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PE®EPAT

Cungpom ['ynmacuepa — pefkuil CHCTEMHBIH BACKYIUT C UMMYHOKOMILUTEKCHBIM MOPAKEHNEM MEJKHX COCY/0B, IPOTEKAIONIHIA C JIETOYHO-
MOYEYHBIM CUHAPOMOM. B ocHOBe 3a00J1eBaHNs JISKHUT ITOBPEKICHHE 0a3aIbHBIX MEMOpaH KIIyOOYKOB IOYEK U aJIbBEOI JIETKUX aHTUTEIIAMH
K He-KOJTareHOBOMY JIoMeHy 0.3 nerm koyutarena [V tuma. ITopakeHne modek B OOJIBIINHCTBE CITydaeB IPOTEKAEeT B BH/E OBICTPOIIpOrpec-
cUpyIoLIero momMepynoredpura (MophOoIOru4eckr - SKCTPAKAMMLIIPHOTO IFIOMEPYIOHE(PPUTA C TTIONYITyHUYIMH ), B TIOJIOBUHE CITy4aeB I10-
pakeHHe MOYEeK COMPOBOKAACTCS JIETOUHBIM KpoBOTeueHHeM. OnrcaHbl IPUMEpPhI aTUITMYHOTO KIIMHUYECKOTO TEUSHHUS ATOT0 3a00JICBaHMSI.
ITpencTaBineH KIMHUYECKHI CIy4ail aTHIMYHOTO TeUeH s CHHpoMa [y/iacyepa ¢ HexapaKTepHbIM YMEPEHHBIM [TOPaKEHUEM MOYEK U JIET-
kux. OcHoBHbIMU KT-1iposiBiieHusIMU B JIErKMX ObLIM MHOXKECTBEHHBIE MEJIKHE LIEHTPUIIOOYISIPHBIE OYar 1o THILY «MaTOBOTO CTEKIIa».
JlanHoe KIIMHIYecKoe HAaOMIOCHUE IEMOHCTPUpYeT, 4To oOHapyskernue npu KT nucceMnHHpOBaHHOTO Iporecca B JIETKUX B COYETAHUH C
YMEPEHHBIM MOPayKEHUEM TT0YEK M BBICOKHM THTPOM QHTHTEN K INIOMEPYJIApHOH Oa3zanbHOI MeMOpaHe SBISETCS OCHOBAaHUEM JUIS ITOCTa-
HOBKHM JIMarHo3a cunapoma ['ynnacuepa.
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ABSTRACT

Anti-GBM antibody disease (Goodpasture syndromee) is a rare immunecomlpex vasculitis, affecting small vessels, and characterized by
rapidly progressive glomerulonephritis and alveolitis. Causative mechanism is defined by the hyperproduction of autoantibodies against the
03-chain of type IV collagen (Goodpasture antigen) with immune complex formation on the glomerular and alveolar basement membrane.
Typically patients with fnti-GBM antibody disease present with rapidly progressive (crescentic) glomerulonephritis, more than in half of
cases associated with alveolar hemorrhage. Cases of Anti-GBM antibody disease with atypical clinical presentation have been reported.
We report a case of atypical clinical presentation anti-GBM antibody disease with mild renal damage and slow progression of pulmonary
involvement. Main CT signs were multiple centrilobular ground glass nodules.

This case report demonstrates that CT with disseminated pulmonary process associated with even mild kidney involvement in patients with
high anti-GBM antibodies titers gives a clue to the diagnosis of anti-GBM antibody disease.
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BBenenne

Cunpapom I'yamacuepa — penko BCTPEUAIOIIUNACST HMMY-
HOKOMIUTCKCHBIF CHCTEMHBIH BACKYJIHT C IIOPAYKEHHEM MEJTKUX
COCY/IOB, TPOTEKAIOIINII C JIETOYHO-TIOYEYHBIM CHHAPOMOM.
B ocHoBe 3a001eBaHs JICKHUT MOBPEKICHUE 0a3aIbHBIX MEM-
OpaH KamIIIPOB KITyOOYKOB ITOYEK U JIETOYHBIX aJIbBEOJT aH-
TUTEIAMHU K HE-KOJUIATEHOBOMY JOMEHY 03 IIeIH KoJTareHa
IV tuna (antureny I'ymnacuepa) [1]. AHTHTENA K aHTUTEHY
I'ynnmacuepa obnamaroT CPOACTBOM K IIOMEPYISIPHO# Oa3aiib-
Hoii MmemOpane (I'bM) u anbBeosIpHO# 6a3aabHON MeMOpaHe,
M3-32 YEro BOBMOYKHO COYCTAHHE OCTPOrO HEKPO3HPYOIETO

IIOMEPYIOHE(PHUTA C aTTbBEOIUTOM U JIETOUYHBIM KPOBOTEUE-
HueM [2]. [Ipu kaccuyeckoM TeUeHUH MOPAaXKEeHHe MOYEK MU
cuaapome I'yamnacdepa nposiBisieTcs B Bujie ObICTPO Mmporpec-
CHPYIOLIEro roMepysoHedpura (MophoIorHdecK — SKCTpa-
KaULIPHOTO [IIOMepyIIoHePpHTa ¢ OMyTyHUsIMA) [3], B TIO-
JIABJISIOIIEM OOJIBIIMHCTBE CITY4aeB C TSDKEIIBIM, TPEOyOIHM
JIMAJIM3HOTO JIUCHHS HapylIeHneM (DyHKIUH TT0UEK, HE BCETIa
OTBEYAIOIMM Ha MMMYHOCYIPECCHBHYIO TEpAIUIo W TUIa3-
MaoOMeHbl. CTaHZapTOM BepH(UKAIMK JHArHO3a SBIACTCS
obHapy>xenue autures K ' BM B ChIBOPOTKE KPOBH H/WITH ITPO-
BeieHHe OMOTICHH TTOYKH C 0OHAPY>KEHHEM TIPH CBETOBOW MHK-
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POCKOIINH 3KCTPAKAMIUIIPHOTO TIIOMEpYIOHe(pHTa C TIOIy-
JYHUSIMH, @ TP IMMYHO(ITIOOPECIIEHTHOM HCCIIEI0BaHUHT —
JUHEHHBIX OTIOKeHNI nMMyHormooymnHa G [2].

Bbutn onucassl cayyan aTUMMYHOTO TEYEHUS! CHHAPOMA
I'yamacuepa ¢ yMEpeHHBIM HMOPaKCHUEM IO4YeK (YPOBEHb
KpeaTHHUHA B CHIBOPOTKE KPoBH <300 MKMOJIB/JT) y HalMeH-
TOB ¢ aHTuTenamu k ['bM [4].

Hawmu npencrasnen cityuait cunapoma I'ynnacuepa ¢ BbI-
COKUM TUTpOM aHTuTel K I'BM B ChIBOpOTKE KpOBHU, yMe-
PEHHBIM CHWKCHHEM (DYHKIIMM MOYEK M TOPIHIHBIM Tede-
HHEM JETOYHOTO TpoIiecca y MoApocTka 15 met.

Kummnunyeckuii ciayqai

[NammenTka A., 15 net, rocnimraniupoBana B 24-¢ Hepo-
norugeckoe oraenenne ' Kb nm. C.I1. borknna 24.10.2016 .

JKanobwl ipy NOCTYIIEHUH Ha BBIPAYKEHHYIO OOIIYTO Cla-
60CTb, OZIBIIIKY, OTX0XK/JICHUE MOKPOTHI C IPIMECHIO KPOBH.

Anamnes sabonesanusi: 3adonena octpo B Mae 2016 ropa,
Korya rocye nepeHecenHoro OPBU mosiBuiicst cyxoit kamens,
ofpIIKa, ciaabocth. Uepes 2 Henmenu noce Havyaja 3a0oie-
BaHMS TPHCOEIUHUIOCH KPOBOXapKaHbEe B BUAE NMPHMECH
KPOBH B OT/ICJISIEMON MOKPOTE. BT TMarHOCTUPOBaH OCTPBIi
OpOHXUT M Ha3HAUCHA AaHTHOMOTUKOTEPAITUS] aMOKCHIIMIIIH-
HOM C KJIaBYJIOHOBOM KHCIIOTOH B TeueHue 7 nHeH, 6e3 a-
¢exra. CUMIITOMBI HApaCTaJH, HOSBUIIACEH JINXOPAKA, yCHU-
JIuAuch onplmka U ciaabocts. 20.06.2016 1. Obuia
TOCTINTAIN3UPOBAHA B TEPANIEBTHUCCKHI CTallMOHAp (HAX0-
munack B bonrapun), roe Obiia MarHOCTUPOBAHA JBYCTO-
pOHHSA MHEBMOHUS. [IpoBoanIacs aHTHOAKTEpHAIbHAS Te-
panust (Tpenapar yTOYHHTh HE YNajoch), TeMIleparypa
HOPMAaJIN30BaJIach, OJJHAKO OCTABAJICS CyXOH Kalleb CO CBH-
crsmumu xpunamu. Bemucana 30.06.2016 ., mo Bo3Bpa-
meHnn B Poccuio BO30OHOBMIIMCH JTMXOpajKa, Kallelb,
onpika. 20.07.2016 1. Obla rocinTanu3npoBana B HHMEK-
IIUOHHYIO OOIBHHUILY, T/Ie OBIITH OOHAPYKESHBI SPUTPOIUTYPUS
U peHTreHosornyeckas kapruna qudgdysHoro 6ponxnra. Co-
XPaHsUTUCh CyXOH Kamesnb W 00ib B TPYJHON KIETKE HpHU
kamnte. [Tonydana nedTpuakcoH, a3uTPOMUIMH, OTXAPKH-
Batorme cpenctra. 22.07.2016 . mepeseaena B LIKb Ne6 B
COCTOSIHUH CPeJTHEH TSKECTH. AYCKYJIBTaTHBHO BBISBISIIOCH
KECTKOE JBIXaHUE, C BIAKHBIMH MEIKOIY3bIPYaTBIMHU XPH-
IaMy B MeCTe NMPOEKIUH HIKHUX JIoel JErkux. Mokpora
Ha KYM otpunarensna. [lorywana teparmro ALLL, kmaput-
pomunuH, Metporui, 6e3 3ddekra. B LIKb Ne6 Opina BEI-
nonHeHa KT opranoB rpyiHoi KJIETKH, P KOTOPOM OTMEYa-
Jlach KapTHHA JAMCCEMHUHUPOBAHHOIO Tpoliecca B 000X
JIETKUX.

Bbut 3anono3pen TyOepKynE3 JerKux, MalueHTKa Iepe-
Beaena B TJIIIO Nel. Ilpu obGcnemoBanny oOUIMiA aHATN3
kpoBu (OAK) 6e3 ocobernocteit. [1pu o0miem aHamu3e Movu
(OAM) obnapyxensl poTenHypus (6emok B moue 0,2 /7,
CyTOuHbIH Oenok B Moue 0,247 T/CyTKH), MHKpOTeMaTypus
(30-70 m3MeHEHHBIX SPUTPOIIUTOB B TToe 3peHus, 22000 B 1
MJI 0 HeunnopeHko) npu oTCyTCTBUHM JICHKOIUTYPHUH (J1eH-
xouutsl 1540 B 1 mi). Anamuser kpoBu Ha T-spot Th ot
04.08.16 1 04.10.16 orpunarensubie. PHOPOOPOHXOCKONNS
(®BC) ot 04.08.16 6e3 maromoruu. ®BC ot 13.10.16 1.: Ha
CTEHKaX HIDKHEH TPETH Tpaxew U KPYIHBIX OPOHXOB 000HMX
NETKUX CYKPOBUYHOE OTAENsieMoe. B OpoHXO0aIhBEeOIIpHOM
JaBake U3 S 2 MpaBoro JIETKOro OOHapyXEHO MHOXECTBO
SPUTPOILUTOB, SPUTPO- U cuaepodary, munodarn. [Tpu upes-
OponxunanpHOI Ononcun né€rkux depes b 4, 5 mpasoro nér-
KOro Ha ()OHE IPUTPOLNTOB OBLIO BBISIBICHO HE3HAUUTEIHHOE
KOJINYECTBO Makpo(aroB ¢ BKJIIOYEHUSIMU T'€MOCHJIECPHHA,
TYYHBIE KJIETKH, CKOTUICHHUSI OOKaTOBHU/IHBIX KJIETOK, Y9aCTKH
¢ubpo3a. ['mcronornueckas KapTHHA OTEKA MEXKaIbBEOJISIP-
HBIX TEPETOPONIOK, CKYAHOTO CEPO3HOTO W (PHOPHHO3ZHOTO
9KCCy/IaTa B OT/ICNIBHBIX JIbBE0JIaX C 04aroBoH JIMM(pOUIHON
napunsrparmeir. KYM ne obnapysxensl. [Ipu3HakoB rpaHy-
JIEMaTO3HOTO BOCIIAJICHUS], OITyXO0JIEBOTO IPOIIECCa BBISBIICHO

He 66u10. KT opranos rpymaHoii kietku ot 08.08.16, 31.08.16,
30.09.16: nByCTOpOHHSISI TOTajdbHAs AUCCEMUHALUSI B BUJIE
MHOYKECTBEHHBIX IEHTPUIOOYIISIPHBIX OYaroBbIX YIUIOTHEHNH
10 THITy «MaTOBOTO CTEKJa». B cyOrieBpaibHBIX OTAenax
BU3YAJIM3UPYIOTCS] MHOTOYHCIICHHBIC JIMHEWHBIC YIITIOTHEHHS.
[ToBbIicnilach MHEBMATH3AIMS JIETOYHOM TKAaHH IPU COXpa-
HEHUU LEHTPUIOOYIIIPHON TUCCEMUHAINHU C YMECHBIICHUEM
BBIPKCHHOCTH JINHEWHBIX yIutoTHeHUH. [lomyvana nportu-
BOTyOepKyIE3Hyto Tepamnuro ¢ 29.07.2016 r.: m30HMA3U, PH-
(baMIuIyH, MUpa3uHaMul, KaHaMHIMH B/M | mecs. M3o-
HUa3uj, pupaMIHALINH, THpa3HHAMA, dSTamMOyTon | Mecs.

Juarnos néroynoro TyOepKyiésa He ObUT TIOATBEPKIEH.
B cBsI3u ¢ HAJIMUNEM 3PUTPOLUTYPHN Y TTAIIUEHTKHU C JUCCE-
MHUHHPOBAaHHBIMU W3MEHEHUSIMU B JIETKHX JMarHOCTHPOBaH
JICTOYHO-TIOYEYHBIN CHHAPOM, 00cyxaasncs auarao3 AHIIA-
aCCOLIMUPOBAHHOTO BacKynuTa, uccienoansl AHI[A — B nipe-
nenax HopMbl. Korcynsruposana vedponorom I'KB . C.I1.
Borkuna, 3amono3pen cuaapom ['ynnacuepa. PexomennoBano
HCCIIEJOBAaHUE CBIBOPOTKHU KPOBU Ha aHTUTENA K 'BM — BBI-
siBiieHbl B TUTpe 136,6 ex/mn (Hopma 0-20). TloareepkaeH
JIMarHo3 cuHjapoma ['ynmacuepa, B CBSI3M C YeM MAI[MEHTKA
6buta Obuta rocrimranmusupoBana B 'Kb um C.I1. borkuna.

Obvexkmuenbiil cmamyc TIPA TOCTYIUIGHUH: COCTOSHUE
cpenneii Tsokectu. [lepkyTopHO Hal IETKUMH SICHBIN JIETOY-
HBIN 3BYK. J[pIXaHHE BE3UKYISIPHOE, IPOBOJUTCS BO BCE OT-
JIeITbl, XpHIT! He BeicimymuBatotres. AJ[ 110/70 mm pr.ct. [lu-
ype3 aaekBaTHbI. Moua cBeTnasl.

Jlanuvie nabopamoproco 006cied08aHusL:

OAK or 24.10.2016 r.: neikorutsr 8,7 10°/m1, ap. 4,27
10'%/n, Hb 110 r/n. buoxumudyeckuil aHaiu3 KPOBH OT
25.10.16: xpeatuauH 82 MKMOINB/1. AHamu3 Moun o Heun-
nopeHko: Jierkorutel 14000/ma, sputporutel 198000/m1.
Amnanm3 Mokpotsl ot 01.11.16: MOKpoTa CITM3NUCTO-THOWHAS,
JICWKOIIUTOB MHOTO, CIMHUYHBIC SPUTPOLIUTEL.

C MOMEHTa MOCTYIJICHHUS] HadaTa «ITyIbC»-TEPAITHsl Me-
THJIITPEIH30JI0HOM, TIPOBEJICH «ITYJILC» HUKIo(ochamuia.
UYepes 2 mus - 26.10.2016 . kpoBOXapKaHbE MPEKPATHIIOCH,
OJIBIIIIKA YMEHBIINIIACh, OCTABAJICS TOJBKO CYXOW Kalllelnb.
HMMMyHOCYIIpecCHUBHAs Tepanus MPOAOHKEHa METHIIIPE/-
HUJIOJIOHOM BHYTDB.

Penmeenocpaghus  opraHoB TpPyOHOW KIETKH OT
26.10.2016 r.: nérouynsie mosst 6e3 04aroBbIX U UHQUIBTpa-
TUBHBIX TeHEH. JIErouHbI PUCYHOK HECKOJIBKO YCHIIEH 3a
cuét cocynuctoro komrnonenrta. Kopuu crpykrypusl. Cepatie
1 KpyHHBIE cOCyasl 6€3 0COOeHHOCTEH.

Komnwiomepras momoepaghus ot 26.10.2016 r.: B 1€rovHOi
TKaHW C 00EMX CTOPOH ompexensiercs auddys3Hoe ycuieHue
JIETOYHOTO PUCYHKA 33 CYET MEJIKOOYaroBOH [EHTPHIIOOYIISIPHON
JIICCEeMUHAITNH, CTeHKH OPOHXOB YIUTOTHEHBL B S 4 mpasoro
JErKoro U S 8 JIeBOro JIETKOr0 BU3YATM3UPYIOTCS YUACTKU JIU-
HENUHOHN TSKUCTOCTU C IIJIEBPOITYIIbMOHAJIBHBIMU CIIAHKaMH.
Tpaxess 1 OpOHXH 10 YPOBHsI CyOCErMEHTApHBIX MPOCIIEKH-
BAIOTCSl HAa BCEM IPOTSHKCHUM, CTEHKH OPOHXOB YIIOTHEHBI,
MIPOCBETHI BO3AYIIHBI. OpraHbl CPelOCTCHUSI U KOPHHU JIETKHX
CTPYKTYpHBL. BHyTpurpyassie mMdarnaeckue y3isl HE yBe-
yaeHsl. [{nadparma oObIYHO pacrioNoykeHa, CBOOOTHON JKHI-
KOCTH B IUIEBPAJIbHBIX MOJIOCTSX HET. JINCTKY MepuKapia ToH-
kue. [lepudepnueckue umdarndeckue y3ibl B JHana3oHe
CKaHMPOBaHUA HE yBennueHbl. KOCTHO-/1ECTPYKTHBHBIX H3Me-
HEHHH HE BBISIBIICHO.

3axmouenue: MEIKOOYAroBast TUCCEMHUHAIMS JIETKHUX, JIH-
HEHHBIH THEBMOIIIEBPO(HOPO3 Cpe/HEH JI0NIH MPaBOTro JIETKOTO
1 HIKHEH o5 neBoro Ji€rkoro. (Puc. 1).

Ha ¢one npoBomumoro nedenus ¢ 02.11.2016 . mosiBrIcs
Kameab ¢ HEOOMIBHOW MOKpPOTOHW 0e3 mpuMecH KPOBH.
Opnpiiky He OBIIO, OIHAKO OTMEUEHA OTpHUIATeNbHas ayc-
KyJIbTaTHBHAS JMHAMUKA — IPUCOCIUHIINCH KPEMUTUPYIO-
IIIM€ XPUITBI, TPOBOJISIIIMECS B 0A3aIbHBIX OT/IENIaX 0 YPOBHS
JIOTIATOK, TAKUE K€ XPHIIbI BHICIYIINBAIUCH 110 TEpeIHEN
MIOBEPXHOCTH B HIDKHHX OTIEIAX JCTKHX.
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KT opeanos epyonoii knemxu ot 02.11.2016 r.: Ilo
cpaBHenuto ¢ KT or 26.10.2016 1. oTMedaeTcst oTpULaTeb-
Hasl IMHAMUKa B Buje mnosBieHus B S 10 yneBoro nérxoro
y4acTKa YIUIOTHEHUsI JIErOYHOM TKaHW IO THUILYy «MaTrOBOTO
CTEKJIa» C CHMIITOMOM «BO3AYIIHOW OpoHXoTpadum». B né-
TOYHOM TKaHM C 00EUX CTOPOH OTMEUaeTcsi ycuieHue aud-
(y3HON MEITKOOYaroBOH EHTPUIOOYIISIPHON TUCCEMUHAITHH.
B S 4 npasoro nérkoro B obnactu puOpo3HOro TsKa oT™Me-
JaeTcs MOSIBJICHNE yYacTKa YITIOTHEHHS BBITSIHYTON (pOpMBI
o tTury nHuiasTpamu. B S 8 neBoro snérkoro ormMeuaercs
TOSIBJICHHE YyYaCTKOB YIUIOTHEHHUS HENIPABIUIIBHON (OPMBI U
«MaToBOTO CTekJa». Tpaxes W OpOHXHU O YPOBHs cyOcer-
MEHTapHBIX [IPOCIIEKUBAIOTCS Ha BCEM MPOTSKEHUH, CTCHKH
OpOHXOB YIJIOTHEHBI, IIPOCBETHI BO3AYIIHBL. OpraHsl cpejo-
CTEHUsI M KOPHU JIETKUX CTPYKTYpPHBI. BHYTpUTrpyamsie mum-
(arnueckue y3iabl He yBenudeHsl. J{nadparma oObI4HO pac-
TIOJIOKEHA, CBOOOJHOM KUAKOCTH B TIIIEBPAIIBHBIX MTOTOCTAX
Het. JIuctku nepukapaa tonkue. [lepudepuyeckue numba-
THUYECKHUE y3JIbl B ANAITA30HE CKAHUPOBAHMS HE YBEIMUCHBI.
KocTHO-/IeCTpyKTHBHBIX U3MEHEHUH HE BBISBICHO.

3axnouenue: MEITKOOYAroBasi JUCCEMUHALMS JIETKHX, KO-
TOpYIO ciienyeT quddepeHIpoBaTh MEX Ty MPOSIBICHUSIMH Bac-
KyJUTa 1 OpPOHXOTEHHOI MH(MEKINH, TTPAaBOCTOPOHHSS CPEIIHE-
JI0JIeBast ¥ JIEBOCTOPOHHSISI HYDKHE0JIeBast THEBMOHUSA (pHC. 2).

[IpoBomnnacs aHTHOAKTepHANTbHAS Tepamus, Ha (QOHE
YEero Kallejb YMEHBILIWICS, ayCKyJIbTaTHBHAS KapTHHA B JIET-
KHX C TIOJIOKUATENTFHON THAMHKOH. JlabopaTopHbIe JaHHBIE
— 0e3 CyIICCTBCHHOW JUHAMUKH.

KT opearos epyonoti knemxu ot 08.11.2016 1: 1o cpaBHEHHIO
¢ KT or 02.11.2016 . oT™MeuaeTcst IOIoKUTEIbHAS TUHAMUKA B
BHUJIC YMEHBIICHUS UP(Y3HOTO YCHUIICHHS JIETOYHOTO PUCYHKA
3a CYET MEJIKOOYAroBOi LEHTPHIIOOYIISIPHON IMCCEMUHALNH, HC-
ge3HoBeHHE B S 10 J1eBOTO JIETKOTO y9acTKa YIIOTHEHHS JIET04-
HOM TKaHH I10 TUITY «MaTOBOT'O CTEKJIa» C CUMIITOMOM «BO3/TyIII-
HOW OpoHXOrpagum» ¥ YMEHBIIEHHE 30HBI YIUIOTHEHHS
BBITSIHYTOH (POPMBI B CPEJHEH J10J1€ IIPABOTO JIETKOTO C BU3yaJIH-
3armeit pruOPO3HOTO TsHKA TpeskHEH popMbL. COXpaHsIOTCS yaa-
CTKH JIMHEWHOH TSHKUCTOCTH C TUIEBPOITYJIbMOHAIBHBIMH CIIaii-
KaMH B CPEIHEH JI0JIe TIPaBOTO JIETKOTo U B S 8 JIEBOTO JIETKOTO.
Tpaxest u OpOHXH JI0 YPOBHsI CyOCErMEHTapHBIX ITPOCIIEKUBAIOTCS
Ha BCEM INPOTSDKEHUHN, CTEHKH OPOHXOB YIUIOTHEHBI, IPOCBETHI
BO3LyIIHBL. OpraHbl CPEIOCTEHHS M KOPHU JIETKUX CTPYKTYPHBL
BryTtpurpyassie nuMgparndeckue y3iel He yBenanueHsl. Jlna-
(parma 0OBIYHO PACIIONIOKEHA, CBOOOIHOM KUIKOCTH B TUIEB-
paTBHBIX MONMOCTAX HeT. JIncTku meprkapaa ToHkwe. [leprde-
pudeckue JIMMQarniecKye y3Jibl B Iarna3oHe CKaHUPOBAHHS HE
yBean4eHbl. KOCTHO-AECTPYKTUBHBIX N3MEHEHHUI HE BBISIBIICHO.

3axnrouenue: yactuaHas perpeccus quddy3Hoi MeaKkoo-
9aroBOH MEHTPHUIOOYISIPHON THICCEMUHAINN 000OHX JIETKUX
Kak NPOSIBJICHHS] BACKYJIUTa, IIPABOCTOPOHHSIS CPEHE/I0JIeBast
1 JIEBOCTOPOHHSS HIDKHEI0JIeBasi ITHEBMOHUS B (paze oOpat-
HOTO pa3BUTHUs. JIMHEWHBINA THEBMOILICBPOGUOPO3 CpeaHen
JtoJu mipaBoro Jérkoro. (Puc. 3).

09.11.2016 nanueHTKa B yAOBIETBOPUTEIHLHOM COCTOSI-
HUHM BBIIFCAHA AJIs TPOJOJDKEHHS JICUCHHS B HEpoIoTHie-
CKOM OT/iesieHHH O0JIbHUIBI ¢B. Bnagumupa.

Puc. 1. KT opranoB rpyHoii KI€TKH B aKCHaIbHOU mpoekuuu ot 26.10.2016 r: a, b, ¢ — Menkoo4aroBasi JUCCEMUHAIHS JIETKUX.
JIuneitHblil THEBMOGUOPO3 CpeaHel JOJIH IIPABOIo JIETKOrO M HIDKHEH J10JH J1eBoro JErkoro (b,c)
Fig. 1. CT scan of the chest organs in the axial projection on October 26, 2016: a, b, ¢ — small-focal dissemination of the lungs.
Linear pneumofibrosis of the middle lobe of the right lung and lower lobe of the left lung (b,c)

Puc. 2. KT opraHoB rpyaHoii KJIeTku B akcuasibHou npoekuuu ot 02.11.2016 r: @, b, ¢ — MenkooyaroBast JUCCEMHUHALMS JIETKUX, KOTOPYIO cieayer nuddepen-
IIMPOBATh MEK/TY TIPOSIBIICHUAMH BacKy/uTa 1 OpoHXoreHHo# nHpekuun. [IpaBocTOpoHHSS cpeiHeIoneBas i JIEBOCTOPOHHSS HIDKHEJ0IeBast THEBMOHHUA (C)
Fig. 2. CT scan of the chest in the axial projection from 02.11.2016: @, b, ¢ — small-focal dissemination of the lungs, which should be differentiated between
manifestations of vasculitis and bronchogenic infection. Right-sided middle lobe and left-sided lower lobe pneumonia (c)

Puc. 3. KT opraHoB rpyHoii kieTku B akcuaibHoi mpoekuun ot 08.11.2016 1: a, b, ¢ — yacTnuHas perpeccus AudQy3Hoi MEIKO04aroBoii IIEHTPHIO0Y-

JISIPHOM IMCCEMUHALMN 000X JIETKMX KaK IPOSBICHHs BacKyiura. [[paBOCTOPOHHSIS CpeiHEe0IIeBas U JICBOCTOPOHHSISI HIKHE[0JIEBas THEBMOHHS B (hase
obparHoro pazsutus. JInHelHblii mHeBMO(GUOPO3 cpenneit nonu npaoro JErkoro (b,c)
Fig. 3. CT scan of the chest organs in the axial projection from 08.11.2016: a, b, ¢ — partial regression of diffuse small-focal centrilobular dissemination of
both lungs as a manifestation of vasculitis. Right-sided middle lobe and left-sided lower lobe pneumonia in the phase of reverse development.
Linear pneumofibrosis of the middle lobe of the right lung (b,c)
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Ilposedénnoe nevenue: B/B: MeTranpenHN3070H 500 Mr
Ne2, 25-26.10.2016 r., nukinopocdan 400 mr 26.10.2016 r;
B/M: 1IepOTaKCHM; BHYTPb: METHIIIIPETHI30JI0H 48 MT B CyTKA
¢ 27.10.2016 r., nunpoduokcanyH, GpayKkoHaszoi, GpoMUIIIL,
MYyKaJITHH, JIa30JIBaH, OMe3, aJlbMareJb.

O0cy:xnenue

Cunnpom 'yamacuepa — pezkoe 3a0oieBaHKe C OLEHU-
BaeMoi gacToToit 0,5-1 ciaydaeB Ha MWIIIMOH HACEJICHUS
[4,5]. YacToTa BCcTpeuaeMOCTH 3a00JICBaHHS CPEITU JCTCKOTO
1 MOJIOZIOTO HACEJICHNUS 3HAUUTENIBHO HIXKE, C MMKaMHU 3a00-
JIEBAEMOCTH B TPH/ILIATHIIETHEM BO3PACTE, IIPEUMYIIIECTBEHHO
y MaJbuMKOB. B cTapmieM Bo3pacTe yacToTa 3a00/1€Ba€MOCTH
OJIMHaKOBa y JHIl oboero mona [6,7]. B mpencrarieHHOM
ciyyae onucaH cuHApoM l'ynnacuepa B HETUIIMUYHOM IOJIO-
BO3pacTHOH rpymme (y 15-yeTHeit neBymKm).

OCHOBHBIM IIPOsIBIIEHHEM cHHApoMa ['yamacuepa BbICTy-
naet OBICTPOIPOrPECCUPYIOIINIT TIIOMEPYIIOHE(DPUT BbIpa-
JKEHHOW remarypuei, NpoTeMHYpPUEN U TSHKEIbIM Hapylle-
HUEeM (YHKIMH [TOYEK, BO MHOTHX CIIy4dasX COYETArOIIHICs
C MTOPaKEHUEM JIETKHX C KPOBOXaPKAaHbEM, JIETOYHBIMHU KPO-
BOTEUEHUSIMU U JIbIXATEeIbHONU HEIOCTAaTOUYHOCThIO [2]. ¥V ma-
IIMEHTOB C CHHAPOMOM [ yamacuepa B OONBIIMHCTBE CIIy4acB
HaOJIIO/IaeTCs TAK)KE BBIPAKEHHAs! aHEMUSI, 00yCIIOBIICHHAS
JIETOYHBIMH KPOBOTEUEHHUSMH WM OKKYJIBTHOM KPOBOIOTE-
pei, a Takke MoYeYHOU He10CTaTOUHOCThIO [11].

B nmreparype BCTpedaroTcs ONMCcaHus! KIIMHUYECKUX CITy-
YaeB C aTUIMYHBIM T€YEeHHeM cuHIpoMa ['yamacyepa ¢ co-
XpaHHOW (PyHKIIMEH ITOYEK FIIH C YMEPSHHBIM €€ CHIDKEHHEM,
C YpOBHEM KpeaTHHHHa B CHIBOpPOTKe KpoBu MmeHee 300
MKMOJB/T [5,8]. HacTosmuii KITMHIYeCcKuii CiTydaii BRI3BIBACT
HHTEpEC TPpeMsi 0COOCHHOCTIMU: 1) HeXxapakTepHOe JUIsl CUH-
npoma I'ynnacuepa ymepeHHOe MopakeHHe Iouek 0e3 Hapy-
meHust uX QyHKIOHUK; 2) MEAJICHHOE Pa3BUTHE JIETOYHON Ma-
TOJIOTUH; JIETKasl CTENICHb AaHEMHUH.

PeHTrenonornyecknm npu3HaKoM cunapoma Iyamnacuepa
ABISIIOTCS TU(Qy3HBIE CIUBAIONINECS YIACTKH CHHKCHUS
BO3JIYIIIHOCTH JIETOYHOM TKaHHM 110 TUITY «MaTOBOTO CTEKJIa»
WIN Y9aCTKH MPEUMYIIECTBEHHO CUMMETPUYHO MOPAXKAI0-
mye 00a JErkux B pukopHeBoit obnactu [9,10]. IIpu pent-
TCHOJIOTHYECKOM HCCIIEJOBAHUN BO3MOXKHO OTCYTCTBHUE
CUMITOMOB, Jjake NPU HaJU4YUMU KpoBoxapkaHbs [11,12].
Koncommamus 00p19HO pa3perraercs yepes 2 JHS, 3aMEHSICh
JIMHEHHBIMH 3aTEMHEHHSMH, ¥ PEHTTCHOJOIMYECKHE MPH-
3HAKU MOJHOCTHIO MCYE3al0T B TEUEHHE 2 HEAENb, KPOME
CllyyaeB C peKYPPEHTHBIMU KPOBOTEUEHHUSIMH, TIPH KOTOPBIX
PETHKYIISIPHBIE N3MEHEHUSI IEPCUCTUPYIOT U MPEICTABISIOT
co0oii maeBMOouOpo3 [11-15]. B HacTosIeM KITMHUYECKOM
ciryyae cuHApoM [ yamacuepa mpoTeKa ¢ yMEpEeHHBIM MOpa-
JKEHUEM TI0YEK, C YPOBHEM KpEaTHHUHA IPH MOCTYIUICHUH
82 MKMOJB/T; ¢ MEIUIEHHO MPOTPECCHUPYIOIINM IIPOIIECCOM
B JIErKHX, 0€3 BUANMOI1 I1IaTOJIOTUH ITPU TPAJIUIIMOHHON PEHT-
reHorpa(uu OpraHoB I'PYIHOI KJIETKHA ¥ KPOBOXapKaHbEM B
BUJIE€ €MHUYHBIX S)PUTPOLIMUTOB B MOKpoTe. Takxke 13 aHaM-
HE3a M3BECTHBI PE3yNbTaThl ONOTICHH JIETKHX, YTO SIBISIETCS
PEIKUM JMAarHOCTUYECKUM METOJIOM JIIsl JaHHOTO 3a0oJie-
BaHus. L{nTonorndeckn ObIIM OOHAPYKEHBI SPUTPOLHUTHI,
Makpodaru ¢ BKIIOYESHUSIMH T€MOCHJIEPUHA; TUCTOJIOTHYE-
CKasl KapTUHA OTEKA MEKaJIbBEOJSIPHBIX MEPETOPOAOK, UTO
COOTBETCTBYET JIUTEPATYPHBIM JaHHBIM [16].

[To manueM juTepatypsl KT kaptuHa B ocTpyro dasy
npu cunapome ['yamacuepa, Kak mpaBWIIo, IpeJCTaBlIeHa
mudGy3HBIMH  CIMBAIOMIMMUCS YYacTKaMH «MaTOBOTO
CTEKJIa» WM KOHCOJIUAALMEH, CHMMETPUYHO ITOPAXKAIOIIUMHU
00a n€rkux B MPUKOPHEBOI 00IacTH, 0OBIYHO HE 3aTparuBast
cyOrmIeBpanbHbIX o0macTeil u Bepxymiek jérkux [11-13]. B
TedeHue 2—7 THed BO3MOKHO 00pa30BaHUE PETUKYISIPHBIX
T dy3HBIX ©I3MEHEHHH JIErOYHOM TKaHU M YIZIOTHEHHE MEX-
JIOJIBKOBBIX [IEPETOPOOK 32 CUET OTIIOKEHUN FEMOCHIEPUHA
B aJbBeOJax, TaK HAa3bIBAEMBIH CHUMITOM «OyJIBIKHON

MocTOBOI» [12, 14]. B momocTpoii ¢asze pa3BUTHS WK TIPH
YMEPEHHOM TEYEHHH BO3MOXKHO OOHAPY)KCHNE MEJIKHX y3€II-
KOBBIX YMJIOTHEHHH 0O€3 MpeArnoYTUTEIHHON JIOKAIN3aluu
[17-18]. B ommuue ot xapakrepHeix KT npusHakoB omnu-
CaHHBIN KJIMHWYECKHUH ciay4yaill mpeactaBieH AuQQy3HON
c11a00 BBIPQKCHHON 09aroBOH IEHTPHIOOYIISIPHOIT incceMu-
HaIyel B IErOYHON TKAaHH, KOTOpasi yMEHBIIIIIAch Ha (hOHE
IIPOBOIMMOM TOPMOHOTEPATIHH.

CranmapToM BepUpHUKALNH AUATHO3A SBISETCS 00HApY-
xeHne antuteln K 'bM B chIBOpPOTKE KPOBH M/WITH ITPOBEICHHE
OMOTICHH TIOYKH ¢ OOHAPYKEHHEM TIPU CBETOBOH MHKPOCKO-
UM DKCTPAKAMIUIIPHOTO TIIoMepysioHedpHuTa ¢ moiyiy-
HUSIMHU, @ TIPH UIMMYHOQITIOOPECLIEHTHOM HCCIIEI0OBAHIN —
JIMHEHHBIX OTIIOXKeHNI nMMyHor1o0ynuHa G [2]. [TarreHTke
OBLTO TPOBEICHO IMMYHOJIOTHYECKOE 00CIIeI0BaHIE, TIPH KO-
TOpOM ObLT 00Hapy»eH ypoBeHb antuten K 'bM 133,6 en/m,
B IIECTh pa3 MPEBBIMAIOMNN HOpManbHbIe 3HaueHus (0—20
en/mi1). brorcust movYky He BBINOJHSIACH B CBSI3H C OUYEBH/I-
HOCTBIO INarHO3a — COYETAHHE JIETOYHO-TI0YEUHOTO CHHIPOMA
C KpaifHe BBICOKMMU TUTpaMu aHTUTeN K [ BM.

OOmETpUHATHIM CTaHIAPTOM TEPANUH MpPU KJIacchye-
CKOM TE€UYEeHHH cHHApoMa ['yaracyepa siBisieTcst IpOBEICHUE
mporenyp miasMaodMena (3 mporeaypsl B HEEINIO) 10 HOp-
MaJlu3anuy TuTpa anTuten Kk ['bM B KpoBH U npekpaiieHus
KpPOBOXapKaHbsI B COYETAHUHU C UMMYHOCYTIPECCUBHOM Tepa-
MUel KOMOWHAIIMEH TpeTHI30JI0Ha U IuKIodocdamuna [16].
[NamenTka momyvana JiedeHHEe KOMOWHAIMEH MEeTHIIIPEa-
HU30JI0Ha ¥ nuKiiodocdamua, OT IpoBeIeHNS TIa3MaooMe-
HOB OBIJIO PEIIEHO BO3/IEPKATHCS B CBA3U C OTCYTCTBHEM TH-
KENBIX KIMHUYECKHX nposiBieHnid. Tepanus Oblina
s pexTrBHA, KPOBOXapKaHbE MPEKPATHIIOCH YKe MOCTIE TIep-
BOTO ITyJIbCOBOTO BBEJCHUSI METHINpPEaHN30I0Ha. OTpHIia-
TeJIbHas ayCKyJIbTaTUBHAs TUHAMIKA HA (DOHE AabHEeHero
nedeHus morpedopana nmposeaeHus mosropuor KT rpymnHoit
KJIETKH, PE3Yy/IbTaThl KOTOPOH OBLIM HHTEPIPETHPOBAHBI KaK
MIPUCOCIMHEHNUE JICBOCTOPOHHEH HMIKHE0IEBOM THEBMO-
Huell. beia mpoBeneHa KOppeKnns aHTHONOTHKOTEPAIIHH,
OTJIOKEHO MOBTOPHOE BBEJCHUE IMKIO(ochaMuia, THEBMO-
HUSI Pa3pelniach.

[ocne BBIMMCKK MAIMEHTKa MPOAOJDKAIA JICUCHNE B TIe-
JMaTPUUECKON KIIMHNKE KOMOMHAIMEH METHIIIPETHU30JI0HA
n nukinodochamuaa (cymmapao 6400 Mr B Te4eHHE TIOITY-
rona), JOCTUTHYTA TIOJTHASI PEMHCCHS 3a00/IeBaHus, (PYHKITHS
TIOYEK OCTACTCSl COXPaHHOM, aHEMUsI KOMITEHCHPOBaHa, aHa-
TU3bl MOYH 0e3 martoioruu. Beemenus mukiodochamuaa
TIPEKpaIieHbl, MPOIOKACTCS TEPATINS METHIIITPETHU30IOHOM
BHYTPb C IOCTEIICHHBIM CHIKCHUEM 03I, YTO COTIIACYETCs
C OOIIENPUHATON TaKTUKOM.

Ilo maHHBIM JIUTEpaTyphl MAlUEHTHI, BIEPBBIE MOCTY-
MTUBIIHE C YPOBHEM KpeaTHHHHA B CHIBOPOTKE KPOBH MEHEE
500 mxmomw/a, umeror 100% manc BepKUBaeMocTH U 95%
IIaHC COXPAHEHHS MOYCYHON (YHKIMHM B TEUCHHE TOJa.
MO’KHO NIPEATNOI0KUTb, YTO HAIlla MAIINEHTKA UMeeT Oaro-
MIPUSITHBINA TIPOTHO3, MPUHUMAsi BO BHUMaHHE, YTO TP MO~
CTYNJICHUM YPOBEHb KpeaTMHWHAa y HeE¢ Obul paBeH
82 mMxMmonb/1 [ 19] u o6Hapyxennsie npu KT n3menenus mon-
BEPIIIUCH 0OPaTHOMY Pa3BUTHIO Ha (OHE TIPOBOIUMON CIIie-
UQHUIECKON Tepanuy.

3akaoueHnne

KT sBnsercs BRICOKOMH(OPMAaTHBHBIM METOIOM JTy9EBOMH
JTMATHOCTHUKH B OIICHKE 00bEMA TIOPAKCHUS JIETOYHON TKAHH
pu cuHAapoMe ['yamacuepa, maxe mMpH c1abo BBIPAKCHHOM
MOPaXKEHUH, TTO3BOJISISI BU3YaJIM3UPOBATh MPAKTUUYECKU BCE
AIIEMEHTHI JETOYHOTO PUCYHKA, U B COUCTAHHWU C KIMHHUKO-
J1a00paTOPHBIMU JAHHBIMU TOYHO M CBOCBPEMCHHO YCTaHO-
BHTH XapakTep MOpaXeHUs JNETKUX mpu cuaapome ['ymmac-
yepa. KT Takke MO3BOJISIET C BBICOKOW TOYHOCTBIO
OTIPENIETUTH COMYTCTBYIOIIYIO TTAaTOJIOTHIO B JIETKUX, OTpeE-
JIeIIsisl BBIOOP aJIcKBaTHOW JICUCOHOM TaKTHKH.
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