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Puc. 2. MenkoTo4eyHble KPOBOUIIMUAHUA NO4 3HA0Kapa

ONUTENBHOTO TEeYeHMs XpPOHMYecKoro BocnaneHus [3].
Pa3BuTre BTOpUYHOro ammnonaosa B MonogomM Bospac-
Te TakKe He ABNAETCS TUMUYHbBIM, TakK Kak CpeaHun BO3-
pacT 3aboneBLUMX Yalle coctaensieT okoro 40 net [4].
OTCyTCTBME KOHTPONA 3a aKTUBHOCTbIO 3aboneBaHus 1
OTMeHa 6asncHoWn Tepanuu NpuBeEnu K BbICTPOMY Mpo-
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rpeccvpoBaHuio AA-aMUNonao3a y MOMno[owW XEHLMHbI.
PasButne THKenoro HegpoTUHECKOro CuMHApoMa, Oc-
NOXHUBLLErOCS OCTPOW MOYEYHOW HEAOCTAaTOMHOCTBIO U
npucoeanHeHemM NHMEKLMOHHOMo npouecca, NpUBENo
K neTanbHOMy ucxogy.

Llenbto Tepanumn BTOPUYHOrO ammnrnongosa sBnseTcs
nogasneHne npogykummn 6enka-npealuectseHHnKa SAA,
YTO JOCTUraeTCcs fieYeHNeM XpoOHUYECKOro BOCNaneHus.
Tepanuu peBMaTonaHoro apTpuTa, yunTbiBas ero nuam-
pyloLLee MecTo Cpeamn NPUYNH BTOPUYHOTO ammnionaosa,
npuaatT ocoboe 3HadeHue. basvcHasa Tepanus pesma-
TOMOHOTO apTpuTa yMeHbLUAeT PUCK PasBUTUS amuio-
ngosa, a y nauvMeHToB C pas3BUBLUMMCS aMUIiongo30M
nossonset B OOMbLWMHCTBE Cry4YaeB YMEHbLUUTb Kn-
HVM4ecKkne NposiBNeHus amunounpHon Hedponatumn. O6
3 PEKTNBHOCTM NEYEHN CBMOETENbCTBYET U HOpManu-
3auua koHueHTpaumm C- peaktuBHoro 6enka [4].

B npegcrtaBneHHOM HabnogeHWM HeKoHTpomnupye-
Masi aKTUMBHOCTb 3aboneBaHusl, OTCyTCTBME OasncHOMn
Tepanuu 1 ObICTPOe MNpOrpeccMpoBaHMe BTOPUYHOIO
amunongosa onpegenunu HebnaronpusATHbIA NPOrHO3.
B HacTosilee BpemMsa AN nNpefoTBpalleHns pasBuTUS
AA-amunoungosa npu peBmMaTtougHoOM apTpuTe Heobxo-
ONMO [OOCTUXKEHWe ANUTENbHOW PeMUCCUM UM MUHU-
MarnbHOW akTUBHOCTM 3aboneBaHus.

ABTOpCKUI BKnaa: HanncaHve ctatbn — M. A. Po-
MaHoBa, H.A. Margeesa, H. M. HuknuTtunHa; yTBepxaeHve
pykonucu ons nyénukaummn — H. M. HukutuHa.
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CkpsibuHa E.H., CagpoHosa B.H., Acapeea T.A. Pepkuii cnyyainn aHaokapauTa lNedpcbnepa kak nposiBneHne 303vMHO-
¢ unbHOro rpaHynemarosa ¢ nonumaHrumToMm. CapaToBCKUM Hay4YHO-MeaULIMHCKUIA XXypHan 2017; 13 (4): 823-828.

Q03MHOUNbBHBIV rpaHynemaTos ¢ nonuaHrumTom (O TIA) sBnseTca peakuM 3aboneBaHnem, KOTOPOe nopaxaeT
MENKWE U CpefiHne apTepun pasfnuyHbIX OPraHOB U XapaKTepu3yeTcst HannyinemM GpoHXManbHOM acTMbl, BbIPaXXEHHOW
nepudepunyeckor ao3vHodunmen kposu. MNMopaxeHne cepgua otmevaetca B 20-50% cnyyaes, ABNAETCS OCHOBHOW
npuynHom cmepTun. B ctatbe nsnoxeH cnydan IITIA y 43-neTHel XeHLWWHbI, UMEBLLEN 3HO0KapAMUT, acCoLMMpoBaH-
HbI ¢ hopmmpoBaHMeM TpoMba B NEBOM XenyaoyKke, TPOMOO3IMOONMYECKM CUHAPOMOM U PELMANBUPYIOLLNMU NH-
apktamu moasra. [pencTtaBneHHbIN KIMHUYECKUIA CyYalt NoKa3bIBaET, YTO NonHoe obcrieqoBaHne cepala ABnseTcs
YpesBblYaiHO BaXHbIM faxe y 60nbHbIX ¢ 6ECCUMNTOMHBIM TeYeHneM 3abonesaHns npy nogosperHumn Ha SlTIA. Pan-
HsIS1 MOMHAs AMarHocTyKa NopaXeHusl cepaLua NpuBOAUT K YIy4YLLEHUIO NMPOrHO3a.

KntoueBble crnosa: 303I/IHO(*)I/1]'IbeII71 rpaHynemaros C NonnaHrmMnMToM, SHAOKapaAnT J'Ie(pq)nepa, TpOM603, AnarHoCTuka.

Skryabina EN, Safonova VN, Agareva TA. A rare case of Loeffler endocarditis associated with eosinophilic granuloma-
tosis with polyangiitis. Saratov Journal of Medical Scientific Research 2017; 13 (4): 823-828.

Eosinophilic granulomatosis with polyangiitis (EGPA) is a rare disease that affects small and medium-sized blood
vessels of different organs, characterized by asthma, prominent peripheral blood eosinophilia. Cardiac involvement
was reported in 20-50% and it is the major cause of mortality. A case of EGPA in a 43-year-old female, who had endo-
carditis, associated with thrombus formation in left ventricle, thromboembolic syndrome and recurrent stroke has been
reported. The described case has showed that it is of crucial importance to perform the full cardiac imaging even in as-
ymptomatic patients with suspected EGPA. The early identification of cardiac involvement may lead to better prognosis.

Key words: eosinophilic granulematosis with polyangiitis, Loeffler endocarditis, thrombosis, diagnostics.

BBepeHue. 303MHOMUMbHLIN FpaHynemaro3 ¢ no-
nuanrumtom (AIMIA), unu cungpom Yepmpka — CTpoc-
ca, — HEKPOTU3MPYIOLLNIA BACKYNUT MENKUX U CPEQHUX
apTepuii, NPOSIBMAIOLLMIACS MOPaXEHNEM Pa3NNYHbIX Op-
raHoB B CBSA3M C PA3BUTUEM B HUX 303MHOMUIBHBIX UH-
unLTPaToOB M YacTO COYeTalLmica ¢ BpoHXmManbHOM
actmon (BA) n 3aosuHodunven. Aensetca pegkum cu-
CTEMHbIM BacKyNMTOM C pacnpOCTPaHEHHOCTbIO 7 crny-
YaeB Ha 1 MITH HaceneHusi, O4HaKo B NocrnegHee Bpemsi
B MUpE OTMEYeHa TEeHOEHUMUs! K YBEMWYEHUIO Konnye-
cTBa 6onbHbIX C 4aHHoW natonoruei [1, 2]. Bctpevaetcs
B nobom BospacTe, HO Hanbonee vacTo B BO3pacTe OT
35 po 45 nert [3-5].

B TeyeHun 3aboneBaHuss YCNOBHO BbLIAEMSOT TpU
OCHOBHble hasbl. B npogpomanbHbIN nepuno, KoTopbin
anutea o 30 ner, y 60MnbHbIX UMEKTCA pasnuyHble arn-
nepruyeckue peakumu, BKoYaLWwme puHNUT, NONIMHO3 Y
BA. BTopow atan xapaktepuayetcsa 303MHOUNNEn Kpo-
BU M TKaHel. B aToT nepwuopg y 6onbHbIX Hepeako auna-
rHoCTUpyloTCs cuHapom Jledbdpnepa, 303mMHoOMUIILHaNA
NMHEBMOHMS UMW 303MHOMWIEBHBIA racTput. B TpeTben
dase B KNMHMYECKON KapTuHe OornesHu npesanupyoT
Npu3HaKn CMCTEMHOro BackynuTta [4, 5].

S03MHOMUIBHBIN BaCKynUT C MNPUCTEHOYHbIM 3H-
nokapautom Bnepsble onucaH B 1936 . W. Loeffler. B
JanbHenwem 3710 3aboneeBaHne BCTpevanocb B Nnute-
patype nop pasHbIMW HasBaHWsIMU: «curbponnacTmnye-
CKUM napueTarnbHbli 3HOOKAPAUT C 303UHOUNUENY,
«IMNep303NHOUINBHBIA cMHapoM» 1 ap. OHO XapakTe-
pu3yeTcs NoBpexaarLwum AeCTBUEM 303MHOMUIOB Ha
3HOoKapa u cocydbl. B pesynbrate nHpunsTpauumn aH-
nokapga v muokapga [6] a03nHodmnammn pasBmBaeTcs
punbpo3 sHaoKapaa ¢ PecTPUKTUBHOW KapauMomuonaTu-
en. MNopaxeHne NanuNNApPHbIX MbILLL, U XOPA NPUBOANT K
HEeAoCTaTOYHOCTU MUTPAribHOMo, a MHOrAA U TPEXCTBOP-
YyaToro knanaHa. QHOOKapAWT OCroXHsAeTcs obpasosa-
HMEM MPUCTEHOYHBLIX TPOMOOB C nocrneaywLLlen TpoMm-
6oambonven. McxogoM MpUCTEHOYHOrO 3HAOKapauTa
CNY>XWUT cepaeyHasi HeqoCTaTOYHOCTb, KOTopas SBNseT-
cs1 Hambornee YacTon NpUYnHON cmepTu [7].

AKTyanbHOCTb npobrembl 0BycroBrneHa BbICOKON
YyacTtoTon nopaxeHusa cepgua (ot 20 go 50%) [2, 8] n
cmepTHocTh (0o 50%) [8] mpu BITIA, 4YTo genaeT Heob-
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XOOMMbIM MOWCK HOBbIX NOAXOA0B K PaHHEN AMarHocTu-
Ke AaHHOW NaTonoruu.

Llenb: npooemMoHCTpuUpoBaTb TsXecTb M Hebnaro-
NPUSTHBIN NPOrHO3 nopaxenus cepgua npu 3ITIA, He-
06X0QMMOCTb PaHHEro MOSIHOrO MPUMEHEHUS BU3yanu-
3UpYOLLMX METOAOB 06CneaoBaHus.

KnuHunyeckoe HabnogeHue. bonbHas L. 43 net ¢
2008 r. (37 nert) ctpagaet BA, no noBoay Yero NnpMHUMa-
na cansbytamon nepuognyecku oo 4—10 pas, npegHn3o-
noH no 1-3 Tabnetku B cyTkn. C mapta 2016 r. BbisiBre-
Hbl MONUMbI HOCA, a Takke HeoAHOKpPaTHble 060CTPeHns
BA, koTOpble KynMpoBanucb Ha oHe OpoHXonuUTM4Ye-
CKOW W MpOTMBOBOCNAnNMTENbHOW Tepanuu (3ydunnu-
HOM, MPEAHWU30MOHOM; WHranaumammn cumbukopTa, a
BrnocneacTemmn popagmna kombu n canbbytamona). Ye-
pe3 MecsL, COCTOSHME YXYALUMIOCh, NOSBUAUCL 6omn 1
npunyxaHne Mernkux cyCTaBoOB KUCTEW W CTOM, NOBbILLE-
Hue TemnepaTypbl Tena go 37,5°C 6e3 o3Hoba.

K nety 2016 r. oTMEYEHO NOCTENEHHOE YMEHbLLEHNE
SIBNEHUA apTpuTa KUCTen 1 cton. B KoHue uons pesko
CHU3WIMOChb 3peHue oboux rmas, NosiBUMMCh LIAaTKOCTb
NMOXOAKWN, MOCMHEHNE KOHYMKOB MarnbLeB KACTEW U CTOM,
a Takke oboctpenue BA. MNpu KT ronoBHoro mosra o6Ha-
PY>XeHbl MPU3HAKN ANCLNPKYNATOPHBIX USMEHEHWI, AaH-
HbIX 32 OCTPOE HapyLUeHNe MO3roBOro KpoBoobpaLleHns
(OHMK) He nonyyeHo. Ha choHe Tepanun nupaueTamom,
ambpokconom, doypocemMuaom, NH@Y3ni ¢ npegHn3oso-
HOM W 3YUNNNHOM HeBporornyecknin aeduunut, no-
CMHeHWe nanbLeB KUCTen 1 cTon, 06ocTpeHne acTmbl
KyrnmpoBaruce.

C okTs6pst 2016 r. 6onbHasA oTMeTUNa HapacTaHue
OfbILLKM CMELUAaHHOTO XapakTepa npy yMepeHHon ounan-
YeCcKoW Harpyske, Hapocna 6poHxuanbHas o6CcTpyKums,
B CBS3M C YeM Jo3a copaguna kombu ysenuyexa c 200
8o 400 mkr/cyTkn. [locTeneHHoO NOSBUMIMCHL MOCUHEHUS
nanbLeB KUCTEN M CTon C (hopMMpOBaHMEM S3BOYEK B
obnactn AucTanbHblX anaHr, NepuoanMveckn Kormo-
e 6onu B cepaue, cnabocTb 1 ronoBokpyxeHue. Mpu
MPT: kapTuHa MynbsTUOKaNbLHOro o4aroBoro u aud-
by3HOro MopakeHWsi rorloBHOrO Mo3ra, BO3MOXHO CO-
OTBETCTBYIOLLASs CUCTEMHOMY COCYAUCTOMY MOPaKEHWIO
(Backynut?), oaHHbix 3a OHMK HeT. B koHue okTabps
rocnutanusvpoBaHa B LIPB no noBogy nocTeneHHoro
HapacTaHWsi OTEKOB rorieHen A0 BepxHen TpeTtu, obo-
ctpenus BA. Mpu KT: numdageHonatms cpeaocTeHus,
ABYCTOPOHHWIA rMQpPOTOpaKe, rmaponepukapa, UHTepcTu-
umnanbHble N3MEHEHUS B NErknx, NpaBOCTOPOHHSSA MHEB-
MOHMS ¢ Nnokanuaauuen B S4-5-7 cermeHTax. B aHanuse
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nneBpanbHOM XuakocTu: aputpoumnTbl 50—60 %, neriko-
unTbl 8-10%, HenTpodunbl 2—4 %, numdounTbl 4—6 %,
KNeTkn Me30Tenust edvHUYHble, aTUNUYHble KIEeTKU
He obHapyeHbl. Ha OKT: Hu3kuii BonbTax 3y6uos, YCC
120 B mMuHyTy, CPB pesko nonoxwutenbHblni. Ha doHe
HOOTPOMHOMN, MOYEroOHHOW, T[IHOKOKOPTUKOMOHON Tepa-
nvun B/B U BHYTPb (NpedHn3nnoHoM 15 Mr, gekcameTaso-
HOM 8 Mr B CyTKku), aHTubakTepransHon Tepanum (Lued-
TpuakcoH 4,0/cyT B/B) cocTosiHMe 6ornbHOM Npogomkano
yXyALaTbCs: NOCTENEHHO HapacTana ofplllika cMeLlaH-
HOro xapakTepa, BO3HMKatoLwasi y>xe npu MUHMManbHOM
hbrn3nyecKom Harpyske.

B Hos6pe 2016 1. B CBA3M C HapacTaloLWwmnm yxyaLeHun-
€M COoCTOsIHUsSt BonbHasi rocnMTanmanpoBaHa B peBMaTo-
nornyeckoe otgeneHne NY3 «ObnactHasa knMHu4eckas
6onbHMua» (CapatoB). Y 60OnbHOW MOSIBUNUCH WUHTEH-
CMBHble 6OV NpenMmyLLEeCTBEHHO MO nepegHen noBepx-
HOCTW NIEBOW rOfieHN, CONPOBOXAABLUNECS BblPaXXEHHOMN
rmnepemMmner C CUHEBaTbIM OTTEHKOM U (DOPMUPOBaHUEM
HEeCKOmMbKMX Bynn pasnuyHoro pasmepa C Npo3payvHbiM
coOepXXUMbIM kenToBaTtoro LUBeTa. Haubonee «kpyn-
Hag, cogepxawasn go 200 mn XnakocTun, BNocneacTeum
BCKpbINack ¢ obpas3oBaHNeEM SI3BEHHOrO AedhekTa pas-
mepamu 10x7 cm. B nerkux Ha dhoHe XKeCTKOro AblxaHus
onpenensnicb eauHUYHbIE paccesiHHbIE XPUMbl Ha Bbl-
poxe, Yan 18-20 8 1 muHyTy. HCC 115 B 1 MuHyTYy, Al
120 1 80 mm pT.cT. CO CTOPOHBI NULLIEBAPUTENBHOMN, MO-
YeBbIBOASLLEN CUCTEMbI MATONOrMN He BbisiBNeHo. OT-
MEYEHO CHUXKEHNE MbILLEYHOW CUIbl B NMPaBbIX KOHEYHO-
ctax. Mpu nabopatopHom nccneposaHum: CPB 10 mr/n
(N<7 wr/n), nevikountos 13,3x10%n (N 4,0-10,0x10%/n)
C nanoykosiaepHbIM COBUIOM U 303mHodunmen go 17 %
(N oo 5%). B 6buoxmmuyeckom aHanm3e KpoBu: MOYEBU-
Ha 9,3 mmonb/n (N 2,5-8,3 mmonb/n), kpeaTnHuH 103
mMkmone/n (N 44—124 mkmons/n), rmwoko3a 7,1 Mmonb/n
(N 3,9-6,1 mmonb/n), obwmin 6unnpybumH 42,8 MKkmonb/n
(N 5-21,0 mkmonb/n) 3a c4eT 06enx cdpakummn, ACT 16,6
E/n (N po 40 E/n), AIT 44,7 E/n (N po 40 E/n), ITTMN 87
E/n (N 7,0-50,0 E/n), K&K 63 E/n (N 26—-174 E/n), KOK-
MB 10 E/n (N go 24 E/n), HbAlc 6,4 mr/n (N 4,0-6,0 mr/n).
AT k BUY, AT k OHK, P®, BAKTI, ACI (O), AHLA, AT «
bochatuanncepuHy, KapamonunuHy, B,-rmukonpoTenHy
| oTCyTCTBYIOT. BbISIBNEHO NOBLILIEHNE YPOBHS NMPOKarb-
untoHuHa: 8,8 Hr/mn (N meHee 0,1 Hr/mn), npu BGakTe-
PUONOrM4YeCcKOM UCCReaOoBaHUM PaHEBOTO OTAENSEMOro
obHapyxeHa Psedomonas aeruginosa. B OAM narto-
norun He BbisiBNeHo. ViccneposaHne OB[: peskasa pe-
CTpUKUMA 1 Tshxenas obcTpykums. SKI: BonbTax 3ybLos
CHWXKEH, CUHYCOBbIN PWUTM, HEOMNpPeOeneHHoe MOooxe-
Hne JQ0C, YUCC 109 B MuHyTy. HapylwieHa BHyTpuxe-
nyao4koBask NMpoBOAMMOCTb. [unepTpodusa muokapaa
nesoro xenygouyka. MNpu OXOKI: HebonbLLoe paclumpe-
HWe norocTtu npasoro npeacepaus (M), B BepxyLuey-
Homn obnacTtun nesoro xenyaouyka (1K) Busyanuampyetcs
TpomM6 gmameTpom 2,2x%,3 cM, fierodHasi runepTeH3us
BTOpou ctenenn (COJIA 55 mm pT.CcT.), HEGOMbLUOE KO-
NNYECTBO XMOKOCTU B nonocTtu nepukapga. Mpn Y3U
OPIOLLHOM MONOCTM, NOYEK NATONOrMM He BbisiBNeHo. [MNpu
KT: yyactok nHeBMOrOpo3a B cpegHen Jone npasoro
nerkoro, numdoageHonaTus cpegocTeHnsl, ABYCTOPOH-
HWUIA rMOPOTOPaKC (CrnpaBa >XUOKOCTb B GomnbluemM Konu-
4YecTBe), XWAOKOCTb B MOMOCTM Nepukapaa, NpusHaku
rpbIKM NULLEBOAHOIO 0TBEPCTUA Anadparmbl. Mpu MPT:
NPU3HaKM MHOXeCTBEHHbIX MH(PapKTOB Mo3ra B baccein-
HaX KOPKOBbIX BETBEW NIEBOW 1 NPaBO CPEeAHEMO3rOBbIX
aptepui (ICMA, NCMA), XpOHNYECKON ULLIEMMWWN FONOB-
Horo mosra (XMI'M). OcmoTpbl COCyanCToro u rHOMHOro
XVpYpros, HeEBpoOsiora, OKynucTa, 3HOOKPUHOrOora He Bbl-
SABWIMN MPUYUH YKa3aHHbIX CUMMNTOMOB.
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C y4yeToM Hanuuusa B aHamHese BA, 303nHomnmu,
WH(PMNETPATOB B MNErknx BbiCKa3aHO NpearnonoXeHne o
Hanuuun JITIA. OgHako OTCYTCTBME OOCTAaTOMHOMO KO-
nuyecTBa KnaccuUKaLMOHHbIX KpUTEPUEB MNO3BOMNUIO
nepBoHaYanbHO BbICTaBUTb AnarHos: «HeanddepeHum-
POBaHHbIN HEKPOTU3MPYIOLLMIA BaCKynunT, NOAOCTpoe Te-
YeHue, BbICOKasi akTMBHOCTb C MOPAXEHUEM KOXW, CUH-
OPOMOM PelriHO C KpUTn4YecKkon mwemmen (s3Bbl KUCTEN
pyk). Backynut cocygos ronoBHoro mo3ra. [locnegctaus
naKkyHapHbIX MH(papKTOB ronoBHOrO Mo3ra B baccerHax
JICMA, NMCMA HeyTO4YHEHHOro cpoka gaBHocTu. lMupa-
MUAOHO-MO3Xe4YkoBbI cuHgpom. XUIM |l cT. cmewian-
HOro reHesa. TpoM6 B NonocTu neBoro xenygoyka. OT-
HOCUTENbHasA He4OCTaTOMHOCTb MWUTPAarbHOro KranaHa
Il cT. HepoctaTtodHocTb TpuKycnugansHoro knanaxHa i
cT. BA, cpeaHeTskenoe TedeHne, obocTpeHue. Monuce-
po3uT (MNeBpuT, NnepukapauT). JlerouHas runepteHsus Il
cT. MHTepcTuumanbHoe nopaxeHue nerkux, numdoage-
HOMaTWsi CPEeAOCTEHNS B aHaMHe3e». OcnoxHeHus: «[H
Il cT. IHbrumMpoOBaHHbIA AeeKT MArkux TKaHen neBown
roneHun. CaxapHbii gnabet, cneumndudeckuin Tmn (rnto-
KOKOPTUKOWAHBIN), BNEPBbIE BbIABIEHHbLINY.

B cBsi3n ¢ HanMunem MHMEKLUN MATKUX TKaHen ne-
BOW FOMEHN OT NPOBEAEHUA MyrbC-Tepanuun (rnKOKop-
TUKOMOAMU U LMTOCTaTUKaMK), OT Ha3Ha4YeHnst LuTocTa-
TMKOB BHYTPb peLueHo Obino Bosgepxartbesi. C yyeTom
BbICOKOW aKTMBHOCTW BaCKynuTa, MOPaXKeHWUsi COCyaoB
rONOBHOrO MO3ra Ha3HayeH NpPeAHU30NoH BHYTPb B 103€
40 mr/cyTkm Ha oHe Tepanuu aHTubakTepuanbHbIMU
npenapartamu (B Nnepvoa rocnutanusauum HasHadvasncs
uedTprakcoH B/B; amBGynaTtopHO cynpakc BHyTpb). [pu-
MEHANN [e3arperaHTbl, aHTUKOArynsaHTbl, AUYPETUKH,
OpoHxonuTuyeckue cpegcrtea. KoHcTaTtMpoBaHO ynyu-
LUEeHe COCTOSIHWA: UCYE3HOBEHWE Kalums, 3HaYUTEeNb-
HOe yMeHbLUeHne ofplwku (npoxogut oo 150 M) n ot-
€KOB, YMEHbLUEHME NPOSIBIIEHNIA KOXHOIO BacKynuTa.

B nepvog mocne BbINUCKM NPUCTYMNOB 3KCMMpaTop-
HOW OAbILWKN He BO3HMKaNo (MHransiyMoHHble npena-
paTtbl He MpuHUMana), ucyesna CUHIOWHOCTb U 3nuTe-
NN3MPOBAanMCb SI3BOYKM Ha KOH4YMKaX MNanbLEB KUCTER,
YMEHBLUMIUCb A3BOYKM HA CTOMax, paHeBou AedekT
KOXXM NeBOW TOMeHN MOKPbINCSt CTPYMNOM, M3-Mog KOTo-
poro oTMevarnoch Yactoe 1 0bunbHOE BbiOENEHNE Xna-
KOCTN CyKpOBMYHOrO xapaktepa. C cepeduHbl gekabps
2016 r. nosiBunuckb gepratowme 6onm B 06rnactv 4aHHOro
AedekTa, B CBA3U C 4eM NpOoM3BOAMIOCH BBeAeHue 0be-
36onmBaroLLMX NpenapaTos, C 3TOr0 e BPEMEHU OTMe-
TUnach TEHAEHUMS K HapacTaHuo oTekoB, cybdebpunu-
TeT (Temnepartypa Tena o 37,5°C ¢ nosHabnveaHuem).

B anBape 2017 r. 6onbHasi BHOBb rocnutanuanposa-
Ha B peBMaTonornyeckoe otraeneHue Y3 «ObnactHas
KnuHunyeckasi 6onbHuua» (CapaToB) ¢ yxyALleHMEM Co-
CTOSIHMS B BUAe HapacTaHus OAbILIKN CMELLaHHOro xa-
pakTepa, NporpeccMpoBaHusl OTEKOB O BEPXHEN TpeTu
rorieHn, nacTto3HocTn benep, xokeHus B obnactn nogo-
LLIBEHHOW NOBEPXHOCTM cToN. B xone nabopatopHoro 06-
CrnefoBaHUS BbIABNEHO NOBbILWEHNE OCTPOda30BbIX MO-
kazaTenen: COO 33 mm/v (N 10-15 mm/d), CPB 27 mr/n
(N<7 wmr/n), nenkounTto3s 15,6x10%n (N 4,0—-10,0x109/n)
C Mano4YkosiAepHbIM CABUIOM, aHemuewn (reMornobuH
79 r/n npn N 115160 r/n, aputpountsbl 3x10'%/n npu N
3,5-5,7x10"?/nn). B BMoxmmMmn4eckom aHanmse KpoBu: Mo-
yeBmHa 11 mmonbe/n (N 2,5-8,3 mmonk/n), kpeaTuHWH
102 mkmonb/n (N 44—124 wmkmonb/n), obwmn Gunupy-
6uH 30 mkmonb/n (N 5-21,0 MkMonb/n) 3a cHeT NPSAMOro
n Henpsimoro 6unupybuHa, ACT 15 E/n (N go 40 E/n),
ANT 27 E/n (N po 40 E/n), I'TTM 321 E/n (N 7,0-50,0
E/n), KOK 75 E/n (N 26—-174 E/n), KOPK-MB 11 E/n (N oo
24 E/n), HbAlc 6,4 mr/n (N 4,0-6,0 mr/n). NameHeHns
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B MOYe OTCYTCTBOBasnu, Mapkepbl BUPYCHbIX renaTuToB
He BbisiBneHbl. [Mpn OXOKI: oTcyTCcTBYET AMHaMuKa B
CpaBHEHUN € NpeablayLLMM UCCreoBaHUEM.
MocTeneHHo cocTosiHMe 6onbHoW cTaHoBUTCS Bonee
TSDKENbIM B CBA3W C MNOSIBIIEHNEM BA3KOCTU PEYM, ronoB-
How 6onu, pe3kor crabocTn (6onbHas He MOXET CUAETD).
lMpu ocmoTpe Habnoganucb AU3apTpusi, orpaHudeHve
obbemMa OBMXEHUA B MpaBblX KOHEYHOCTSAX, OTKIOHe-
HVMe s3blka B MpaByld CTOPOHY, HA BOMPOCHI OTBeYana
He Bcerga ageksaTtHo. [py MPT: npuaHaku NOBTOPHOroO
MH(apKTa rornoBHoro mo3ara B 6accenHe JICMA, NBMA,
B OCTanbHOM 6e3 AvHamuky. [ns yTO4HEHUs xapakTepa
nopaxeHns cepgua Kak BO3MOXHOW MPUYMHBLI NOBTOP-
HbIX MH(ApKTOB rOMIOBHOMO Mo3ra NpoBedeHa Ypecnu-

20380620170210

/80620170210

BHYTPEHHHUE BOAE3HHU

wesogHas OXOKT: BbisiBNeHa obnuTepaums BEpXYLLKU
cepaua MacCyBHbIMW HEOOHOPOAHBIMMW FUMO- W FMNepa-
XOTEHHbIMWU 0OpPa30BaHUAMMU, NEPEXOASLLUMMU HA Cpea-
HIOK0 YacTb nonoctu JIXK 0o ypOBHA COCOYKOBBIX MbILLIL.
XopaanbHbl annapaT U MUTparnbHbIN Knanad He name-
HeHbl. OT cBobogHOro kpasi o6pasoBaHMI BU3yanuau-
poBanMCb MHOXECTBEHHbIE MENKME 1 KPYMHble TPOMObI
pa3nnyHbiX POpM C BbICOKOMOABUXHBLIMW TOMOBKaMM.
Tpomb6 MakcMManbHOro pasmepa umen AnuHy 4o 2,2 cM
(puc. 1, 2).

MpoBeneHHoe obcnenoBaHve C BbISIBNEHNEM HEOO-
XOQUMOrO KOMMYecTBa KIacCUMUKALMOHHbBIX Kputepu-
€B, a Takke ApyrMx xapakTepHbix ana SITIA knuHude-
CKUX MPU3HAKOB Aanu OCHOBaHWE MOCTaBUTb AMArHo3:

10/02/12017 07:18:35

TIS0.1 MI0.5
X7-2tIAdult :

M3

10/02/2017 07:06:56
X7-2t/Adult

TIS0.1 MI0.5

Puc. 2. MaccuBHble HeogHOpPOoAHbIE TUNOo- N T’MNepP3XoreHHbIe oGpaaoBava, OGﬂVITepI/Ipy}OLLlI/Ie BEPXYLUKY cepALa nonoctu JOK.
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INTERNAL DISEASES

«303MHOUMBHBIA  FPaHynemMaTo3 C MOMNAHTUUTOM,
AHLA-oTpuuaTenbHbln, XpoHudeckoe TedeHue, A I
cT. lMpucteHouHbIi dunbponnacTnyeckuini  3HAoKapauT
Jlecbdonepa ¢ pas3BUTMEM PECTPUKTUBHOW KapanUoMMO-
natum n OOPMUPOBAHNEM MHOXECTBEHHbIX MENKUX U
KpynHbIX TpoMmboB B nonoctu JIXK. OTHocuTensHas He-
[OCTaToOMHOCTL MUTpanbHoro knanava Il ct. Hepocra-
TOYHOCTb TpuKycnuaanebHoro knanaHa lll cT. JleroyHasa
runepteH3us |l cT. TpomboambonMyeckMin CMHAPOM: No-
BTOpHble MHGapKTbl Mo3dra B 6accenHax JICMA, MNMBMA.
MocneacTBuns nakyHapHbIX MHApPKTOB rOfIOBHOMO Mo3ra
B bacceviHe JICMA, NBMA HeyTOYHEHHOrO Cpoka AaB-
HocTu. [NonuHenponatusi. BpoHxvanbHaa actma, Ts-
Xenoe TedyeHue, BHe obocTpeHus. JlumdoageHonatus
cpenocTeHus. AHEMUS CpefHen CTeneHn TsbkecTu. UH-
TepcTuumanbHoe NOPaxXeHne Nerknux ¢ 303MHOUITLHON
WHUnbTpaumen S4-5-9, nonuceposunT (NNeEBpUT, nepu-
KapawuT), cuHapom PenHo, ceTyaToe nMBeno, HEKPOTU3N-
pYOLLMIA BacKynuT (A3Bbl HA KOHYMKaX narnbLUeB KUCTEN,
cton) B aHamHese». OcnoxHerus: «H Il cT. H Il B (PK
). Tpocbmyeckasn s3Ba nesow roneHn (MHPULMPOBAH-
Hasi). CaxapHbin AMabeT, cneumdunyecknii Tmn (rrroKo-
KOPTUKOUAHbIN), BNepBble BbIsiBNEHHbIN. CTeponaHbIn
0oCTeonopos3 B ctagun nepenomos, nepenom Th 10 no-
3BOHKa B siHBape 2017 r.».

B cBA3M ¢ Hannynem MHMOULUUMPOBAHHON A3BbI NEBON
roneHun 60nbHOM Ha3HavyeH LedTprUaKkcoH, 3aTeMm, B CBSI-
31 C oTCcyTCTBMEM adhhekTa, MepoHeM. NauneHTka no-
nyyana npegHusonoH 40 mr/cyT., npagakcy 300 mr/cyT.,
mekcugon 600 mr/cyT. B/B, muumH 6 Tab/cyT., Topace-
mug 10 mr/cyT., BepownupoH 150 mr/cyT., kapBegumnon
12,5 mr/cyT., rmuknasmg MB 30 mr/cyT., cansbyTtamon no
TpeboBaHuto. TpuxAbl KOHCYNbTMPOBaHa PasnnyHbIMU
Kapamoxmpypramu, ogHako B OnepaTtMBHOM fiedeHun en
ObINo 0TKa3aHo B CBA3W C NPOrPeCcCUpyOLLNM TEYEHNEM
3aboneBaHuns, B 4acTHOCTW nartonoruu cepgua, v Bbl-
COKMM PUCKOM MOBTOPHOro TpomboobpasoBaHusA B Mo-
noctn JIXX. Ha dpoHe npoBoanmMoro nevyeHnsi COCTosiHME
OONbHOM 3HAYUTENBHO YNYYLINIOCh: NaLMeHTKa cTana
Honee akTMBHOW, HOpManu3oBanacb Temnepartypa Tena,
MCYE3NN OTEKM Ha HUKHUX KOHEYHOCTAX, YMEHbLUMnach
ofpllika, Hayana anuMTenuaMpoBaTbCa Tpodmyeckas
s13Ba Ha fneBon roneHun. lNayneHTka BbinMcaHa Ans npo-
pormkeHusa nedvenns B LIPB no mecty xutenbctea. B
mapTte 2017 r. nony4yeHo coobLieHne OT pOACTBEHHUKOB
0 cMepTu 6OMbHON.

O6cyxaeHue KnuHUYeckoro crnydvas. Pepgkoctb
OITIA n TsXenbln NPOrHO3 Mpu BOBMEYEHWM B MPOLLECC
cepAua AenawT 3Ha4YMMbIM aHanNM3 Kaxgoro KnnHude-
CKoro crnyyasi Ansi BblpaboTku Hanbornee paumoHanbHbIX
METOA0B ANarHOCTUKN N NEYEHUS.

BospacT 60nbHOM HAa MOMEHT MOCTaHOBKWU AnarHosa
cocTtaBun 43 roga, YTO COOTBETCTBYET AaHHbIM L. Qiao,
D. Gao [9], BbisBMBLUMX 3a00neBaHNE Y XXEHLLMH B CTap-
weMm Bo3pacTe (46, 67 neT) No CpaBHEHMIO C My>XYMHAMMU
(38, 10 ner). Mpu NepBMYHOM NOCTYNIIEHUN B CTaLMOHap
anarHo3 OITIA He Obin NocTaBneH B CBA3U C OTCYTCTBU-
eM HeobxoaMMOro KonmyectBa KraccuurKauMoHHbIX
kputepumes. K Hum otHocaTcs: BA, so3nHodmnus >10 %,
HerponaTtus, PEHTreHONOrMYeckne NPU3HaKkm NerovHbIX
WHUNBTPATOB, NATONOrMSA ranMopoBbIX Ma3yx, aKCTpa-
BaCKyrnsipHasi 303vHOMWNMA Mo AaHHbIM 6uoncun [1]. Y
nauneHTKN umenuck Tonbko BA, so3nHodunus (17 %) n
Hanu4yme neroyHoro uHdwuneTpaTa B aHamHese. MNpwu no-
BTOPHOM MOCTYMMEHWUN NPUCOENHMACk NOMMHenpona-
TUS, YTO COCTaBMUITO B cymMe 4 kputepus. MNoareepxae-
HMEeM fuarHo3a Cny>Xunu AONofHUTENbHO BbISBIEHHbIE
CUMNTOMBI: CMHApPOM PeliHo, ceTyatoe nmBeno, HeKpo-
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TU3VPYIOLLMIA BACKYNUT, NONMCEPO3UTbI, MONNaPTPUT, 3H-
nokapaut Jleddnepa.

B passuTun 3abonesaHus BblgensoT Tpy dasbl, KO-
TOpble MOXHO OTMETUTb M y Hawel 6onbHol. MNepBas
dasa, NpoAOIKUTENBHOCTLIO 6 NeT, Hayanack B 37-neT-
HeM Bo3pacTe C pas3sutus cumntoMoB BA. Brtopas
(asa HacTynuna B 43-neTHEM BO3pacTe C MOSBMEHUS
HUNBETPaToB B nerkmx (okTs6pb 2016 r.) n xapaktepu-
30Baracb ObICTPLIM MEPEXOAOM B TPETLIO hady C NpUCco-
eavHeHeM NpU3HaKkoB CUCTEMHOTO BacKynuTa.

OcobeHHocTblo 3aboneBaHus y Hawelr 6onbHow
ABUMNOCb 6ECCMNTOMHOE TeYeHVEe NOoPaXKeHNs cepaua,
4YTO CTarno MPUYMHOM MO3AHEN OMArHOCTUMKU 3HOOKap-
ovta Jledpdnepa. OgHako, Kak yKasbiBalOT HEKOTOPbIEe
aBTopbl [2], gaxe npu 6eccUMNTOMHOM Te4YeHun 3a-
OoneBaHus ¢ nopgo3peHvemM Ha JITIA KpalHe BaXHO
BbIMOMHEHNE MOMHOW BM3yanu3auuu cepaua, Kotopas
MoxeT Bkntoyatb MPT, KT, upecnuweBogHyto IXOKT,
KOPOHapHYIO aHrvorpaduio, LBETHYIO OOMNMIEePOBCKYIO
ynbTpacoHorpadmio, a B psae criyyaes 9HOOMUOKap-
AvanbHylo Groncuio. Y Hawen naumeHTkn npoBefeHune
TpaHcTopokansHon 3XOKI okasanocb HegoCTaTo4yHO
MH(OPMAaTMBHBIM, TOMNBbKO BbINOMHEHUE YpecnuLLeBOa-
Hor OXOKI™ no3BonMmno BbISBUTb MOSHYIO KapTWHY Mo-
paxkeHus JDK.

TpyAHOCTM AMAarHOCTUMKM Ha NepBOHaYanbHOM 3Ta-
ne 6binn obycnoenexbl Takke AHLIA-HeraTMBHbIM pe-
3ynsTaTtoMm aHanumsa Kposu. BmecTe ¢ Tem yctaHoBneHa
onpefeneHHas B3aMMocBA3b Mexay Hanuudmem AHLA
N 0COBEHHOCTAMM NaToreHesa W KMMHUYECKOWN KapTWHbI
3abonesanus [5, 8, 9]. Ans AHLA-oTpuuaTtensHoro Ba-
pvaHTa Il TIA xapakTepHbl MONNMNO3 CrM3ncTon 060n04-
KM HOCa, NerovHble MHAUNBLTPaThl, KapgnomMmonaTus, no-
nuHeriponatus. AHLA-nonoxuTtensHbIi BapyaHT JIMTIA
COMNPOBOX/AAETCS, KaK NPaBuIio, HEKPOTUINPYIOLLMM [110-
MepynoHedpUTOM, Nyprypour, NEero4yHbIM KPOBOTEHEHN-
€M, MHOXECTBEHHbIM MOHOHEBPUTOM. Y MauneHTKn 6bin
CYMMTOMOKOMIIIEKC, CBOMCTBEHHbI AHLIA-HeraTneHoO-
My BapuaHTy QI TIA.

Kak npaBuno, 3ITIA ObicTpo oTBEeYaeT Ha WMMY-
HOCYMpEeCCHBHYO Tepanuio, 4To obycnosnueBaeT [o-
CTaTOYHO XOpOoLWMN nporHo3. [mniokokopTukomapl (MK)
ABNAIOTCSA NEpPBON NuHMen Tepanun. B cnydvae yacTtbix
peunanBoB UNN TAXKENon POPMbl HEKPOTU3UPYIOLLETO
BacKynuTa B TaKMX OpraHax, Kak >enygo4HO-KULLEYHbIV
TPaKT Unn cepgue, peKoMeHayeTCst TPUMEHEHME LIMKIo-
dochommaa. Y Haweln 6onbHON TeveHne 3aboneBaHuns
OCIOXHSANOCh MHUUMPOBaHMEM KpymnHOW 53Bbl (10x7
CM) NeBOW rOfIeHN, YTO 3HAYUTENbHO OrPaHUYNMO BO3-
MOXHOCTW MMMYyHocynpeccusHon Tepanuu (MK HasHava-
NUCb B CPEAHNX [03aXx, a OT NPUMEHEHUS LUTOCTaTUKOB
peleHo 6bino Bo3gepxatbesl). MNMpoBeneHa maccuBHas
Tepanus aHTubakTepmnanbHbIMK NpenaparaMmm, Ha OoHe
KOTOPOW OTMEeYanochb ynydlleHne COCTOSHUS GOrbHOMN:
CToViKas HopManu3auus TemnepaTyphbl, NosiBNeHne Ha-
YanbHbIX MPU3HAKOB ANUTENU3aLMN S3BbI.

Takum obpasom, OCHOBHOW NpuYMHOWM Hebnaronpu-
ATHOrO Mcxofa 3aboneBaHus y Hallen NauueHTKN sBu-
nocb nopaxeHne cepgua; AOnorHUTenbHble hakTopsl,
oTAryaroLme NporHo3: npucoeanHeHne NHAEKLMM 1 He-
BO3MOXHOCTb B CBA3M C 3TUM NMPUMEHEHWS afeKBaTHOM
MMMYHOCYNPECCUBHON Tepanuu.

3akntoyeHue. NopaxeHue cepgua npu OITIA asna-
erca HebrnaronpuATHbIM MPOrHOCTUYECKUM NMPU3HAKOM.
MpumeHeHne nonHoro obbema BU3yanuanpylolmx me-
TogoB 0b6cnenoBaHus cepgua no3sonsieT obecneuntb
PaHHIO AMarHOCTVIKY U afileKBaTHY0 Tepanuio Aaxe npu
6eccuMmntTomMHoM TeveHun JITIA. BaxHbiM daktopom,
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oTpaxkaloLmm yyacTve cepgua B NaTonornyeckom npo-
uecce JITIA, aensetcs AHLLA-HeraTMBHOCTb.
KoHnukT nHtepecoB He 3asaBnsercs.
ABTOpCKMI BKNaa: HanucaHue ctatbn — E. H. Ckps-
6uHa, B.H. CadoHoBa, T.A. Arapesa; yTBepXaeHue py-
konuecn ansa nyénukaumm — E. H. CkpabuHa.
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lMpencraBneHo KnNuHUYeckoe HabniofeHve NauneHTKM ¢ AokasaHHoW Andydy3HO-y3noBon opmor nMMdaHrno-
nenomuomarosa nerkunx, paccCMoTpeHbl 0COBEHHOCTN TeyeHus npoLecca Ha (PoHe NaToreHeTUYEeCKON Tepanuun, BKITHO-
YaroLLen CUponMMyc 1 NporecTtepoH. MNoBbIleHNne 0CBEAOMIIEHHOCTU Bpaven o6 3ToM 3aboneBaHun GyaeTt cnocob-
CTBOBaTb CBOEBPEMEHHOW €ro ANarHOCTHKE U NEYEHUIO.

KntoueBbie cnosa: numdanruoneriommomaroa nerkux (JJAM), ouartoctuka JIAM, aHtnactporeHHas Tepanus JIAM.
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Pulmonary lymphangioleiomyomatosis (case report). Saratov Journal of Medical Scientific Research 2017; 13 (4): 828-833.

This article presents a clinical observation of a patient with a proven diffuse-nodular form of lymphangioleiomyoma-
tosis of the lungs. Features of the course of the process against the background of pathogenetic therapy which included
sirolimus and progesterone have been considered. It is necessary to raise awareness of doctors about the disease that
facilitates timely diagnosis and treatment.

Key words: pulmonary lymphangioleiomyomatosis (LAM), LAM diagnosis, anti-estrogen LAM therapy.
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