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Caproudos — myrbmucucmemmoe 3a601e8anue, Xapaxmepusyloujeecss 00pazo8anuem epanyiem 6 pasublx oped-
Hax. Bosoeticmeue paxmopos oxpysicaroweti cpedvl Ha ceHemuiecKu npedpacnooNCeHHbIL OP2AHUIM NPUBOOUM K
€20 pazeumuio. Ycmanognenvl eenvl-kanoudamsi, onpeoensiowue Genomun 3abonesanus. Buvisenenue ciyuaes ce-
MeliHo20 capKoudo3a — noomeepicoeHue ponu 2eHemudeckux gakmopos. Yacmoma passumus 3a001e6aHUsL U €20
KIUHUYECKUE NPOSBIeHUs. ) POOCMEEHHUKOS MO2YN PA3IUYAMbBCS 8 IMHUYECKUX 2PYNNAx, mpedylom OalbHelue2o
usyuenusi. B obcysicoenuu npedcmasienno2o KiuHUYeCKo20 Cyuds Xouemcesi 00pamums 6HUMAHUE HA BAICHOCHb
cbopa cemelino2o anamHesd, aHAIU3Ad MeOUYUHCKOU OOKYMEHMAayull YieHo8 ceMbll, NPO8edeHUs KOMNbIOMEPHOU Mo-
Moepaduu 8b1COK020 paspewenust y NayuUeHmos, 4mo no360.1uUm Gbla6UNMb NAMOL02UYECKUe USMEHEeHUs U nompeOyem
Moponocuueckoeo noomeepoicoerus ouacrosa. Cayuai oocyicoaemcesi ¢ NO3UYULL NEPCOHATUIUPOBAHHOLU MEOUYUHDL

U COBPEMENHBIX KIUHUYECKUX PEKOMEHOAYU.
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Beeoenue

Capkonio3 — MyJIBTUCHUCTEMHOE 3a00JIeBaHUE,
XapaxkTepusylonieecsi 00pa3oBaHUEM TpaHyJeM
B pa3HbIX oOpraHax. MexIyHapoJHOe oIpeaere-
HUE CapKOW03a, Kak 3a00JIeBaHUs C HEU3BECTHOM
STHOJIOTHEN, KOTOPBIM dHallle BCEro OOJICIOT JHIla
MOJIOJIOTO M CPEIIHETO BO3pacTa, MPOSBISIONIEECS
JIByCTOPOHHEW BHYTPUTPYAHOM TUM(aIeHONaTHEH,
JITOYHOM MH(UIBTPAIMCH, a TaKKe TOPaKECHUEM
pasHbIX OpraHoB (TJa3a, KoXka, IeUeHb, CEIe3CHKa,
TUMQpaTHYECKUE Y3IIbI, CIFOHHBIE JKETe3bl, CEep/IIIe,
HEpBHAs CHCTEMa, MBIIIIbI, KOCTH U T. 1I.), HE W3-
MEHWJIOCh, HECMOTPS. Ha MHOTOYHCJICHHBIE TTOTIBIT-
KM YUEHBIX «pa3rajaTh» MPUYUHY BO3SHUKHOBEHUS
9ToM Gose3nu [1].

A 4TO Xe u3BecTHO? YCTAaHOBIEHO, YTO pe-
MIAFOIIYI0 POJIb B Pa3BUTHH CapKOWI03a HUTpaeT
BO3/IeiicTBHE (haKTOPOB OKpYyKaroImied cpenbl (MH-
CEeKTHIHIBI, TepOUIIUIBI, OMOadPO30JIH, CEIBCKO-
X03sicTBeHHass paboTa M T. 1.) HA TEHETHYECKU
MIpeApacoiokeHHbId opranusm [2]. [Ipu uzyuenuu
TEHOMHBIX aCCOIMAIUI BBIABICHBI T€, YTO BIUSIOT
Ha BEPOSTHOCTh PAa3BUTHS CApPKOWI03a M €ro de-
HOTHWIIA. Y CTAaHOBJICHBI TE€HBI-KaHIUAAThl OHOHY-
KJICOTUIHOTO TONUMOpPU3Ma BOCTIPUUMYHUBOCTH
K JaHHOMY 3a0oJieBaHHI0. ['eHaMHM, CBSI3aHHBIMH C
UMMYHHBIM oTBeToM, cuutatoT HLA I u II xmac-
ca, unrepnerikunbl (IL1A, IL12B, IL18), BTNL2,
CCDC88B, CCR2, CCRS5, MST1, MSTIR, IFN-y,
XAF1, SLC11A2 i TNFa). [ToBBIIEHHBIH pUCK
pa3BUTHS CAapKOWI03a CBSI3BIBAIOT C OJHOHYKJIE-
OTUHBIM TIOJIMMOPQHU3MOM B TeHaX C pPa3HBIMH
¢ynkumsavu (ANXA11, BAG2, RAB23, BENDG,
CFTR, FAM117B, KCNK4, KIAA1586, NOTCH4,
0S89, PRDXS5, RAGE, RAS23, SCGB1A1, VEGFA,
ZNF415). C KTHHIYECKUMH TIPOSBICHUSIMH CapKO-
nmo3a cesepBatoT amienmn HLA (-DRBI1, -DPB2
u -DQA2), ZNF184, ADCY3, LRRI16A. Ilomu-
Mopdusm amnensHoro rema TNF-308A koppenu-
pyer ¢ cunapomom JIEPprpena, MyTauun B TreHax
peuentopoB CC10, MMP9, FCGR3A, Fas, HLA-
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DQBI1*0602 — ¢ TsKeCThI0 TEUCHUS CaApKOMI03a, a
OJIHOHYKJICOTUAHBIN mosumMophu3M B reHe NOD2
— C pa3BUTHEM CapKOUA03a B JETCKOM BO3pacTe,
HLA-DRBI1*03 — ¢ mnpenpacnoioXeHHOCTBIO K
3a0oreBaHuI0. BrhisgBIeHa CHIIbHAS CBS3b MEXKIY
ammensmu HLA-DQB1*0201 u HLA-DRB1*0301
C OCTpPBIM HaydajioM 3a00JIeBaHUS, y3JI0BAaTON JpH-
TeMOH W XopomuM mporHosom [1, 2, 3, 4, 5, 6].
BrisBrenue cinyyaeB ceMEMHOIO CapKOUI03a — MOJ-
TBEPXK/ICHUE POJIM TCHETHYECKHX (akTopoB [7].
Jlonst BOCIPUMUMYMBOCTH K CapKOWA03Yy, OIOCpe-
JIOBaHHAs TEHETHWKOH, MOCTOBEPHO HE W3BECTHA.
B uccnenopanun M. Rossides ¢ coaBTopamu ObuH
unenTuduuposansl 23 880 4enoBek ¢ capKOHI0-
30M B llIBeICKOM HaIlMOHAJIBHOM PETUCTpE Malu-
eHToB ¢ 1964 mo 2013 r. Hanuuue xoTst ObI 0J1HO-
ro POJCTBEHHHKA TIEPBON CTENEHH POJICTBA OBLIO
CBsi3aHO ¢ 3,7-KpaTHbIM YBEJIIMUYEHHEM pHUCKa cap-
kouzmosza (95% /U 3,4-4,1). OTHOCUTENHHBINA PUCK
YBEIUYMBAIICS Y TEX, Y KOTro ObLIO JBOE WM Oojiee
poacTBeHHHUKOB — B 4,7 pa3a u ipu cunapome JIED-
rpeHa — B 4,1 paza. Hacnenyemocts coctaBuna 39%
(95% AU 12-65%) [8]. Cemelinbie OTHOCUTEIBHBIC
PUCKH W KIMHWYECKHE (EHOTHUIIBI MOTYT pasiiu-
YaThCsi MEXIy STHHYECKHMH TPYNIaMH, TPeOYIOT
JanpHeiero n3ydenus. O0beAMHEHHAsT OISl pac-
NPOCTPAHEHHOCTH CEMEWHOr0 CapKomua03a B 0030-
pe 27 uccnenoBaHUi, OCHOBaHHAs Ha JBEHAALATH
MOMYJIANUAX, cocTaBuina 9,5% (AU 4,6-16,1), camas
BBICOKAs — y (PaHIy3CKHX, appoaMepUKaHCKUX,
TOJUTAHJICKUX W MPIAHJICKUX mnanueHToB. Hambo-
Jiee 4acTo coo0IIaeMble TP CEMEMHOM CapKOU03€e
B3aMMOCBSI3U — OpaThsi U CECTPBI, MaTh U PEOCHOK
[9]. Puck capkongo3a B 80 pa3 BbILIE Cpeld MOHO-
3UTOTHBIX OJM3HEIOB B JIATCKOW M (DMHCKOM ToITy-
TATASX, B 7 pa3 — y AM3UTOTHBIX Oym3HEToB [10].
Onucanue KauHuyeckoeo ciayyas. llanment
34 1et, MOCTYNUJI B HEBPOJOTHYECKOE OTACIICHUC
ropoackoii GonpHULBL. [Ipu ompoce NpeabsaBIsII
KanoObl Ha OOJM YMEPEHHOH HHTEHCHBHOCTH B
TPYAHOM OT/IeJIe IO3BOHOYHHUKA, OTpaHNYEHUE 00b-
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eMa JIBMKEeHHS (MCTIBITHIBAJ TPYIHOCTH TPH HAKIIO-
HE BIIEpe]], TOBOPOTAX TYJOBHUIIA B CTOPOHBI), CyO-
¢beOpunbHyIO TeMIepaTypy, 0OJb W TpPUIyXaHUE
000HX rOJICHOCTOITHBIX CYCTaBOB, OOIIYIO CIa00CTb.

Cuyuraet ce0s 00abHBIM O0KOJIO 10 mHEHN, Korga
BIIEPBBIC TOSIBUIINCH BBINICNIEPEYHCICHHBIE CHM-
nroMel. HecMOTpst Ha mpreM Ta0leToK IHKIOhe-
Haka 50 mr 2 pa3za B CyTKH OOJCBOW CHHIPOM CO-
xpamnsuics. [larenT obparuics K Bpauy-HEBpPOJIOTY
B TIOJIMKIIMHUKY, TJIe eMy ObUI BBICTAaBIICH AMArHO3
(M51.3) BropuuHnasi Topakairus, yMepeHHbIH 0o0-
JIEBOW CHUHAPOM W Ha3HA4YeH JWUKIO(PEHAK HATPHS
75 mr B mbluy, omenpaszon 20 mr BHYTpb 3a 30
MHUHYT 70 eabl 1 pa3 B cyTkd. B cBs3m ¢ oTcyT-
CTBUEM MOJIOKUTEIBHON KIMHUYECKOW JMHAMUKHU
W HaJIM4MeM TaKHX CHUMIITOMOB, KaK MOBBIIICHHE
TeMIeparypsl, OOJE3HEHHOCTb M OTEK B 00JacTu
TOJICHOCTOITHBIX CYCTaBOB, HE XapaKTEpPHBIX IS
YCTaHOBJIEHHOTO JAMArHO3a, MalueHT ObLT TOCTIUTA-
JTU3UPOBAaH B HEBPOJIOTHYECKOE OTNEICHHUE TOPO/I-
CKOM OOJIGHUIIBI JUIST IPOBEICHUS JIOTIOJIHUTEITHHBIX
o0ciie1oBaHU ¥ KOPPEKIIUU TePaInH.

OO0mui ocMOTp: 00IIee COCTOSIHUE TMAIMeHTa
CpemHel TsHKeCcTH, CO3HaHWe scHoe. Temrmepary-
pa 37,8°C. KoxHbIE TIOKPOBBI OOBIYHOW OKpaCKH
grcTeie. OTMedaeTcst OTeK B 001acTH 000uX roJe-
HOCTOITHBIX CYCTaBOB, OOJIE3HEHHOCTh IPH JBH-
JKeHWH, KOXKa HaJl CycTaBaMH THIIepeMHPOBaHa,
ropsyast Ha owmynb. llepudepudyeckue numbpaTu-
YecKHe Y3JIbl He MAIBIUPYIOTCS. B erkux mepky-
TOPHO — SICHBIA JIerouHslid 3ByK. Ilpu ayckynbra-
MU JIBIXaHUE BE3UKYISIPHOE, YacTOTa AbIXaHus 17
B MHUHYTY, caTypanus 97%. Bepxymednsiit TOT40K
najpnupyercst B 5-M mMexpedepbe Ha 1 ¢cM KHyTpu
OT JICBOHM CpEeIHEKIIOYMYHON JIMHUK; TPAHHULBI OT-
HOCHUTEIBHOH, a0CONFOTHOM CEplIEeYHON TYIOCTH —
B HOpMe. Tonst cepamna (I; 1) coxpanenHol 3BydHO-
CTH, pUTMHYHBIC, ITyMOB HeT. Ilynbec — 89 ymapoB
B | MHHYTY, PUTMHUYHBIH, yIOBICTBOPUTEIHLHOTO
HaIOJIHEHHS U HanpsbKeHus. ApTepuanbHoe JaBie-
Hue — 120/70 MM pT. cT. (Ha obeux pykax). S3bIK
BIIQXKHBIA. JKWUBOT mpuW mampnarnuu MSATKAH, 0e3-
Oone3HenHblil. [ledeHp mepkyTopHO — y Kpas pe-
OepHOW IyTH; MeYeHb, CEJIe3eHKa, MIOYKH HE IMajlb-
mupyroTcsi. OHU3MONOTHYECKUE OTIPaBICHUST 0e3
0coOeHHOCTEH.

HeBponoruueckuii cratyc: B CO3HAHUH, OPUCH-
THPOBaH MpaBHIbHO. YUepemnHble HEpBHI: 0e3 0co-
Ooennocrell. Heckombko orpaHudeH 00OBEM JIBHIKE-
Husa TtynoBuma. CyxXoKWibHBIE peduiekcsl S=D.
Bpromabie peduiexcer S=D. [1aronornueckue 3HaKn
oTpHLaTeNbHbIe. MBIIIEYHBIH TOHYC e(haHC MBI
cnuHbl. MpllIeyHasi cujla He U3MEeHeHa. ATpoduu,
runoTpoduu Mei HeT. [103BOHOYHUK CritakeH,
BEIpaXeH TpyaHoi kudos. llampmaTopHo Oomes-
HEHHBIE OCTUCTHIE OTPOCTKH M MapaBepTeOpaibHbIe
touku Ha ypoBHe Th3-Th6. KoopaunaTopHsie mpo-
ObI BBIMIOJHSIET yIOBIETBOPUTENBHO. B mo3e Powm-
Oepra ycroiiuus. [loxoaka e m3menena. IloBepx-
HOCTHAsl M TJIyOOKas 4yBCTBUTEILHOCTH B HOPME.
CHUMIITOMOB HaTSKEHUSI CTBOJIOB IIJIEUEBOTO CIIJIe-
TeHns He BeIIBIeHO. CuMmmnromsel Jlacera, Baccep-
Mana, Hepu, cumnTom mocajiku — OTpUIaTeIbHBIC.
MeHUHTHAIBHBIX CUMIITOMOB HET.
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W3 anamHe3a N3BECTHO, YTO MAIMEHT HE 3JI0YIIO-
TpeOJIsieT aIKoroJieM, He KypuT.

Adnnepronorudeckuii, mnpodeccHoHaIbHbIH, ITH-
JEeMHOJIOTHUECKHI aHaMHe3 6e3 0cOOEHHOCTEH.

B nenp moctyruieHusl B HEBPOJIOTHUECKOE OT/e-
JICHWE MalUeHTy BhICTaBJeH nquarao3 (M51.3) Bro-
pUYHAs TOpaKaJITHs, YMEPEHHBIH O0IEBOH CHHAPOM
Y Ha3Ha4YeH AUKI0(eHaK HATpUs, 75 MT B MBIy 1
pa3 B cytku Ne 3, ubynpoden, 400 Mr BHYTpb 1 pas,
3areM 2 pasa B CyTKH, kapOamasenuH, 100 mr B cyT-
KM BHYTpPb, OMenpa3oi, 20 Mr BHyTps 3a 30 MUHYT
Io enpl 1 pa3 B CyTKH.

OOmwmii aHamu3 KpOBH W JeHKoruTapHas (op-
MyJa (HOpMaTHBHBIC 3HAUCHHSI TIPUBEICHEBI B CKOO-
Kax): JedKkoruTel — 7,29x10%1 (4,23-9,07): 203uHO-
¢duiet — 1% (0,8-7), mamormter — 16% (21,8-53,1),
MOHOIUTHI — 8% (5,3-12,2), mano4ykosiiepHbIe HE-
tpoduiel — 5% (1-5), cermeHrosiepHble HEUTPO-
buer — 70% (40-68), spurpouutsr — 4,87x10'%/n
(4,63-6,08), remormobmn — 146 t/m (137-175),
COD — 50 mm/u (1-15).

OOmwmii aHanmu3 Mo4H: 0€3 TaTOJOTHYECKHX
U3MCHCHUM.

C-peaxtuBHbIit Oenok 35,3 mr/mn (0-5).

DJIeKTpOKapAuOrpaMmMa: PUTM MPaBUIIbHBIN, CU-
HYCOBBI, BOJIbTa)K COXPAHEH, YacTOTa CEPIeYHBIX
cokparieHnii 87 ynapoB B MUHYTY, HOPMaJbHOE T10-
JIO’KEHUE IIEKTPUUECKOU OCH cepia, yroi o 60o.

PeHTreHorpamMmma OpraHoB TPYAHON KIETKH B
MpsIMOM MPOEKIMHU. 3aKJF0OUeHHe Bpada pPEHTIe-
HOJIOTA: pacIIMpeHusi 000MX KOpPHEW JIETKHUX, Hau-
OoJiee BEpOSTHO, 3a CUCT YBEIMUCHHBIX TUM(MATH-
yeckux y3i10B. Capkouno3 beka cramms [ (puc. 1).
PexomennoBaHa KOHCyNIbTalusl PTU3HATPA.

Pucynox 1. — Penmezenozpamma opzanoe zpyoHoil Kiemxu
(onucanue 6 mekcme)
Figure 1. — Chest X-ray (description is in the text)

[MepBuunas koHcynpTanus Grusuarpa. [Ipu cbo-
pe ceMeliHOro aHaMHe3a YCTaHOBJICHO, YTO MaTh I1a-
[UEHTA COCTOsIa Ha yueTe y pTusuarpa mno noBoay
Mopdonornuecku BepupuupoBaHHoro B 1993 r.
(30 ner Tomy Hazam) capkommosa. [lomyuama Te-
panuioo CHCTEMHBIMU TIJIFOKOKOPTHKOCTEPOUIAMU
(2 Kypca) U XUMHONPOPHUIAKTUKY H30HHA3HIIOM.
Ha pucynke 2 mpencrtaBieHbl JAaHHBIE PEHTIEHO-
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Joruyeckoro obcuenoaHusi (UU(POBBIE pPEHTTE-
HOTPaMMBbl OPTraHOB TPYAHOW KIETKH B MPSMOH
[IPOEKIMHM U AKCUAJIbHBIC CKaHbl KOMIIBIOTEPHON
ToMOrpa)uu OPraHoOB IPYIHOM KJIETKU B JISTOYHOM
«OKHE») MaTepu MalueHTa B AMHAMHKE: XpOHHUYE-
CKO€ TEUEHHE CapKOM103a BHYTPUIPYAHBIX TUM)a-
TUYECKUX y3JI0B U JIETKHX ¢ (hopMupoBaHUEM (u-
Oposupyromieit GopMel capronosa, craaus V.
Kpome Toro, u3 aHamHe3a CTajo U3BECTHO, YTO
cTapuivii OpaT mamueHTa 3a00Jesl CapKOMI030M B
BUZE OCTPOH opMBI — cuHIpoma Jledrpena — B BO3-
pacre 23 net (2012 r.). Ha pucynke 3 npeacraBieHbl
JBe IH(POBBIC PEHTTCHOIPAMMBI OPIaHOB I'PyIHON
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ket 32 2010 1. (HopMa) 1 2012 1., /1€ OTYETINBO
BUJIHO JIByCTOPOHHEE PACUIMPEHNE KOPHEH JIETKHX,
MOJIUIUKIIMYHOCTE UX KOHTYPOB, XapaKTepPHOE IS
CapKoMJ103a BHYTPUTPYIHBIX JTUM(ATHIECKUX Y3-
noB, craaus [. Ciegyer OTMETHUTh, YTO MAMEHTY
ObUI Ha3HAYEH MPETHU30JI0H (IMTEIBHOCTh Kypca
6 MecsIIeB) B CBS3H C OTCYTCTBHEM 3(dexTa oT He-
CTEPOUAHBIX IPOTHBOBOCIAIMTEIbHBIX IIPENIApaTOB
W TIPOTpecCUpoBaHEM 3a00JICBaHNSI.

Y4uuThIBasi CUCTEMHBIN XapakTep 3a00JIeBaHMUS,
JUIL YTOYHEHHS PACHPOCTPAHEHHOCTH MAaTOJIOTH-
YecKoro nporecca 1 GpyHKIUH HOPaKeHHBIX Opra-
HOB PEKOMEHIOBAHO BBIIOJIHUTH JONOJHUTEIILHBIC

Pucynok 2. — Penmzenozpammol opzanog pyoHoil KemKku U KOMRbIOMePHas momozpamma (Onucanue ¢ mexkcme)
Figure 2. — Chest X-rays and chest computed tomography (description is in the text)

2010

2012

Pucynok 3. — Penmezenozpammol op2anoe zpyonoil Kiemku (onucanue 6 mekcme)

Figure 3. — Chest X-rays (description is in the text)
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oOcienoBaHusi B COOTBETCTBUHU C KIMHUYECKHIMH
MIPOTOKOJIAMH.

KommbrorepHas ToMmorpadusi OpraHoB JIbIXaHUS
(PKT OI'K) (puc. 4). B o6oux nerkux, B Oomnblieii
CTENEHH BBIPAKCHHOCTH B IPABOM JIETKOM H IIPEH-
MYIIECTBEHHO B BEPXHHUX OTJENAX, OMPEISIIIOTCS
HEMHOTOYHCIIEHHBIE TIepUOPOHXOBAKYJISIPHBIE CO-
JTUIHBIC Y3EIKU cedeHrueM okoio 5-11 mm. CrpaBa
B BepXHEW U cpesiHel J0JIX JerKoro Habmoaercs
YCHJICHHE MEX- U BHYTPHIOJIBKOBBIX MEPETOPOAOK
C HAIMYMEM NOJIMMOPQHBIX MUIHAPHBIX Y3EIKOB C
He4YeTKMMHU KoHTypamu (puc. 4, B). IlpocnexuBa-
I0TCSl HIDKHUE SIpeMHbIe TUM(POY3IBI ¢ 00euX CTo-
POH CEUYCHHEM CITpaBa OKOJIO 8 MM U clieBa 6-7 MM
110 KOPOTKOM ocu. B cpeocTeHnn npociaexuBaroT-
csl yBeJNIMUeHHbIE TUM(OY3IIBl pa3HBIX TPYII ceve-
HHUEM 110 KOPOTKOH OCH: BEpXHHUE MapaTpaxealbHble
npaBble 5-6 MM U JeBble 5-9 MM; HW)KHHE Hapa-
TpaxeajbHble MpaBbie 5-7-16 MM U JIeBBIM OKOJIO
16 mM; mapaaopranbabie 9-10 MM; cyOaopTaIbHBIE
oOmmM ceuenneM 18 MMm; cyOKkapHHaIbHBIE OOIIUM
ceyeHrneM okoiio 25 mMM. B kopHsIX o6oux Jierkux
BU3YaIM3UPYIOTCSl YBEJIMYEHHbIC JTUM(OY3JIBI 00-
IIMM CEUEHUEM crpaBa OKoso 43x26 MM M cieBa
44x27 mum (puc. 4, A). Tpaxess u KpyrHbIe OPOHXH
npoxoauMel. [lineBpanbpHBIE TONOCTH CBOOOIHEI.
BuauMBIX KOCTHBIX JIeCTPYKTHBHBIX U3MEHEHUH Ha
MOMEHT MCCIIEIOBAHUS HE BBISBICHO.

s uckmoyeHus: TyOepKyJe3HOW ASTHOJIOTHH
W3MEHEHUH B JIETKUX W BHYTPUTPYAHBIX JIUM(DOY3-
JlaX BBITIOJTHEHBI KOKHas mpoda [[nackunHTtect — pe-
aKIys OTpUIATENbHAs; MUKPOCKOMHS C OKPAacKOu
maszka o [mmo-Huneceny n GeneXpert MTB/Rif
WHIYIUPOBAaHHON MOKPOTHI — IOJYYECHBI OTpHIA-
TEJIbHBIC PE3yIbTATHI.

TOIIOTPAMMA

CrnimpoMeTpryeckoe WcClefoBaHue: (PYHKIUS
BHEIIHETO JBIXaHUsA B HOPME.

V3U BHYTPEHHUX OPTaHOB: MMaTOJIOTHYECKUX U3-
MEHEHUH HE BBIABIICHO.

[TateHT OCMOTpPEH OKYJIHUCTOM — MaTOJOTHsl HEe
BEISIBJICHA.

Ha noBropHOM ocMoTpe rr3maTpom (uepe3 10
ITHEH) MaMEeHT MPEABIBIISCT KAIOOBI HA COXPaHE-
Hue cyO0(heOpuIIbHON TemrepaTypbl, HECMOTpPs Ha
NpUeM HECTEPOUIHBIX MPOTHBOBOCHATUTEIBHBIX
npenapaToB, yCUICHHE HHTEHCUBHOCTU OOJIH B IO-
JICHOCTOITHBIX CyCTaBax, 0COOEHHO IMPH JBIKEHUH,
«OOJIBHO BCTaBaTh M HEBO3MOXKHO XOIUTh H3-3a
Oonm», HapacTaHWe oTeKa B 007acTH cycTaBoB. [Ipu
BHEIITHEM OCMOTpE OTMEUEHO MOSIBJICHUE Y3JI0BATON
SPUTEMBI Ha 3a{HeH IOBEPXHOCTH 00EHX TOJICHEH.

Hcropust Oone3Hu manueHTa NpeacTaBiieHa A
MYJIBTUAUCIUIUIMHAPHON TUCKYyCCHU Ha 3acefa-
HUU 00JITAaCTHON OHKO(TH3HOMYIEMOHOIOTHIECKON
KOMHUCCHH, TJle¢ TAIHUeHTy OBLI BBICTABIECH KIIH-
HUYECKUI JIMarHo3: CapKOWJI03 BHYTPUTPYIHBIX
muMmpaTrueckux y3i0B u jerkux, craaus 11 (MKB
10 D86.2). Cunapom Jledrpena. Ilauuenty npea-
JIOKEHO TIPOBEJICHUE BHJCOACCUCTHPOBAHHOHN TO-
pakockonuu ¢ Oowmorncuei TMM(Oy3II0B U JIETKOTO,
OT KOTOPOM MAIMEHT OTKa3ajCs.

XO04eTcst OTMETUTh, YTO KIMHUYECKUI CLIeHapuil
npu cuagpome Jlédrpena (nmxopazaka, y3imoBaras
9pUTEMa, JABYCTOPOHHHUH NEPHAPTPUT C IMPEUMY-
IIECTBEHHBIM MOPaKEHNUEM T'OJICHOCTOITHBIX CYCTa-
BOB W JBYCTOPOHHAA JuM(paneHonaTisi KOpHEH
JIETKHX) SIBJSIETCS HACTOJBKO MAaTOTHOMOHWYHEIM,
YTO TIO3BOJISIET MTOCTABUTh JTMATHO3 capKono3a 0e3
Oouorncru, 0cOOEHHO C Y4eTOM CEeMEHHOT0 aHaMHe3a
y HaIIero ManieHTa.

Pucynok 4. — Komnvromepnas momozpagpusn opzanoe zpyonoil knemku (onucanue ¢ mexkcme)

Figure 4. — Chest computed tomography (description is in the text)
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C y4eToM COBPEMEHHBIX KITMHUYECKAX PEKOMEH-
JTAIIIA 1 BBICOKOW BEPOSTHOCTH CaMOIIPOM3BOIb-
HOW perpeccuu 3a0ojicBaHUs MpH OCTpol (opme
capKou/103a MAIMEHTY JOKHO OBITh PEKOMEH I0Ba-
HO aKTHBHOE HAOJIIOJICHUE U MPUEM HECTSPOUIHBIX
MIPOTUBOBOCHIANIUTENBHBIX TpenaparoB. OnHako,
YUHTHIBas BBIPAKEHHbIE KIMHIYECKNE TTPOSBICHIS
Y HapyIlIeHNe KadyecTBa KU3HH, MallueHTy OblUIa Ha-
3HAUCHA TepaIus METHIPEIHU30IOHOM TI0 CXEME.
OO01as JIUTENLHOCTh Kypca cocTaBwia 12 mecs-
ueB. Ha ¢one Tepanuu y namnueHta Ha0Jr01a1ach
MOJTHAST PErpeccusl KIMHHYECKUX IIPOSBICHUA H
MoCTeNeHHasi — U3MEHEHUH B JIETKUX (HOpMaim3a-
IS CTPYKTYPHI KOpHEH JIeTkuX). JlnHaMuKa peHT-
TCHOJIOTHYECKMX W3MEHeHWH Ha (oHe Tepamnun
MpeJCTaBlieHa Ha pUcyHKe 5. B HacTosiuiee Bpems
MAIUEHT HAXOIUTCS 0] HAOIFOICHUEM Bpada-(TH-
3uarpa B X rpymnme nmucnancepHoro HaOIOACHUS.

O6cyxnenne. Crmydan ceMEHHOTO CapKoOWI03a
HEpEeJIKM B KIMHUYECKOW MpakTuke. B nureparype
MIPEICTABICHBI CIydad CapKOWI03a y TIISTH dIie-
HOB ceMbH [11]. OnHO U3 KPYIHBIX HCCIEeIOBaHUN
ACCESS mnokazano, 4To HaJlu4ue POACTBCHHUKOB
MEPBOH CTENEHH POJICTBA YBEIMYMBAIO PUCK cap-
KOMJI03a MOYTH B YEThIpe pa3a B 11eJIoM U B 17 pa3
I1s1 OCNTbIX aMepuKaHIeB B yacTHocTH [12]. Mccme-
JIOBAHME CEMENHOM arperalMu U HacCJIEICTBEHHO-
CTU BAXHO IJId JIYUIICTrO IMOHUMAHUA STHUOJIOTUHN
CapKoHu/I03a W HAIpaBJICHUH OyayIIUX SIUIAEMHUO-
JIOTUYECKHUX W MOJICKYJISIPHBIX HCCIIEIOBAaHUHA. JTO
KIIMHUYECKA 3HAYMMO, TOCKOJIbKY CeMEWHBIE OT-
HOCHTEJbHBIE PUCKA MOTYT OBITh HCITOIBE30BaHBI
JJId KOHCYJIBTUPOBAHUA MNAIMUCHTOB MW IOMOTarOT
B auddepenumanbuoiit nuarHoctuke. Mccnenosa-
HUS B3aUMOJICHCTBUS T'€HOB U BHEIIHUX TPUTTEPOB
MOMYEPKHYIA BaXXHOCTh HWHTETPAIlMHA TeHEeTHYe-
cKoll mH(pOpMaNu TpU OLEHKE CBS3U MEXIy cap-
KOMJIO30M U BO3JICUCTBHMEM OKpPYKarolEel Cpejbl.
Hccnenosanue cinydail-kOHTPOJIb-CEMbs 1OKa3allo,
YTO HACJIEyeMOCTh CApKOM/103a COCTABIISAET OKOJIO
50%, uTO mpennonaracT CyleCTBOBAHUE TOMOIHU-
TEJBHBIX (PAKTOPOB, CIIOCOOCTBYIOIIMX PHCKY pa3-
BuTHS 3a00meBanus. [[puMeHeHne CeKBEHHPOBAHUS
BCET0 9K30Ma BBISIBHJIO ACCOIMAINN C aKTUBHOCTHIO
3abosieBaHusi, (PEHOTUIIOM W MPorHo3oM. Hakowerr,
HCCIIeIOBAHUS IKCIIPECCUH T€HOB ITUPKYIUPYIOIIHUX
MMMYHHBIX KJIETOK BBISIBUIIM OOIIME U YHUKAIILHBIC

U

Crnyuail U3 IpaKkTUKU

MyTH MEXJY CapKOUI030M U JPYTHMH TpaHyJemMa-
TO3HBIMH 3a00JICBAaHMSIMHU (HAIpUMEpP, OO0JIE3HBIO
Kpona). HoBble TexHOIOTUM CEKBEHUPOBAHMUS, Be-
POSATHO, YBEMYAT YMCIIO FT€HETUYECKUX BapUAHTOB,
CBSI3aHHBIX C capkou030M. OnHako u3ydeHue Qe-
HOTUTTMYECKH W STHUYECKU OJTHOPOJIHBIX TIOJIIPYTIIT
MALUEHTOB OCTAETCSl BAXKHOW 3a/laueil HE3aBUCUMO
OT HCIIOIB3YEMOT0 TeHEeTHYeCKOro moaxona. Kim-
HUYECKUE TIPOSIBIICHHS W TEUCHHE 3a00JICBaHUS
BECbMa M3MEHYUBBI U HEMPEICKa3yeMbl: Y HEKOTO-
PBIX Jtoael 3a0ojeBaHUE MPOTEKAeT OCTPO, C Obl-
CTpOii perpeccreil CHMITOMOB, y APYTUX TpOTpec-
CUDPYET U TIPOSIBIIACT ceOs KaK OMAacHOE JIJIS KU3HHU.
CewmeitHas KmacTepu3aliis 3a00JICBAHUS, PA3THIII
B BOCIIPHUMYHBOCTH K CAPKOUJI03Y B PA3HBIX dTHH-
YECKUX IPYIIAX, BBICOKUI OTHOCUTEIbHBIM PUCK Y
OpaTbeB UM cecTep, a TaKKe JaHHbIC UCCIICA0BaHUN
TeHOB-KaH/IM/IaTOB ¥ U3YYCHHE acCOIHUAIU 10 BCe-
My T€HOMY OTKPBIBAIOT BO3MOYKHOCTH B CO3JaHHUU
HOBBIX TTOAXO0JIOB K BEJICHHUIO NanneHToB. CanTaeT-
Csl, YTO AMHUTE€HETHYECKUE TPOIIECChl BOBJICUEHHI B
naToreHe3 capkomjos3a. V3MeHeHus MeTHIMpoBa-
nust JJHK nipu capkonose ToHkue u BapuabenbHbIe,
BO3MOJKHO, M3-3a T€TEPOTeHHOCTH TIPOSIBICHUN 00-
JIE3HU WM TIPOBOIMPYIONIUX aHTUTeHOB. HenaBHee
MCCIIEJIOBaHNE, B KOTOPOM CPaBHHUBAIUCH MPOQH-
JIM 9KCIIPECCUU TE€HOB CApKOMJIO3HBIX T'PAHYJIEM C
OpOQHUISIMH  TTATOTCH-CIIEUUPHUECKIX TpaHyJieM
(KOKUIMAMONIOMUKO3 M TyOepKyiie3), UAeHTH(H-
[IUPOBANIO PsiJ] CTICU(PUIHBIX IS CAPKOUI03a M-
MYHOJIOTHYECKUX CHUTHAIBHBIX MyTeH, TEM CaMBbIM
MIPEIOCTAaBUB BAXHYIO HHPOPMAITHIO s Oyaymieit
pa3pabOTKH TeHOMHBIX OHMOMapKepoB ITHX TpaHy-
mem [11].

3axnrouenue

HecmoTpst Ha mepCcreKTHBBI M BO3MOXKHOCTH,
KOTOpBIE OTKPBIBAIOTCSA B MCCIICIOBAaHHU CapKOHU-
71032, COXpaHIETCsl HE0OXOIMMOCTh UCTIOIb30BaHUS
KJIACCHYECKOT0 MOAX0/a K ManueHTy (MoApoOHOro
cOopa aHaMHe3a, B TOM YHCJIE CEMEHHOT0). X04eT-
Csl IOYEPKHYTh BaKHOCTH PAOOTHI CIICIINAIIICTOB B
KOMaHJIE C Y4€TOM MYJIbTHCHCTEMHBIX MPOSIBICHUI
CapKOu103a.

B npeacTaBJICHHOM KIIMHUYCCKOM Ha6JHO):[eHI/II/I,
KpOMeE TMOBBIIICHHOTO PUCKA Pa3BUTHUsI 3a00JIeBaHUS
y 00OuX CBHIHOBEH, IOKa3aHa MPEIpPacIIOIOKEH-

i

OPH BhISIBTCHHH gepe3 1 Mecsin

qepes 3 mecana

qepes 6 MecsleB qepes 1 roa

Pucynok 5. — Penmzenozpammol opzanoe zpyoHoil Kiemku (onucanue ¢ mexkcme)

Figure 5. — Chest X-rays (description is in the text)
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Cryuaii uz npaxmuxu

HOCTh K Pa3BHTHIO TAKOTO OCTPOro (eHOTHIIA 3a-
OomneBaHus, Kak cuHapoM Jledrpena, s KoToporo
yaie XapakTepHa CKIIOHHOCTh K OJIaronpHUsITHOMY
TEUYEHHUIO 1 CaMOITPOM3BOJILHON perpeccuu, He Tpe-
Oyroleit Ha3HaueHus Oba3ucHou Tepanuu. OqHOBpe-
MEHHO y 000MX OpaTheB Ha3HAYCHHE PEKOMEHIIO-
BaHHBIX HECTEPOHMIHBIX MPOTHBOBOCHATUTEIHHBIX

10.

11.

12.

13.
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Jlumepamypa

Knunanueckue pexomennanuu. Capkonios [DIeKTpOHHBIN

pecype] // Poccuiickoe PecnmparoprHoe OO6miecTBo.
O6mepoccuiickoe  Ileanarpudeckoe  pecrnupaTopHOE
obmectBo.  Poccmiickoe ~ Hayunoe — MenunmHckoe

O6mectBo TepamnerToB. — Pexxim moctyma: https://spulmo.
ru/obrazovatelnye-resursy/federalnye-klinicheskie-
rekomendatsii/. — /lara moctymna: 06.06.2024.

Sarcoidosis: Causes, Diagnosis, Clinical Features, and
Treatments / R. Jain [et al.] / J Clin Med. — 2020. — Vol. 9
(4). P. 1081. doi: 10.3390/jcm9041081.

Sarcoidosis and granuloma genes: a family-based
study in African-Americans / B. A. Rybicki [et al.]
// Eur Respir J. — 2004. — Vol. 24. P. 251-257. doi:
10.1183/09031936.04.00005904.

Increased frequency of the uncommon tumor necrosis
factor —857T allele in British and Dutch patients with sar-
coidosis / J.C. Grutters [et al.] / Am J Respir Crit Care
Med. — 2002. — Vol. 165. P. 1119-1124. doi: 10.1164/ajr-
ccm.165.8.200110-0320.

High prevalence of familial sarcoidosis in an Irish popula-
tion / N.J. Brennan [et al.] / Thorax. — 1984. — Vol. 39 (1).
P. 14-218. doi: 10.1136/thx.39.1.14.

Akyildiz, E. Familial sarcoidosis: Report of a mother
and her son / E. Akyildiz, S. Kobak // Eur J Rheumatol.
— 2017. — Vol. 44 (4). P. 284-287. doi: 10.5152/eur-
jrheum.2017.17029.

ATS/ERS/WASOG statement on sarcoidosis. American
Thoracic Society/European Respiratory Society/World
Association of Sarcoidosis and other Granulomatous
Disorders. / G. W. Hunninghake [et al.] // Sarcoidosis
Vasculitis and Diffuse Lung Diseases — 1999 — Vol. 16, Ne
2. P. 149-173.

Familial aggregation and heritability of sarcoidosis: a
Swedish nested case—controlstudy / M. Rossides [et
al.] // Eur Respir J. — 2018. — Vol. 52 (2). P. 1800385.
doi: 10.1183/13993003.00385-2018.

Terwiel, M. Clinical epidemiology of familial sarcoidosis:
A systematic literature review / M. Terwiel, C. H. M. van
Moorsel // Respir Med. — 2019. — Vol. 149. P. 36-41. doi:
10.1016/j.rmed.2018.11.022.

Results from a genome-wide search for pre-disposing
genes in sarcoidosis. / M. Schurmann [et al.] // Am J Respir
Crit Care Med. — 2001. — Vol. 164 (5). P. 840-846. doi:
10.1164/ajrcem.164.5.2007056.

Five cases of sarcoidosis in one family: a new immunolog-
ical link? / J. Elford [et al.] // Thorax. — 2000. — Vol. 55 (4).
P. 343-344. doi: 10.1136/thorax.55.4.343.

Familial aggregation of sarcoidosis. A case-control etio-
logic study of sarcoidosis (ACCESS) / B.A. Rybicki [et al.]
// Am J Respir Crit Care Med. — 2001. — Vol. 164 (1). P.
2085-2091. doi: 10.1164/ajrcem.164.11.2106001.
Diagnosis and Detection of Sarcoidosis. An Official
American Thoracic Society Clinical Practice Guideline
/ E.D. Crouser [et al.] / Am J Respir Crit Care Med.
— 2020. — Vol. 201(8). P. e26-¢51. doi: 10.1164/rc-
¢m.202002-0251ST.

npenapaToB He MPUBEIO K CHIKCHUIO aKTHBHOCTH
3a00JIeBaHUsI W PETPECCUPYIONIEMY TEYCHUIO, a
moTpebOBaNO0 HAa3HAYCHUS CHCTEMHBIX TIFOKOKOP-
THKOCTEPOH/IOB B CBSI3M C BBICOKOW aKTHBHOCTBHIO
3a00JICBaHuUs, BEIPAKEHHOCTHIO KIMHUYECKUX MPO-
SIBIICHUN M HAPYIICHUEM KaueCTBa JKU3HHU.
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FAMILY SARCOIDOSIS CASE REPORT
S. N. Demidik’, K. M. Surmach’, V. A. Frolov’, L. T. Artsymenia’, Y. U. Zayats’
!Grodno State Medical University, Grodno, Belarus
’Grodno Clinical Hospital No.3, Grodno, Belarus

Sarcoidosis is a multisystemic disease with the formation of granulomas in different organs. The impact of
environmental factors on a genetically predisposed organism leads to the development of the disease. Candidate genes
for determining the phenotype of the disease have been identified. The identification of family sarcoidosis cases confirms
the role of genetic factors. Family relative risks and clinical phenotypes may differ between ethnic groups and require
further studies. The presented clinical case draws attention for proper history taking to clarify the family predisposition
for disease, to analyze family medical records, to perform high-resolution computed tomography in patients. This
algorithm can help to identify pathological changes. Every case requires morphological confirmation of the diagnosis.

The case is discussed from the standpoint of personalized medicine and up-to-date clinical recommendations.

Keywords: sarcoidosis, computed tomography scan, family history.
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