBeonsapHble neperopos-
KN C nerkouutapHou WHGUNbTPaUMEN, Pe3Ko YTONLLEHbI
3a cueT cknepo3a. CoefMHUTENbHAA TKaHb C BblpaXKeHHOM
anddysHon numdonnasmouutTapHon UHUNbTPaumen, c
NPUMeChI0 CErMEHTOAAEPHbIX IENKOLMTOB, HONbLUNM KOK-
4eCTBOM HOBOOOPA30BAHHBIX MENKNX TOHKOCTEHHBIX COCY-
[0B. B yuacTkax ¢pnbpo3a 1 ckneposa TakKe PacrosioXeHbl
rMraHTCKMe MHOToAfEepPHbIe KIEeTKN.

Mpu rmcTonornyeckom nccnefoBaHnn novek Habnopa-
I0TCA paclMpPeHHble N YMEPEHHO MONIHOKPOBHbIE COCYADbI.
CreHKa apTepuon yTosLieHa, ckneposuposaHa. OTmeyaeTtcs
Bblpa)eHHasa anMcTpodua 1 ovaroBbli HEKPO3 SNUTENNA U3-
BUTbIX KaHanbLeB. ObpalyaeT Ha cebs BHUMaHWe Hanuume B
KNy6ouKax nonynyHuin, coaBnmnBailolmx KanvnspHble net-
NN YAN XKe LEeNUKoM 3anonHsaowme Knybouek. MNMonynyHua
npeactaBneHbl  NponndepupywmMMn  SNUTENMoLUTamMu,
YyacTb NONYNYHUI KNETOYHblE, YacTb GUOPO3HO-KNEeTOUHbIE.
JaHHble mopdonornyeckmne NprsHaky xapakTepHbl Ans 6bi-
CTPONPOrpeccmpyowero 3KCTPakanuaaapHoOro Fnomepy-
noHedpuTa ¢ NONyNyHUAMK. YacTb KITy6OUYKOB C OYaroBbim
BbIPaXEHHbIM CKNepO30M KanuiiapHOW CeTU, eAnHUYHbIe
KNy6OUKM C TOTanbHO CKIepPO3MPOBAHHOWN KamnuianspHoW
CETbI0 N Pe3KO yMeHblleHbl B pasmepax, auddysHo pac-
NonoKeHbl KNybouKM C MPUMeChbIo CEerMeHTOAAEPHbIX Nei-
KOUUTOB B KanunnAapHon ceTn. OyaroBas YMEPEeHHO Bbl-
paxeHHaa numdoumnTapHaa UHOUNbTPaAUUA MNapPEeHXUMbI
06eunx novyeKk. B nmapeHxume nouyek efuHUYHbIE MenKue
rpaHynembl B Buae eAnHUYHbIX FTMIraHTCKUX MHOTOAAEPHbIX
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KNeTOK, OKPYKeHHbIX numdoLmTamu, Ha GoHe BblpaXKeHHO-
ro $nbposa. Hekpos B rpaHynemax oTCyTCTBYeT, MPU OKpa-
cke no Unnio-HunbceHy Kncnotoyctoureble 6akTepnm He
onpegensaoTca. Mo3ropoe BeLLECTBO NOYEK MOMHOKPOBHO,
SNUTENUIA NPAMbIX KaHanbleB C ANCTPOGUUYECKUMN 13Me-
HeHUAMM.

O6cyxaeHune pe3ynbTaToB

MNpeacTaBneHHbIN KNUHUYECKNIA CyYail AeMOHCTPK-
pyeT CNOXXHOCTb AnddepeHLmanbHOM AUarHOCTUKK NPo-
rpeccnpoBaHmA XPOHMYECKOrO CapKongo3a C CUCTEMHbI-
MU NPOABMEHUAMU U NPUCOEAVHEHNA ayTOUMMYHHOTO
3aboneBaHKA No TNy CUCTEMHOTO BackynuTta. OHa npea-
CTaBNAET CJIOKHOCTb Kak ANA KNMHULNCTA, TaK U Ana Mop-
¢donora.

MpwXn3HeHHbIN anarHo3 MIA 6bin ycTaHOBNEH Ha
OCHOBaHWN KIMHWKO-PEHTIEHONOMMYeCKMX AaHHbIX, Bbl-
ABJIEHNI NOBbIWeHHOro yposHA N-AHLA npu otcyTcTBUN
aHTUTeN K 6a3anbHoi membpaHe KiyboUKOB, UTO XapaK-
TEPHO AJ1A «MaJIOMMMYHHOrO» (pauci-immune) Tna Obi-
cTponporpeccupyioliero rinomepynoHepputa (BMrH) (Il
no Glassock, 1997), yacto BcTpevatoweroca npu MIMA
N KpaiHe pedko npu capkoupose [9]. Takum obpaszom,
TepaneBTMYeCKasa TakTuKa Obina onpaBgaHa Hanuuvem
BINMH, Tak Kak puUCK neTanbHOro mcxopa 6onesHn npu
JaHHOM COCTOAHMMW MpPEeBbIAeT PUCK OCIOXKHEHUN OT
NMMYHOCYMNpeCcCMBHOM Tepanun 1 coctasnaeT 40% no
HJaHHbIM French Vasculitis Study Group (2011) [10]. OtcyT-
CTBME TepaneBTUYeckoro apdekTa Ha GpoHe KOpTMKOCTe-
pOoUAHON Tepanuu He XapakTepHO AJj1A capKouaosa, uto
Takxe cBugetenbcTsoBano B nonb3y AHLIA-accoummpo-
BAHHOIO CUCTEMHOrO BacKynuTa 1 onpeaennno Heobxo-
AVMOCTb NMpOBeAeHnA Nyfnbc-Tepanun C BKIOYEHNEM B
CXeMmy LIMTOCTaTNKOB.

Kak HeoOHOKpaTHO yKa3blBasiocb paHee, B AuarHo-
CTUKe capKomfo3a K/ouyeBas pPofb NPUHAANEXUT Kiu-
HWKO-PEHTIeHONIOMMYECKM U NTA6OPATOPHbBIM JaHHbIM
[11, 12]. Tuctonornyeckoe nccnegoBaHne buonTarta B Tex
cryyasx, Korga obHapyrBaloTCA XapaKTepHble rpaHy-
NnemMaTo3Hble U3MEHEHVA C LIUTONOMMYECKMMUN 0COBEHHO-
CTAMU SMUTENNOUIHDBIX, TUFAHTCKUX 1 APYTUX KNETOK Npwn
oTpuUaTenbHbIX pe3ynbTaTax 6GaKTeproCcKonMyeckoro
NCCnefoBaHNA Ha MMKOGaKTepuy, MaToreHHble rpubbl,
napasuToB 1 T.M., @ TakkKe MpU OTCYTCTBUM MPU3HAKOB
OMyXONEBOrO POCTa, NPUOAMKAETCA K [OCTOBEPHOCTU
BEPOATHOCTb CapKkomao3a U MOXKET Nub MOATBEPAUTb
KNMMHMYecKnin anarHos [13, 14]. B3aMoOOTHOLEHWA K-
HUUKMCcTa 1 mopdonora JOoNXKHbI CTPOUTLCA UMEHHO UCXO-
[A 13 3TOro nNpasuna, cnpasefsiMBOCTb KOTOPOro U3 rofa
B rof NOATBEPXKAAETCA MOYTM NONYTOPABEKOBLIM U3YyYe-
HMeM capkouzo3a 1 TIWaTeSIbHbIM aHa/IM30M OWKOOK ero
AVArHOCTUKM C PaCcXOXOeHNEM KIMHUYECKOrO 1 MaToso-
roaHaTOMUYECKOro AMarHO30B.
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Takum 06pa3om, AaHHble TMCTONIOrMYEeCcKoro ucche-
[JOBaHVA NerkvMx noaTBepXdalT KIUHWYeckoe npeg-
CTaBfieHVe O OONIbHOW, CNOXMBLUEECA Ha MPOTAKEHUU
9-neTHero HabnaeHUa, N CBMAETENLCTBYIOT O HANNYMK
LJINTENIbHO CYLLECTBYIOLLErO CAapKOMA03a C NopaKeHrem
nerkux n numdaTtmyecknx ysnos. icxoaa us rucronoruye-
CKOWM KapTVHbl CKNaAblBaeTCs BreyaT/ieHne O pa3BUTuu
OCTPOro pecnuMpaTopHoro guctpecc-cnHapoma (ARDS),
BO3MOXHO, KaK OCJIOXHEHVA NPYCOeAUHVBLUNIACA BUPYC-
HOM MHeKuMn (6akTepuranbHble U rPUOKOBbIE areHTbl
npu MUKPOOBUONOrMYeCKoM MCCIefoBaHUM MaTepurana
ob6Hapy»eHbl He OblIM) NN CMCTEMHOro 3aboneBaHuA.
C naTonoroaHaToOMMYECKON TOUKN 3PEHMA UMEHHO TaKUM
obpaszom cneflyeT OUEHUTb KIIMHUYECKU [MarHoCTUpo-
BaHHYI0 AibIXaTe/IbHY0 HeJOCTaTOYHOCTb TEPMUHANIBHOTO
nepuopga.

Mpu rucTonormyeckom WcCnefoBaHUM MOYEK Bbl-
ABMEeHbl MPU3HAKN NX CapKOMAHOrO NMopakeHus B BUAe
HaNMuMA XapaKTepHbIX TPaHyneM U1 CKIepoTUYeCKUx
n3meHeHuii. Kpome Toro, obpatiatot Ha cebsa BHUMaHue
NPU3HaKN 3KCTPAKaNWNIAPHOrO rnomMepynoHedpuTta
nonynyHuAMKY, Kak nposasneHua bINMH. MopaxeHne no-
Yek Npu capkoupgose BcCTpevaeTca B 15-30% cnyyaeB
3aboneBaHuA [1]. Hanbonee yacto OHO NpencTaBNeHO
CapKOUAHBbIM rpaHynemMaTo3HbIM TyOYynoUHTepCTULMaNb-
HbIM HedpuToM. [MoOMepynApHbIe NopaXeHUA NoYek Npu
CapKoMA03e He XapaKTePHbI U BCTPEYATCS PEAKO, MOTYT
6bITb NpefcTaBneHbl GOKanbHO-CErMeHTapHbIM FoMepy-
NOCKIIep030M, MEMOPaHO3HOW HepponaTnen, MesaHro-
nponudepaTnBHbIM rnomepynoHebputom [1, 15, 16].
Cnyyan pa3BUTUA SKCTAPKANUIIAPHOIO rloMepynoHed-
puTa C NOAYNYHVUAMMU y NaUUEHTOB C NPeALeCTBYOLNM
UV BMepBble BbISBNEHHBIM CapKOULO30M eAVHMWYHDI,
MEXaHV3M pPas3BUTMA MpPU CaPKOMAO3e He OuYeBMAEH
[17-23]. Mpwn 3TOM NOBblWEHHbIA ypoBeHb AHLA peru-
CTpYpOBanca NuWb B 5 cnyyasnx, B 2 cyiyyasax onpepene-
Hua yposHs AHLIA He nposoawmnocsk. MNpu obHapyKeHuK
nosblweHHoro yposHA AHLA He o KOHLa ACHO, CBA3aHbl
naToreHeTMYeckn AaHHble U3MEHEHUA C CapKoMOO030M
UM ABNAIOTCA NpoaBneHnem covetaHua ero ¢ AHLA-ac-
COUMMPOBAHHBIMY CUCTEMHbIMX Backynutamu [16, 21].
Mopo6Hyto HeACHOCTb Mbl Habnogaem 1 B NpefcTaBneH-
HOM HaMV KITMHUYECKOM CJlyYae.

3ak/oueHme

Capkompo3 — cucTemHas rpaHyfnemaTo3Has naTo-
NIOrNA C HEeU3BECTHOW 3Tuorsormen. JletanbHble NCXOAbl
npy Ccapkouao3e BCTPEYATCA HeYyactTo M B OOSbLUMH-
CTBe CnyyaeB ABMAIOTCA CNeACTBMEM ANUTENbHO Cylle-
cTBytowero 3abonesaHus. MosbiweHne yposHAa AHLA, a
TakKe Mopdonormyeckme nNpusHaKku GbicTponporpeccu-
pyioLiero rnomepynoHedputa Npu capkongose pepKkn u
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TpebytoT NpoBeaeHus anuddepeHUManbHON ANArHOCTUKN
MeXay nporpeccreli 0CHOBHOMO 3aboneBaHNA 1 Npucoe-
OVNHEHVIEM ayTOMMMYHHOW NaToNornu, YTo NnpegcTaBnser
onpefesneHHble TPYAHOCTU KakK AiAa KINHULMCTA, Tak 1
ana mopdornora. MoBblleHNE YPOBHA ayTOAHTUTEN Mpu

[LOKa3aHHOM JMarHo3e Capkongosa, a Takke pasButme y
NMaLmneHToOB C CapKoWA030M ayTOMMMYHHOW MaTosiorum
MOET CBUAETENbCTBOBaTb 00 O6LHOCTA MMMYHOMATO-
reHeTUYECKNX MEXaHU3MOB Pa3BUTKA TUX 3aboneBaH
N TpebyeT JanbHeNLEero n3yyeHus.
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