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Pesome

[IpuBoANTCSl CEKLIMOHHBIN Cllydail, Ha MpuMepe KOTOPOro 00CyKIal0TCsl KIIMHUKO-aHATOMUYECKUE OCOOEHHOCTU XPOHUYECKH TEKYILEro reHe-
PaJIM30BAHHOIO CapKOM103a C MPEUMYIIECTBEHHBIM MOPAXEHUEM JIETKUX (OOILIMPHBINA IBYCTOPOHHMI MHEBMOCKIJIEPO3) U MOYeK (MHTEPCTULIM-
aJIbHBIA HEPPUT ¢ CETMEHTAPHBIM IJIOMEPYIOCKIEPO30M) Yy OOJIBHOI 65 jeT. B ycloBUsAX MHOTOJETHEN TOPMOHOTEPAIIMK ITPOrPECCUPOBAHIE
3200J1€BaHMsI y IaHHOI OOJBHOM YIAIOCh CYILIECTBEHHO 3aMeMTNThb. OCOOEHHOCTBIO CapKOMI03a SIBUJICS SIPKOBBIPAXKEHHBII BACKYJIUT, YTO AAJI0
MOBOJ K 3aKJIIOYUTEIbHOMY NMPUXU3HEHHOMY nuarHody ANCA-accolpoBaHHoro noinvanrunra. Ha doxe Tsokenoil aHeMuu M BTOPUYHOTO
UMMYHOJe(hUIIUTA, B T. 4. BCJEICTBUE MPOJOKUTEIBHON TOPMOHOTEpAIMU CapKOU103a, B TEPMUHAJIbHBII Nepro 3a00J1eBaHUE OCTIOKHUIOCH
JIETOYHOM MHGbEKIIME ¢ pa3BUTHEM PECTIMPATOPHOTO MUCTPECC-CUHAPOMA U TIOJTMOPTAHHOI HEIOCTATOYHOCTH, TTOCTYXUBIIEH HETIOCPENCTBEH-
HOI IPUYMHOI cMepTu. BaxkHeiinylo poib Npu IMarHOCTUKE B JAHHOM CEKIIMOHHOM CJIyyae ChIrpajio KOMITIEKCHOE MaTOJI0T0aHaTOMUYECKOe
HCCJIeIOBAHME C MCIOIb30BAHUEM UMMYHOTMCTOXMMHUYECKUX METO/I0B.

Kmouesbie cioBa: capkonio3, ANCA-MOJMaHTUUT, THEBMOCKJIEPO3, MHTEPCTULMATbHBIN HEDPUT, pECTTUPATOPHBIN JUCTPECC-CUHIIPOM.
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Abstract

An autopsy case of a female patient of 65 years old was reported in the article. This case demonstrated clinical and anatomical features of chronic
generalized sarcoidosis with predominant lesion of the lungs (extended bilateral fibrosis) and the kidneys (interstitial nephritis with segmental glo-
merulosclerosis). Long-term steroid therapy resulted in a significant slowing progression of the disease. This case was characterized by a prominent
vasculitis which caused the misdiagnosis of ANCA-associated polyangiitis. Severe anemia and secondary immunodeficiency that were partially drug-
induced due to the long-term steroid therapy were other manifestations of this disease. The advanced disease was complicated by lower respiratory
tract infection, acute respiratory distress-syndrome, and multiple organ dysfunction that caused the patient’s death. A comprehensive pathological
investigation including immunohistochemistry had the crucial role for the final diagnosis.
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CornacHO COBpEMEHHBIM TIPEICTABICHUSIM, CapKOWI03
€CTb CUCTEeMHasl TaToJIOTUsI, MOJOIIJIeKO KOTOpOil ciy-
xaT MOpdohyHKIIMOHATbHbBIE W3MEHEHUSI CUCTEMBbI
darouutupyromux MoHouutoB [1]. Ilpu rucronorunye-
CKOM MCCJIeIOBAHUM JIETKUX, BHYTPUTPYIHBIX TUMMaTH-
yeckux y3naoB (JIY) u Ipyrux OpraHoB ONpeNessioT-
csl HeOOoJblIre 3MUTETUOUTHOKIETOYHbIE TI'PaHYJIeMBbl
C MHOTOSIIEpHBIMU TUTAHTCKUMU KJIeTKaM1 JlaHTxaHca.
Hapsiny ¢ aTum orTMeuaetcsi pa3BUTHE BaCKYJIUTOB,
KOrJa B CTEHKaX COCYIOB BBISBJISIIOTCSI aHAJIOTMYHBIE
rpaHyjeMaTo3Hble udMeHeHus [2]. Ilpu capkoumose
rpeodIafaeT MpOLyKTUBHAS BOCTIAJIMTEIbHAS peaKIlus,
CJICIICTBMEM KOTOPOM SIBJISIETCS OTCYTCTBHME B I'paHYJIC-
Max, B OTJIMYME OT TyOepKyyie3a, HEKPOTUUECKUX U3Me-
HeHUil. KoHEeYHbIM 3TanoM eCTeCTBEHHOU 2BOJIOLUU
TpaHyJIeMbl WJIW €€ TepareBTUUecKoro maromMopdosa
B YCJIOBUSIX COBPEMEHHOM TOPMOHOTEPAITNH SIBJISICTCS
paccacbIBaHME WM pyoiieBaHue [3—35].

CucreMHas TIpUpoaa capKouao3a CKa3bIBaeTCsl B BO-
BJICUEHUU COCYJI0B HE TOJIBbKO JieTKuX v JIY, HO 1 rmapeH-
XMMATO3HBIX OpraHoOB. TUMMYHBIMU THCTOJIOTUYECKUMU
OCOOCHHOCTSIMM B TaKOM CJIydae SIBJISIIOTCS] 3HAYUTEb-
HOE YTOJIIIEHUE CTEHOK COCYIOB BCJECACTBUE Mpoude-
paluy 2HAOTEIUATBHBIX KJIETOK M MHO3JIacTO3a C T0-
CJICIYIONINM CKJIEPO30M, THAIMHO30M M BOBJICUCHUEM
MepUBacKyJIsIpHOi MmapeHxuMbl [6]. HeynusurenbHo,
YTO CHCTEMHBIII CapKOUA03 C TeHepaJM30BaHHBIM Bac-
KyJUTOM TIOporo npotekaeT noia mackoit ANCA-no3u-
TUBHOTO MHWKPOBACKYJINTA C KIMHUYIECKOM CHMIITOMA-
TUKOI, U3BECTHOM 10 MHOTMM pab0OTaM OTE€YE€CTBEHHbIX
U 3apyOexXHbIX aBTOPOB [7]. UHBIMU clI0BaMU, BaCKYJIM-
THI — CTOJIb K¢ HEIPEMEHHBIN aTpUOyT CapKOWI03a, UTO
U TpaHyJIeMaTO3HbIe M3MECHEHHUS BO BHYTPEHHHUX Opra-
HaX, XOTS MOCJEAHUM OOBIUHO ymeJsisieTcsl OoJjibliiee
U MpeuMyliecTBeHHoe BHUMaHue' [§—10].

BaxHo mTOXYEpPKHYTHP M OTCYTCTBHE aOCOIIOT-
Hol Ho3osnormueckoir crnenuduayHoctu ANCA-crary-
ca, XxapakTepusymwIierocs oopMUpOBaHUEM B HOPME OT-
CYTCTBYIOIIUX ITUTOTIa3MaTUYECKUX, TTIEPUHYKIICApPHBIX
U aTUMUYECKUX ayTOAHTUTEN K IUTOIIa3Me HEeUTpo-
¢unpHbIX JNeiikonuToB!. Tak, ANCA-aHnTuTella BBI-
SIBJISTIOTCSI TIpU UH(EKIMOHHOM SHAOKApAUTE M psile
BOCHAJIUTEIbHBIX 3200JI€BAHUIA KUIIIEYHUKA — HECTICLIM -
(prueckoM s13BeHHOM Kosute 1 6osiesnu Kpona [11, 12].

[Ipu xpoHWYECKOM TEUCHUM CapKOMI03a HabOJoma-
eTCsl pacIpoCTpaHEHHBIN TTHEBMO(PUOPO3 ¢ MOCIEIyIO-
IIAM Pa3BUTHEM JIETOYHOTO Cepilla W TSOKEJION IbIxa-
TeJIbHOM HenocTaTouyHOCTH. [lociemHsisi, Kak MpaBwIIo,
SIBJIICTCSI OMHUM M3 €TI0 TUITMYHBIX OCJIOKHEHUMN U CITy-
JKUT HETMOCPEICTBEHHON MpUYMHONM cMepTu. dpyrum
CEepbE3HBIM OCJOXHEHHEM, B T. Y. OOYCJIOBJIECHHBIM
TOPMOHOTEpaInuel, IBIgeTcsl NMpUCcoeqUHEeHNe WH(EK-
My (Jaie BUPYCHOIT). DTO HaKJIAIbIBAeT CBOM OTIeYa-
TOK Ha CTaOMJIbHYIO KJIMHUKO-MUKPOCKOITMYECKYIO Kap-
TUHY CapKoMI0o3a, B M3BECTHOW Mepe COXPaHSIIOUIEro
Mopdoiornueckre TMpu3HaKku, OOHapyXUBaeMmble TIPU
1IeJIeHaripaBjieHHOM moucke. [1pu IByXJIeTHEM IIUTEThb-
HOCTH (10 MOCTAaHOBKM JAMArHo3a) XpOHUYECKU TeKYIIe-

3ameTku n3 NPaKTUKK

ro capkommosa (B CpeoHEM) JICTAJIbBHOCTh B TECUCHHE
5 et He nipesbiaet 4 % [13].

IIpun muddepeHunanbHOl AUArHOCTUKE TeHEpasu-
30BaHHOTO CapKOWI03a IPUHUMAETCSI BO BHUMAaHME
IMOYTH MCKITIOUMTENIPHO Ta WJIM MHas popMa TeHEepaIu-
30BaHHOTO TyOepKyJse3a, YTO B HEKOTOPBIX CIydasx
MOXXET MPUBECTU K omunodke. s ee MCKIIIOUeHUsT He-
00XOIMMO TIPOBEICHNE CIICIINAIBHOTO aHAIN3a, OTHUM
U3 TOYYUTEIBHBIX IMPUMEPOB KOTOPOTO CIYXHUT IIpeI-
CTaBJICHHbI CEKILIMOHHBIN CyJaii.

BoabHast 5. 65 nmer, mmrenbHO HaGmiomaBmiasics B [ocymap-
CTBEHHOM OIOJKETHOM YUPEXICHWM 3IpaBooXpaHeHMs «[opomackast
MHoromnpoduiabHas conbHua Ne 2» (Cankr-IletepOypr) mo noBomy
capkouao3a jerkux Il cranguu, mopdonornyecku BepuULMPOBAH-
Horo B 2007 r., T. €. 32 9 JieT 10 JIETAJILHOI0 UCX0a, Ha OMOIICUITHOM
MaTepuajge B TOM e JIeUeOHOM YUpexXIeHUM, TOCIUTAIU3UPOBAHA
B aBrycte 2016 I. B TSDKEJIOM COCTOSTHUM. [1pW MOCTYIUIEHUU BBISIB-
JIEHBI CyXO#l Kalllelb, OMBIIIKA, cIab0CTh, aHEMUST (IPUTPOLUTHI —
2,5 x 102/ 1, remorno6oun — 74,5 r / 1, rematokput — 22,8 %), ipu-
3HAKU OCTPOIl TIOUEUHOU (KpeaTHHUH — 649 MKMOITb / JI, MOUeBUHA —
43,1 MMOJIb / JI; OJUTO-, JIEUKOUUT-, SPUTPOLIUT- U LIVJIMHIPYPHUSI)
U TICYCHOYHOKJIETOYHOI (aaHMHaMUHOTpaHchepaza — 80 em / 1,
acrmapraramMuHoTpaHcdepasa — 63 en / ;1) Hemocratounoctu. C 2008
no 2013 rr. moJjiydyasia IIIOKOKOPTHMKOCTEPOUIBI M TuiazmMacdepes.
BriocenctBum oTMEUeHBI ITUTEIbHBIE HEKOHTPOJIUPYEMBIE TTepPephl-
BbI B IpUEMe JIEKApPCTB U3-3a YXY/IILEHUST OOIIEro COCTOSIHUSI.

[To pesynbraTtam rnocineqHux ucciemnoBanuii (maii 2016 r.), Haxo-
NUIach B CTAOMJIBHOM COCTOSIHUU; HAOTIONAIUCh MHTEPCTULIMAIbHBIC
M3MEHEHHUsI JIeTKUX B coueTaHnu ¢ JuMdaneHonarueit JIY cpemocre-
HUSI MUHUMaTbHOU cTemeHu. Hacrtosiee yxyaiieHue BO3HUKIIO
OCTpPO, C HapacTaHUsI OBIILIKH, BbIPaXXEHHOH cabocTH, 6oeil B Ipya-
HOIl KJIETKE U KPYITHBIX CycTaBaX. PEHTreHOIOrnIecKr U Ha KOMITbIO-
TEPHOIl TOMOrpaMMe OTMEYeHbl ABYCTOPOHHME DPE3KOBBIPAKEHHbBIE
MHTEPCTULMATIbHO-UH(PUIBTPATUBHBIE M3MEHEHUs Jierkux (puc. 1).
[IpoBonunack KOMIUIEKCHAsI KOHCEpBAaTUBHASI TePAIusi, HA 2-€ CYyTKU
TOCTIUTAIM3AIMY HayaTa UCKYCCTBEHHAst BEHTWIISIIIMS Jierkux. Ha 6-¢
CYTKU TIO XKM3HEHHBIM TIOKa3aHWUSIM BBHITIOJIHEH reMonuanu3. Ha 9-e

Puc. 1. KomnbioTepHasi ToMorpaMmma Jjierkux. JIByCTOpOHHUE Pe3KO-
BbIpaKeHHbIE NHTEPCTULIUATBHO-UHMUILTPATUBHBIE N3MEHEHUSI
Figure 1. CT scans of the lungs. Prominent bilateral interstitial and infil-
trative lesions

! JIsnukoB C.A., Tuxon H.M. KinnHuueckasi MMMYHOJIOTMS U ajlieprosiorusi: YueoHoe rnocodue. MuHcek: Boimaiiinas mkona; 2015.
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Kosanvckuii I b. u dp. O nuarnoctuke AN CA-TI03UTHBHOTO TeHepan3oBaHHOTO capKonao3a 1 AN CA-accollMMpOBaHHOTO MOJIMAHTUNTA

CcyTKM uMMyHosiorndecku BepudunpoBan ANCA-TIO3UTUBHBII
cTaTyc — aHTUTeNa K uurtoruiazme HeidtpoduinoB (MANCA) B Tutpe
1 : 1280 (mepuHyKJIeapHbIif TUTT CBEUYEHUsT) U AaHTUHYKJIEAPHBI (hak-
Top B TUTpe | : 320 (rOMOTreHHBIH TUIT cCBeueHus ). KimmHnueckoe npej-
crapjeHue o OosbHOM: ANCA-accouMMpPOBaHHbBIA MMKPOCKOINUYE-
CKUI1 MTOJIMAHTUUT C TTIOPAXKEHUEM JIETKUX U ITOUeK M HEOOXOIUMOCTBIO
LUTOCTaTUUYEeCKOi Tepamuu. [Ipy 3TOM NUMArHOCTUPOBAHHBIM Ha
JIOrOCIUTAIbHOM 3Tare capkounos Jerkux (11 cranus, dasza crabuam-
3a1lM1) PacCMaTPUBAJICS HapsILy C MATOJOrHel MmovekK (ITPaBOCTOPOH-
HUMI1 HedpONTO3; KUCTHl CHHYCAa; MOYeKaMeHHasl 00JIe3Hb; XpOHHUYE-
ckuii muenoHedpUT BHE OOOCTPEHUs) B KaueCTBE COMYTCTBYIOLIEH
XPOHMYECKOI MaTOJIOTUH, MO OMpPEAEICHUIO He UMEIOLEei 3TUOIOTU-
YEeCKOIM U TIAaTOTEHETUIECKOU CBSI3U C OCHOBHBIM 3a00JIeBaHUEM?.

CocrosiHue 60JBbHOI MpPOrpeccuBHO yxyauiaioch. Ha 11-e cytku
TOCTIUTAIN3AIMU TIPU HAPACTAHWM JIETOYHOW TUTEPTEH3UU, OCTPOit
NIBIXaTeIbHOM M MOYEYHOI HEIOCTATOYHOCTU (acucTous, Headdek-
TUBHOCTb PeaHMMALIMOHHBIX MEPONIPUSITUIA, TPOBEAEHHBIX B MIOJIHOM
00beMe) KOHCTATMPOBaHA OMOIOTUYECKAsT CMEPTh, KIMHUYECKU BEPU-
¢unmpoBaHHasl MPUYMHA KOTOPOil — Mporpeccupylolas NoJuopras-
Hasl HeIOCTaTOYHOCTb.

Ha ayroncuiiHoMm maTepuane OCHOBHbIE M3MEHEHUSI BbISIBICHBI
BJlerkux, JIY u noukax. Jlerkue yBeanueHsl B pa3mepax, 3HAUUTEIbHO
YIJIOTHEHBI, HA OOJIbILIEM MPOTSKEHUU OE3BO3MYIIHBI, 6€3 BUIMMBIX
U3MeHeHMi maeBpbl. Ha paspe3e — Mesnkue cepoBaTble oyaru, yepe-
IYIONIHMECST ¢ YIaCTKaMU TTOJIHOKPOBUSI U 3aIaaloNIMMK C TIOBEPXHO-
CTU TOHKUMU, OYEHb IJIOTHBIMU OeJIeCOBATBIMU MPOCTONKAMHU.

Tucronornyecku — moJMMOpMHbIE U3MEHEHUSI: CTEHKU KPYITHBIX
OPOHXOB C TOTaJIbHOM aTpodueil MOACTU3UCTBIX XKeJe3, BbIPaXKEHHOM
JIEUKOUMTApHON MHGUIbTpaLMEid, AecKBaMallMeil SMUTeus, TMepu-
OpoHXMATBHBIM (UOPO30M. B mpocBeTe MenKMX OPOHXOB — CITYIIEH-
HBI{ SMUTENN, OOMINE CerMEHTOSIIEPHBIX JICHKOLUTOB. B mapeHxu-
Me JIeTKUX — OTCYTCTBHME THUIIOBOW TI'MCTOAPXUTEKTOHUKHU 3a CYET
npeobanaHus 6€3BO3MYIIHBIX 30H B BUJIE TOJIeii pe3yaiiiiero pudpo-
3a ¢ BbIpaxkeHHOU nuddy3HOM TUMOOIIa3MOLMTapHOT MHOWIbTpa-
1Mell U TMPUMEChIO CETMEHTOSIIEPHBIX JeiikonuToB. Ha atom cdone
B MPOCBETE 3HAYMUTEJIbHOI YaCTH aJIbBEOJ — HEMHOIOUYMCIEHHbBIE Cer-
MEHTOSIIEpHBIE JICHKOIUTHI ¥ TPEUMYIIIECTBEHHO TeMOJIM3MPOBAHHBIE
SPUTPOLIUTBI, CIAYLUIEHHBIN albBEOJSIPHBII SMUTENUN U TOMOTeHHbIE
PO30BbIE MAaCChl; eAMHUYHbIC MEJIKUE aIbBEOJIbl — C PACIIUPEHHBIM
TMPOCBETOM, HalWYMEM THAJIMHOBBIX MEeMOpaH, HEPaBHOMEPHBLIM
ckorieHrueM (GpuOprHa pa3IMyHON cTeNeHU 3peJOoCTH (B T. Y. YaCTUY-
HO OPTaHW30BaHHOTO).

Pesko ckiiepo3upoBaHHble U MHOUIBTPUPOBAHHbIE JIEHKOLUTAMU
MeXaJTbBEOJISIPHBIE TIEPETOPOIKHU CONepKaT MHOTOUMCIIEHHBIE, PacIio-
JIOKEHHBIE KaK OTIeJbHO M HEOOJbLUIMMU TPYNINaMU Tak U B COCTaBe
MeJKuX pUOpO3MPOBAHHBIX HEHEKPOTUUECKMX TPAHYJIeM; TUTAHTCKUE
MHOTOSIIEPHBIE KJIETKU C BHYTPUILIUTOIIA3MATUIECKUMHU BKITIOYEHUSI-
MM THIIA ACTEPOUIHBIX TeJIeL ¥ TUMGBOUIHBIM «BaJIOM» 110 niepudepuu

Puc. 2. TkaHb JIETKOTO C rpaHyJeMoii capkoumHoro tumna. Okpacka
reMaTOKCWIMHOM U 303UHOM; X 150

Figure 2. The lung tissue sample with sarcoid granulomas. Hematoxylin
and eosin staining (magnification 150%)

Puc. 3. PernonapHsblit tumdarnyeckuii yzen. MHOrouucaeHHbIe rpa-
HyJIeMbl capkouaHoro tuma. OKpacka reMaTOKCUJIMHOM U D03MHOM;
x 100

Figure 3. A regional lymph node. Multiple sarcoid granulomas.
Hematoxylin and eosin staining (magnification 100X)

(puc. 2), GOJBbIIOE KOJUYECTBO HOBOOOPA30BAaHHBIX TOHKOCTEHHBIX
COCY/IOB, OUaroBble CBEXME KpoBOM3IUsIHUs. [IpocBeT cocynoB (BeTBU
JIETOYHOI apTepru) — MPEUMYILECTBEHHO MEJIKOro Kaauopa, ooTypu-
poBaH (UOPUHOBBIMK TpoMOaMu. Ha 3ToM hoHEe MMEIOTCSI HEMHOTO-
YUCJICHHbIE COXPAHUBLLIMECS OPOHXMOJbI C BhIPaXKeHHOM Mponudepa-
LMei STUTENNS U TNIOCKOKJIETOYHOI MeTaria3ueii.

JanHast MopdoJiornyeckasi KapTiHa UMEET CJIOXHbIM IeHe3 U, 10
BCeil BUIMMOCTH, OOYCIIOBJIeHa KaK Haubojiee NaBHUMU — XPOHHUYE-
CKMMH U3MEHEHMSIMU B CTPYKTYPE CapKommo3a (BbIPaXKEHHBII MMHEeB-
MOCKJIepo3, (hubposupylolmecss HEHEeKPOTUYECKUE SMUTETMOUIHO-
KJIETOUHBIE TPaHYJIEMbl C PaCIpPOCTPAHEHHOW TMTaHTOKJIETOUHOM
peakiiueit), Tak M OCTPbIMU (CPOKOM 10 3—5 nHeit), KIMHUYECKU
Hepacrlo3HAaHHBIMU BOCIATUTEIbHBIMUA M3MEHEHUSIMU, XapaKTepu-
3YIOLIMMU Pa3BUTHE U MPOTPecCupoBaHme ocTpoii dasbl nuddy3Horo
aJIbBEOJIIPHOTO TMOBpexXaeHUs ((puOprHOBBIE TPOMOBI B IPOCBETE
COCYZIOB, OCTpBIE PACCTPOMCTBA MUKPOUUPKYJISIUU B JIETOUHOM
TKaHU, JeNOHUpoBaHUe (GUOpPUHA U IMaJMHOBble MEMOpaHbl B MpPO-
CBETE aJIbBEOJI, PEAKTUBHBIN OCTPbIi abBeoauT). MMerommecs: Hapsi-
Iy ¢ 9TUM U3MEHEHMsI YaCTU OPOHXOB (IecKBaMalusl MUTENHs, Jei-
KOLIMTapHBII XapaKTep BOCIIATMTEIBHOTO 9KCCYIaTa) UMEIOT XapaKTep
Hecnenuduueckoit 6akTepralbHON MHMEKIMU ¢ MEHee CYIIECTBEH-
HBIM NAaTOr€HEeTUYECKMM M TaHATOIeHEeTHMYeCKMM 3HaueHueM. Takue
TPECTaBIeHUsI O OaKTePUATbHOM MPUPOJIE OCTPHIX MATOTOTUIECKIX
M3MEHEHUI TMOATBePKIeHbl OTPULIATEBHBIMU pe3yIbTaTaMU KOM-
IJIeKcHOro uMmMyHorucroxmmuaeckoro (MI'X) uccienosanust (Adeno-
virus, RS-virus, HSV 1&2, CMV / antutena cootBeTcTBeHHO Thermo,
Vector Lab, DBS, Thermo, CILIA).

JIY yBenuueHbl B pa3Mepax: MPUKOPHEBBIE — 10 | cM, maparpaxe-
ajbHble — 10 2 cM B nuametpe. [lepubponxuanbHbie JIY — ¢ pe3ko
BBIPaXKEHHBIM (HPUOPO30M, OUArOBBIM aHTPAKO30M, MHOTOSIIEPHBIMU
TUTAaHTCKUMU KJIETKAMU, OKPYXEHHBIMHU MEJIKUMU JuM@OoLUTAMU
(puc. 3).

Tlouyky He3HAaYMTEeNILHO YBEIMYCHBI B pa3Mepax, Ha pa3pese omnpe-
niesisieTcsl YeTkasi rpaHuLa KOPKOBOIO M MO3TOBOTO CJIOEB, a Takxke
KpacHBIi Kpam Ha cepoBaro-0eiom ¢one. [Ipu rucromormueckom
HCCIeIOBAaHMU OOHAPYXMBACTCS PACIIMPEHUE U YMEPEHHOE IMOJIHO-
KPOBHE COCYIOB, CKJIEpO3 CTeHOK aprepuoi. Kiry6ouku ¢ mHTpaka-
MWUISIPHO# JIeKOMTapHOU MHOWIbTpaLueit, npoaudepanueii Hed-
porenust ¢ GOPMUPOBAHMEM KJIETOUHBIX U (PUOPO3HO-KIETOUHBIX
TOMYJTyHU, atpodueil UM cerMeHTapHBIM (B €MMHUYHBIX CIydasix
[J100aJIbHBIM) CKJIEPO30M KaMWUISIPHBIX MeTesb. DMUTEINI U3BUTBIX
KaHaJIbLIEB C BBIPaXKEHHOM OeJIKOBOI1 (3epHUCTOI) AuCTpodueii n oya-
TOBBIM HEKpo3oM. Mo3roBoe BEILECTBO MOJHOKPOBHOE, B HEM HMe-
I0TCSl TUCTpoUYecKrue M3MEHEHMsI SMMTENUsT MPSIMBIX KaHAJIbLIEB,
ouaroBasi yMepeHHasi JTumbonuTapHas UHOUIbTPALUS TapeHXUMBI,
eIMHUYHblE MeJKMe MakpodarajibHble IpaHyJeMbl 0e3 Hekposa
C HEMHOTOYUCJIEHHBIMU THTAHTCKUMHU MHOTOSIIEPHBIMU KJIETKAMU,

2 [ManbueB M.A., KoBanernko B.JI., AHnukoB H.M. PykoBoicTBO Mo GMONCUITHO-CEKIIMOHHOMY Kypcy: YueOHOe ocoOue sl CTYIeHTOB

MEIUIIMHCKUX By30B. M.: Menununa; 2004.
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OKPYXEHHBIMU JINM(DOIINTAMU; BEIPAKECHHBIN OYaroBbiii Guopo3. Dt
TUCTOJIOTMYECKUE OCOOEHHOCTU XapaKTepHBI ISl CApKOUA-aCCOLIMU-
POBAHHOTO MHTEPCTUIIUATLHOTO HedpuTa ¢ TIOTYJIYHUSIMA Ha pa3ind-
HBIX 2Tanax ux (opmupoBanus (puc. 4). ['paHyneMbl aHAJIOTUYHOTO
TMCTOJIOTMYECKOTO CTPOSHMSI TakxKe OOHApYyKEeHbI B ITapeHXUMe Ieye-
HM U B anukapae (puc. 5, 6). [pu okpacke no Lluno—HenbceHy Kuc-
JIOTOYCTOMYMBBIE OAKTEPUU B Oyarax rpaHyJeMaTo3HOrO BOCTIAJCHUS
He OIpeessIoTCs, YTO MOATBEPKIEHO OTPULIATEIbHBIMU pe3ysibTaTa-
MM BbIsIBJIeHUs ipu oMol MI'X aHTUreHHOro MMUKOOaKTepruaaIbHO-
To KOMIUIEKCA.

B nuarHocTuke capkoumo3a TPYIHO I€PEOLIeHUTD
BaXKHEMUIIYIO POJIb KOMITJIEKCHOTO MOP(hOI0THYECKOTo
ncciieoBanus. Tak, 4acTora MUKPOCKOITMYECKOTO BbI-
SIBJICHUS 3a00JIeBaHUS Ha CEKIIMOHHOM MaTepuale
(Manbme, LlIBenus) B 10 pa3 mpeBbliiana aHATOTUIHBIA
MPUXU3HEHHBI KIMHUKO-PEHTTEHOJIOTUYECKUI TToKa-
3aTenb?. OOILIETIPUHSTO, YTO TUArHO3 CapKOWII03 yCTa-
HaBJIMBAeTCS TPU HAJIWYUU HEOIPOBEPXKUMBIX KJIH-
HUKO-PEHTICHOJIOTUYECKUX U JIaOOPaTOPHBIX NaHHBIX
C HEINMPEeMEHHBIM T'UCTOJOTUYECKUM TOATBEPXICHU-
eM [14, 15]. Tlpn >TOoM HEOOXOAMMO OIHOBPEMEHHOE
BBISIBJICHUE TpaHyJIeM He MEHee YeM B ABYX Pa3IUIHBIX
opraHax, Harpumep, B jJerkux u JIVY.

B TakoM acnekte comocTaBiieHue aHAMHECTUYECKUX,
KJIMHUKO-PEHTTEHOJIOTUIECKNUX M COOCTBEHHBIX I1aTO-
JIOTOAHATOMMYECKNX MTAHHBIX ITO3BOJIIO YOSTUTEIHHO
BepUUILIMPOBATh TeHEPaTN30BaHHbIN CapKOMI03 C T'M-
CTOJIOTUYECKN NOKYMEHTUPOBAHHBIMU TOJTUOPTaHHBIMU
(srerkue, MeavacTuHaibHbIe JIY, MeyeHb, MOYKU, ITU-
Kapm) MEJIKUMU PYOIYIOIIMMUCS 3ITUTSITMONTHOKICTOU -
HBIMU TpaHyJeMaMM C MHOTOSIEPHBIMU TMTaHTCKUMU
kietkamu. [Ipu 3TOM mporpeccupoBaHue XPOHUYECKU
MPOTEKAIONIETO 3a00JIeBaHUSI C TIPEUMYIIECTBEHHBIM
TopakeHNEM JIETKUX (OOIIUPHBIN ABYCTOPOHHUIA TTHEB-
MOCKJIEpO3) M TIoueK (MHTEepCTULMANbHBIN HeppUT
C CETMEHTapHBIM TJIOMEPYIOCKIECPO30M) YAAJTOCH CyIIIe-
CTBEHHO 3aMEJUTUTh B YCIOBUSIX MHOTOJIETHET TOPMOHO-
Teparmu.

B cratbe M.Auinger et al. [15] BbicKa3bIBaeTCsI MHTE-
pecHasl rurnoTe3a o TOM, YTO COUeTaHUe TJIoMepyIoHed-
puTa C TIOJYJTYHUSIMU 1 CAapKOUI03a YKa3bIBaeT 100 Ha
MOoKa HEW3BECTHYIO IATOTCHETUYCCKYIO CBSI3b MEXIY
HUMMU, MO0 Ha UX ciydaiiHoe coBnaaeHue. [1ocKoabKy
MEXaHU3M TOBPEXICHUST KIyOOUKOB MPU CapKOUI03e
HesICeH, JaJbHEeUIIeMy MCCIIeOBAaHUIO TIOMJIeXAT, ode-
BUIHO, 00€ BO3MOXHOCTH.

JletanbHBIN MCXON B JaHHOM HaOMIOAEHUN TUIIMYECH
IIJIS CApKOUM103a, HEPEIKO OCIOKHSIIOIIET0Cs TPUCOSIH -
HeHueM WHGEKIIMOHHON (BUPYCHO-0aKTepHaTbHOM,
TpUOKOBOI1) maTosoruu. B IpuBeneHHOM ciIyyae Hanbo-
Jiee BeposiTHA OakTepuajbHasi MPUpPOIa OCTPOro T'HOI-
HOro OpOHXMTAa U OPOHXOIMHEBMOHMHU (OTPULATESb-
Hele MI'X-pe3ynbTaThl BUPYCHOW KOHTAMUHAUUU
M 0aKTepHOCKOIMYIECKOTO HCCICAOBAHUS Ha IaTOTCH-
Hble OakTepuu W rpuoOnl). HebmarompusarHoMy pa3Bu-
TUIO UHGEKIIMOHHOTO Tpoliecca CIOCOOCTBOBAIO U €r0
OCJIOXKHEHWE CUHAPOMOM OCTPOU HbIXaTeJIbHOW HEI0-
CTaTOYHOCTH (peCIMpaTOpHBI UCTPECC-CUHIPOM) Ha
(oHe TsKenoit aHEeMUH 1 BTOPUYHOTO UMMYHOICHDULIM -
Ta, B T. Y. BCJIEACTBUE MPOIOJIKUTEIbHON TOpMOHOTEpa-
nmuu capkoumosa. KinHWYecku IHMarHOCTUPOBaHHAs
TOJIMOpraHHAasI HEIOCTaTOYHOCTh TEPMUHATILHOTO TIEPH-

3ameTkm u3 NPaKTUKK

Puc. 4. ITouka. Kity6ouku ¢ (popMupoBaHUEM KJIETOYHBIX U (hUOpPO3-
HO-KJIETOUHBIX MOJYIyHMI. OKpacKka reMaTOKCUJIMHOM W 203MHOM;
x 150

Figure 4. The kidneys. The glomeruli with forming cellular and fibrous
crescents. Hematoxylin and eosin staining (magnification 150%)

Puc. 5. ITeuenn. ['paHynemMa capkOuIHOTO TUTIA C TUTAHTCKUMU KJIET-
kamu. OKpacka reMaTOKCUJIMHOM U 303MHOM; X 150

Figure 5. The liver. A sarcoid granuloma with giant cells. Hematoxylin
and eosin staining (magnification 150%)

Puc. 6. Dnukapa. 'paHyieMa CapKOMIHOTO TUIA C TMTAHTCKUMM
kietkamu. OKpacka reMaToKCUJIMHOM U 303MHOM; X 250

Figure 6. The epicardium. A sarcoid granuloma with giant cells.
Hematoxylin and eosin staining (magnification 250%)

http:/fjournal.pulmonology.ru/pulm
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Kosanvckuii I b. u dp. O nuarnoctuke ANCA-TIO3UTUBHOTO reHepaan3oBaHHoro capkonnosa 1 ANCA-accolMnMpoBaHHOTO TOJMAHTUUTA

ola MOATBEpXKICHA KOMILIEKCOM MOP(OIOTHICCKIX
HaXOIOK.

O 1y0OKMX MMMYHHBIX HapylIEHUSX TPU CapKOU-
J103€ MOTYT CBUJETEJIbCTBOBATH BBLISBJsSEMbIE B TpaHy-
JIeMax IIUTOKWHBI TUTIA UHTEePJICHKIH-2, MHTEPHEpOH-Y
1 $akTop HEeKpo3a OIyXOJu-f3, LUUTOKUHBI, MPOAYLIV-
pyemble Thl-numdouuramu, a Takxke GM-CSF u num-
dotoxkcunbl-f3 [14]. BaxkHO MOAYEpKHYTh, YTO UMEHHO
MTOJIOXKUTENIBHBIN ayTOAaHTUTEIBHBIN MPOGUIb OOJBHOM
MOCTYKII TIPUYMHON KIMHUYECKON TMIOAUarHOCTUKYI
capKoMio3a U, COOTBETCTBEHHO, TUIEPAMAarHOCTUKU
ANCA-accouMupoBaHHOTO MOJIMAHTUWTA, He MOATBEp-
JUBLIETOCS] MPU NMATOJOrOAHATOMUYECKOM HCCJIe0OBAHUU
CEKIMOHHOTO MaTepuaja, Ha KOTOPOM NMPU3HAKH BACKYJIU-
Ta He onpeaensiuch. OObEKTUBHON MPUINHOMN MOJOOHO-
o KJIMHUKO-IUArHOCTUYECKOro Ka3zyca SIBJSIETCSl TPYy.l-
Helilmmash NPHKU3HEHHAS KIMHMYECKAas IHMAarHOCTHUKa
BacKyJIuTOB. MX oOIIMMM MPOSBACHUSIMU SIBJISIOTCS
JIMXopajka, nepudepudeckast U mpukopHeBas JTumdbae-
HOTMAaTUsI, apTPaAJITUsl, MUAJITUSI, CKIEPUT, UPUAOLMKIIUT,
a TaKKe BOBJIEUEHUE JIETKUX, TTOYEK M T. I1. [16].

B coBpemenHoIl knaccudukauuu [17] BwiaenaseTcs
ANCA-accourMMpoBaHHBI HEKPOTU3IUPYIOLIUN U He-
rpaHyJIeMaTO3HbI BaCKYJIUT B Ka4YeCTBE CaMOCTOSITEb-
HO1 HO30JI0TUUYECKOI (POPMBI sui generis, TOTAa KaK IIPoO-
IYKIIMS ayTOaHTUTE B pacCMaTpUBacMOM HaOJIIONEHUU
XapakTepu3yeT ayTOMMMYHHYIO BacKyJIOMaTuio 0e3 HeK-
pO30B, HEpa3pbIBHO CBSI3aHHYIO C capkoumaozoM. [lpu
aprepuorpaduu y 50 % GOJIbHBIX CAPKOUI030M OOHAPY-
JKMBAEeTCs MOopaxkeHUe KaK 2JIacTUYECKUX M 2J1aCTOMBbI-
IIEYHBIX, TAK U MEJKMX COCYIOB KOXMH, Jerkux, JIY,
CUHOBMAJIbHBIX 000JI0YE€K, KOCTHOTO MO3ra, IeYeHHU,
Tpaxeu, ckiepsl [18]. YacTora oOHapyKeHUs CapKOWI-
aCCOLIMMPOBAHHBIX BAaCKYJIUTOB B TPAaHCOPOHXMAIbHBIX
U OTKPBITBIX JIETOUHBIX OUONTAaTaX COCTABIISIET Y2 U % CIIy-
yaeB COOTBETCTBEHHO. I[IpyM 3TOM XpOHUYECKUii BOC-
MATUTEBHBIN JTUMOOTIIa3MOIIUTAPHBI WHGWILTPAT
MOXET HalmoOMHMHaTh KakK Mapacrnenududyeckue, Tak
U crneuuduueckre rpaHyJleMaTo3Hble pPeaklUuud TpUu
TyOepKyese ¢ MHPUIbTpaleit CTEHOK COCYIOB SIUTE-
JIMOUIHBIMU Y TUTAHTCKUMU KJIeTKaMu [6].

Eume onmHoit mpuYMHON KIMHWUYECKOM THUITOAMAT-
HOCTUKHM CapKOWa03a Morja ObITb MPUHUMITAAIbHAS
penkocthb (1—10 %) BoBIIeUEeHMS TTOYEK MPU ITOI MaTo-
qoruu [19, 20]. B maHHOM CiIydae THCTOJIOTUYECKH Ha0-
JIIONAJICS OMUH U3 TPeX BO3MOXKHBIX BapMaHTOB CapKOU-
Jl03a MOYeK B BUJI€ MHTEPCTULIMATBLHOTO HedpuTa.

HecoMHeHHO, 4TO KJIIOYEBOE TMAarHOCTUYECKOE 3Ha-
YeHHe TIPU CapKOUI03€¢ MMEIOT KIMHUKO-PEHTTEHOJIO-
ruyeckre M jaabopaTtopHblie maHHbe [21]. I'mcToso-
ru4yeckoe ucciaefoBaHUe OUOoITaTa C XapaKTepHBIMU
rPaHyJeMaTO3HbIMU SMUTEIUOUTHO-TUTAHTOKJIETOUHBI-
MM U3MEHCHUSIMM JIMIIb TTOATBEPKAACT KIMHWYCCKUI
nuarHo3. Het HU Maneiinux ocCHOBaHUI OMUpaThCs Ha
MU30JIMPOBAHHBIE TMCTOJOTMYECKUE TAHHbIE MPU OTCYT-
CTBUM KJIIMHUYECKMX TTPEJCTaBICHUI O CApKOUI03€E, YTO
MMOATBEPXKIACTCS TIIATEIBHBIM €XXETOMHBIM aHATU30M
€ro OIIMOOYHOI KIMHUYECKON TUarHOCTUKM.

PesynabraThl mpoBeneHHOro MOP(OJIOTrHYeCcKOro uc-
CJICIIOBaHUS TaKKe KOPPEIUPYIOT U ¢ 9-JIeTHUMU JOTOC-
MMUTATBHBIMA KIMHUYCCKUMM TIPECTABICHUSIMU O 0O0JIb-

Hoil. M1 Hellb3s ITOXXEepPTBOBATh B YTOAY OMHOKPATHOMY
obHapyxkeHunio ANCA-1okaszareneii B TepMUHAJIbHOM
reprojie 3aboJieBaHUsI, OCJIOXKHUBIIETOCS pPa3BUTHEM
IMHEBMOHUW W PECTIMPATOPHOTO IUCTPECC-CUHIPOMA,
TP KOTOPBIX CTAHOBUTCS TIPABWIIOM JICHKOIIUTOKIIA3SI
BO BCEM IMOJHOTE €€ NMAaTOr¢HETUYECKOM 3HAYMMOCTH.

ITo naHHBIM JIMTEPATYPBI MOCJIEIHHX JIET MOKA3aHO, YTO
npodsiembl audpepenmmanbioii muarHoctnkn ANCA-acco-
HMHPOBAHHOIO BACKYJHMTA M JPYrod NaTOJOTMM MHO-
TOYKMCJIEHHbI M Pa3HOOOpa3Hbl. B OTHOLIEHHM JAaHHOTO HAO-
JIIo/ieHns pevb WAET B MepBylo odepenb o mudepeHnuab-
HOW TMATHOCTHKE ¢ PA3JIMYHOI naToJorueil uHGeKIuOHHOTo
reHe3a, B T. 4. XpoHndeckuM renaturom C [22—-24].

OueBUAHO, CHCTEMHbIE KIMHUKO-MOpP@oJornye-
CKUe MPOSIBIIEHUST CApKOMI03a WILTIOCTPUPYIOT UHTETPH -
pYIOIINI 3aKOH TIaToreHe3a, CchOpMyJIMPOBAHHBIN
HU.B.Jlasvidosckum [25], COTIaCHO KOTOPOMY «pa3HbIe
STUOJIOTMYECKHE (DAKTOPbI MOTYT MPUBOAUTL B AEHCT-
BME MEXaHW3Mbl, BBI3BIBAIOIINE ONMHAKOBYIO MaTOJO-
TMI0 HAa KOHEYHOM JTalle €€ Pa3BUTHST WM aHAJIOTHY-
HBIII KIMHUKO-aHATOMHMYECKHUIT KOMILIEKC». B cBs3m
C 9TUM KOMILJIEKC KIMHUKO-1a00paTOPHbBIX, aHAMHECTH -
YECKUX, IMaTOTEHETHYECKUX, MOPGhOIOTUIECKUX OCO-
OCHHOCTEI TeHepaTM30BaHHOTO CapKOMI03a HE MCKITIO-
yaeT Hammunust ANCA-TI03UTUBHBIX (popM 3a00JIeBaHUS
U TpeOyeT UX y4yeTa C 1eJblo 3(PDeKTUBHON MPUKU3HEH-
Hoil nuddepeHunanbHoit guarHoctuku ¢ ANCA-acco-
LIMPOBAHHBIM TTOJTMAHTUHATOM.

IMo muenuto U.B./Jlsopakoseckoii u coasm. [26], Ha-
JIMYME XapaKTepPHOU KIMHUKO-PEHTIEHOJOIrMYeCKOMN
CHUMNTOMATUKN W 3MUTEIMOWTHOKIETOYHBIX IPaHyJIeM
TP OTCYTCTBUM TPU3HAKOB OITyXOJIEBOTO POCTa M OaK-
TEPUOCKOINMYECKHN TMOATBEPXKICHHBIX MUKOOAKTEpUil,
MaTOTeHHBIX I'PUOOB, TMapa3uTOB MPUOJIMKAET AUATHO-
CTUYECKYIO BEPOSITHOCTh CApKOMI03a K TOCTOBEPHOCTH.
CrenoBartebHO, K04 K AuddepeHunanbHoi Tuarno-
CTHUKE CapKOMI03a BO BCEH COBOKYITHOCTU TpaHyJeMa-
TO3HOI MATOJOTMM — 3TO, KaK HU IMapamoKcalabHO,
OTCYTCTBHME 3THOJIOTMYECKOTo (DakTopa, a He €ro BbI-
SIBJICHUE.

3aknoyeHue

Taxum o6pa3oM, COMOCTaBIEHUE KIIMHUYECKUX U TTATO-
JIOTOAHATOMUYECKUX JTAHHBIX JaeT OCHOBAHUE CUUTATh,
YTO B JaHHOM ciiydae uMmeeT Mecto He ANCA-accoim-
UPOBAHHBINA TOJWAHTUUT, AUATHOCTUPOBAHHBIM MPU-
KM3HEHHO, a XPOHWYECKUIl TeHEepaJIu30BaHHBINA cap-
KOUIO03 C TOpaXkeHWEM JIETKUX (IBYCTOPOHHMIA CyO-
TOTaJIbHBIN TTHEBMO(UOPO3), nMepuOpoHXUanbHbIX JIY
(MpOAYKTUBHBIN TpaHyJIeMaTO3HbI JUMdaneHur), mo-
yeKk (coyeTaHue MPOAYKTUBHOTO TPaHYJIEeMaTO3HOTO
WHTEPCTULIMAIBHOTO He(pUTa U ITOZOCTPOTrO OBICTPO-
MPOrPECCUPYIOLLETO 3KCTPAKAMMILUIAPHOIO TPOLYKTHB-
HOTO CEerMeHTapHO-IJIO0aJbHOIO TJIoOMepyloHebpuTa
C MOJYTYHUSAMU, (DOPMUPYIOLIUICS BTOPUUHBII HebPO-
CKJIEPO3), TIeYeHM (TIPOAYKTUBHBINA TpaHYJIeMaTO3HBII
renaturt) U cepaua (MPOAYKTUBHBIN IpaHyJeMaTO3HbIN
SMUKAPAUT). AHAJIOTMYHBIN peaKWil ciydail coueTaHust
CaKoua03a U moMepysioHedpUuTa ¢ MOJYyTyHUSIMUA OIMU-
caH M.Auinger et al. [15].
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