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JlyueBaa AMArHOCTUKA
cCapKouao3a OpraHoB AbiIXaHUA

npogeccop A.A. CnepaHcKas
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Capkounpgos opraHoB abixaHua (COl) — noancmcrtemHoe
3aboneBaHUe HEM3BECTHOM 3TUONOTUN, OTHOCSLLLEECA K rpynne
NMMPOTPONHbBIX FTPaHY/IEMATO30B

B nocnegHue pecatnneTna B CBA3U C LLMPOKUM npumeHeHnem BPKT y
6onbHbIX CO/l BbIABAAIOTCA USMEHEHUSA B JIErKUX, BbIXOAALLME 33 PAMKU
cTagum obwenpmnHATOoM KnaccupumKkaumm. Yacrora atunmnuHbix popm COA,
Bapbupyetca ot 2 ao 25 % (Ffaspuciok B.K. c coasT., 2015, Criado E. et al, 2010,
Prosch H., 2016)

ATUNUYHOCTb TeYUEHUA CapKouao3a 6asupyeTca Ha Iy4eBOi KapTUHE
npouecca, KoTopan ABNAAETCA BegyLieu B onpeaeneHum ctagum, oueHke
NPOrHOCTUYECKUX MPU3HAKOB TeUEHUA, KOPPEUpYeT C aTUNMUYHOMU
KAMHUYECKON KapTUHOMN U BAUAET Ha TAaKTUKY BeaeHua 6onbHbix (MnbkoBuy
M.M. bapaHoBa 0.[1., 2016, CnepaHcKasa A.A., 2019, Shahram Kahkouee et al.,
2016)

OTmeyvaeTtca HapacTaHue YncneHHocTu Taxenbix dopm CO/, B TOM Uncne
HY»KAaloLWUXCA B NepecaaKe nerkmux (B ocHoBHom, npu ¢pubpo3Hbix popmax
COQL), HapacTtaHue cmepTHOCTK OT COJ, (Swigris JJ, et al. Am J RespirCritCare
Med 2011; 183(11):1524-1530)



Knaccndpukauma capkonposa
(1999 r. Statement on Sarcoidosis)

0 cTtagmua — peHTreHoN0rnyeckne NsMeHeHus
OTCYTCTBYIOT

| ctragmna — ABYCTOPOHHAA NPUKOPHEBAA
nmumaaeHonatuma (AM1)

Il crapua — Al/1, uameHeHnA B 1ero4yHoOn NapeHxmme
lll ctrapna — n3meHeHnAa B NeroyHomn napeHxmme 6e3 /1

IV ctapna — dnbpo3Hble U3MEHEHUSA B IEFTOYHOMN TKAHM




JlyueBasa ceMMOTUKA capKonao3a | ctagum

PeHTreHOnornyeckue NMPU3HaAKU

YBennyenme nMmdaTMYecKmnX y310B NEPUTPaxeobpoHXMaNbHbIX
rpynn — ABYCTOPOHHEE CMMMETPUYHOE pPaCLUNPEHUE KOPHEN
NErknx, NOANLUMKANYHOCTb NX KOHTYPOB, OTCYTCTBUE
CTPYKTYPHOCTU

CVIMMeTpVI‘—IHOCTb nopaxxeHunA

KT

MoaTBepKAeHMEe NOParKEHUA XapaKTEPHbIX FPyMnM

CTpyKTypa InmdaTUYeCcKUX y3/108 04HOPOAHaA
(obbi3BecTBNEeHUA B 30%)

OTcyTcTBME CANAHMA TMMPATUHECKUX Y310B, YETKOCTb MX
KOHTYPOB, COXPAaHEHMNE OKPYKAOLLLEN XKUPOBOU KNETYATKMU

ChasneHmne 6pOHX0B M COCYA0B YBEIMYEHHbIMU AMMbATUYECKUMU
y3/1aMM NPOUCXOANT PeKo

He3HaunTenbHoe ysennyeHne nMmeaTtmyeckmx y3snos
6POHXONY/IbMOHA/IbHbIX FPYNN yylle BbIABAAETCA NPU
nposeaeHnn MCKT-aHrnorpadpum



CapKonpos | ctraguu




[MopaxeHne nmmdaTtmyeckmx ysnos npu COA
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JlyueBaa ceMmnoTUKa capkouagosa |l craguu

PeHTreHOnornyeckue NMPU3HaAKU

e CoxpaHeHue yBennyeHms iMmeaTnyeckux y3nos (MoryT bbiTb
06bI3BeCcTBNIEHUA aMOPPHOro 1 rbibyaToro xapakrepa)

e [lpucoeamHeHne N3MEHEHUN B IEFTOYHOW TKAHM

- noAsneHme guccemmHaumMm — ovarm PacnosioXKeHbobl
npenmyLLecTBEHHO B BEPXHUX N CpeaHUX MPUKOPHEBbIX OoTAaenax,
AnameTp ux coctasndaet ot 1 4o 10 mm, pacnosoxeHne ux vyaule
CUMMETPUYHOeE

- YCUneHne ueHTpasibHoro MHTepcTtmuunAd
KT

 WHTEepCTMUMNANbHbIE USMEHEHMSA NO TUMY KMATOBOrO CTEK/1a»
(oTpaxkeHue Ppasbl anbBeoINTa — IMMPOLUUTAPHON UHPUNBTPALUN)

e XapaKTep pacnosoXeHUA MEJIKUX 04aroB NepuUanMPaTNYeckmum —
B CTEHKAX BTOPUYHbIX IEFOYHbIX A0NEK, NEPNOPOHXOBACKYNAPHO,
No MeXJ0/1eBOMN NNEBPE; CINAHNE MENKMX O4aroB (CMMNTOM
«raNaKTUKN»), eANHUNYHbIE KPYMHbIE 04arn — BHYTPUJIETOYHbIE
nnMmeaTmyecKkue y3nol



Capkounpos Il cragnu




Tunbl o4aros nNpu capkonpose

Ouarun nepmanm@aTUYecKoro PacrnoNoKeHna —
MefiKne, oAHOTUMNHbIE, BAO/Ib MEXKA0/1bKOBbIX
neperopoaok, No xoay 6PoOHX0B, COCYA0B, N/IEBPHI

KpynHbie oyaru (BHyTpuaeroyHble ninmdatmyeckme
y3/bl)

CybnneBpasbHble NAAKN — YNNOLWEHHbIE 0Yaru,
PacnoNOXKeHHbIe BAO/b NAEBPLI, Yalle B BEPXHUX
oTaenax

CnnsiHMEe MenKux o4aros B KPyMHble C HEYETKUMMU
KOHTYpPamMu (CUMMITOM «TranakTUKN»)

CnnsiHMe o4yaroB B NepubOpPOHXOBACKYyNAPHbIe
MacCbl — capKouabl



[lpoAaBNeHNA anbBeONANTa — YNNOTHEHUE NO TUNY «KMATOBOTO
ctekna». [lpu nposegeHnn BPKT — ycuneHue BHYTPMAONbKOBOIO
MHTEPCTULMA U MeIKMUe CrpynnupoBaHHbIe NePUANMPATUNYECKH

PacCrnosioxKeHHblie O4aru
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BonbHOM B., 25 n. CapKom,u,O3 II CT. AN1bBEONUT.
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bonbHaa B., 30 n. Perpecc capKkonaosa Il ctraamnun
(0O ctapuA)

e,




JlyueBaa ceMmMOTUKaA capKkouaosa lll craguu

PeHTreHoNnOrM4yecKkme nNpusHaku

* YMeHblleHNe pasmepoB AMMPaTUYECKMX Y3108
(06bI3BECTBIEHNA COXPAHAOTCA)

e HapacTtaHne N3MeHeHUn B 1E€ro4HOMU TKaHU

- [BYCTOPOHHAA AepopmaLMa Nero4yHOro PUCYHKa TAXKMUCTOro
XapaKTepa B BepxHe-3a4HUX NPUKOPHEBbLIX OTAeNax

- ABYCTOPOHHAA Me/IKO- N cpeaHeo4aroead gncceMmHaumna —
KO/IN4eCTBO O4aros HapacCctaetT CHN3y BBepPX

KT
* YTOYHEHME COCTOAHUA NMMPATUYECKNX Y3108

e QOueHKa HapacTaHMAa GUBPO3HbIX UBMEHEHNI B NEFOYHOWN TKAHWU
— ycuneHue nepndpepmyeckoro U LEeHTPaAbHOro JIero4YHOro
NHTEpCTUUMA, POPMMUPOBAHUE NMEPUDOPOHXOBACKYNAPHOTO
dnbpo3a, HOCALLLETO TAXKUCTbIN XapaKTep, PpopMmmnpoBaHMeE
CapKoMaos

e XapaKTepucTMKa AMcceMmnHaLnm



Capkounpgos lll ctagnu
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bonbHaa A., 32 r. Capkoungos lll ctragun, menkasn
nepunammdaTnyecKkaa guccemmHauma

e T 1hl




BonbHow L., 33 r. OTpuuatenbHaa aMHammnKa capkouaosa ll ctragum
— YMeHbLleHUue pasmepos AMMmdaTUUYeCKuxX y3nos, HapactaHue
U3MeHeHU B N1ero4HoM TKaHn — nepexoga, B il cr.

25.10.2012r

L
i rrr IU I’Jf.Eg‘

28.02.2013
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JlyueBaa ceMMOTUKaA capkouaosa IV ctragun

PeHTreHONnOrnyecKkme NpuUsHaKu

e OTcyTCTBUE CTPYKTYPHOCTU KOPHEMN Nerkmx 3a c4eT PubPO3HbIX USMEHEHUN,
NMMPaTUYECKUE Y3/bl HE YBEANYEHbI (MOryT COXpaHATbLCA 06bI3BECTBNAEHUA
B HUX)

e HapactaHue ¢pnbpo3HbIX U3MEHEHUWN B IETOYHOWN TKaHWU
- YMeHblUeHne ob6bema BEPXHUX U CPEAHUX JIEFTOYHbIX NMONEN

- Bblpa)keHHaa aedbopmMaLMa NeroYHOro PUCYHKa B NPUKOPHEBbLIX OTAENaX,
BEPXHUX N CPeAHUX NErOYHbIX NOAAX C 06enx CTOPoH, (yTonlleHmne
NepnbpoHXo-, NePUBACKYIAPHOIO MHTEPCTMUMA, POpMUPOBaAHME
NepnbpOoHXOBACKYNAPHBLIX PUOPO3HBLIX MYPT C HANMYMEM TPAKLMOHHbIX
6p0ox03KTa308)

KT
e [lepubpoHxoBacKynsipHble GUOBPO3HbIE USMEHEHUA — CUMMTOM KBUXPA»

e OUbpPO3HbIE N3IMEHEHUNA Nepnudeprn4ecKoro N1ero4HOro MHTEPCTULIUA,
«COTOBOE Nierkoe» HabaaaeTcs peaKko n UMeeT HebONbLLYIO MPOTAXKEHHOCTb

 BbisBneHne 6POHX0- U BPOHXMO/I03KTA308B

e CoxpaHeHue nmmdageHonaTumn u nepunnmeaTmyeckmx odaros gaxke npu VI cr.

* BbiaBnenune ocnoxkHenum (J1I, TIJ1A, ABJ1A, popmmnpoBaHue MULLEETOM
B MONOCTAX)
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Capkounpos IV ctagnu
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Capkounpaos |V ctaguu




BonbHown 1., 59 n. capkongo3 IV ct., XTI




CucrtemHble NpoABAEHUA CAapKonao3a

BHerpygHaa numdageHonaTus
[MoparkeHne nevyeHmn (CapKonaHbin LMpPpo3)
[Mopa)keHune ceneseHKu (cnneHomeranms)

[MopakeHune noyek (TybyN1ouMHTEPCTULMANbHbIN
CAapKOUAHbIN HEPPUT)

[TopaXKeHune CNOHHbIX Kenes, rnas (cmHapom
XeepdopAara: CapKONAHbIM NAPOTUT, NEPEAHUN YBEUT,
nnxopaakKa, napes NnMUeBoro Hepsa)

[TopaXXeHune cepaLa
HenpocapKkonnos

CapKonaHbIN OCTEUT
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bonbHoOM H., 29 n. Capkongos |l ctaguun, nopaxeHue
NMMPaTUHECKUX Y3108 SKCTPATOPaKaAbHbIX FPynmn

YN E N S, 1979

o R el 0
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bonbHaa K., 44 r. Capkonpos Il ctragnuy,
nopaXeHune ceneseHKu
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BonbHoOM WU., 46 n. CucTemMHbIU CApKoUA03, NOpaXKeHne BHerpyaHbix
nMmdaTUUyeCcKnx ysnos, NeYyeHu, ceneseHkn, amyeKk

21.05.2021 r.




bonbHoOU WU., 40 n. CucTemHbIU CapKonaos

28.04.2015 .
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BonbHoM WU., 46 n. CnctemMHbIU CapKouaos,
HUusKogndpdepeHUMPOBaHHbIN NIOCKOKNETOUHbIN PaK
(BeposaTHee Bcero, 50KOBOM CTEHKU IMOTKMU)

29.01.2021 . 21.05.2021 r.
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MauueHt M., 27 nert

anobbl Ha:

obLyto cnabocTb, WaTKOCTb NpU xoabbe, COH/IMBOCTD,
3aTOPMOKEHHOCTb, PeAKNIN CYXOU Kallesb, CHUXKEHUE
C/IyXa Ha 1IeBOe YXO, *Kaxay A0 5-9 nuTpoB B AeHb,
NoONNYyputo A0 9 1 B CYTKMW.

AHamMmHes3:
B 2015 roay — 3HauyMmaa cTpeccoBana CUTyauuAa.

Cuutaet ceba 6onbHbiM ¢ 2016 rona, Koraa NOABUINCH
YKa3aHHble }Kanobol.

AHaMHe3 }U3HU 6e3 ocobeHHOCTEMN.

ConyTcTBYlOWMX 3a60/1€BAHUN HET.
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[1pn ocmoTpe

HapyleHune CO3HaHNA — ornyweHue,
rMNepcomMHuUA

[Mape3 B3opa npwu B3rnaae seepx. [pu B3rnaae
B CTOPOHbI OrpaHNYeHne ABUKEHNA NeBOro
rnasa KHyTpu. Jlarodptanbm cne.a

Crna*KeHa neBast HocorybHasa cknagka,
nepnpepmnyecknm nape3 MMMNYECKOU
MYCKY/1aTypbl CneBa

[ToBblWWEeHHaA macca Tena
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J1TabopaTopHble AaHHbIe
KAMHWYecKkn aHanms Kposu — nenkoumtos 11,1 x 10%n

TybepkynmHoBble Nnpobbl (0KTA6pb 2016) — AMACKKUH TecT,
peakuus MaHTy oTpuuaTenbHble.

AHaNn3 CNMHHO-MO3roBowu Kungxkoctm — MBT (-)

NoKasaTtenb M Ped. uHtepsan

0,3 ME/n 1,2-8,6
I'IponaKTMH 312,4 MME/n 56,2-280,0
AnbAOCTEPOH 1,0 nr/mn 10,0-160,0
OCIr 0,6 ME/n 1,3-19,3
JlerkouuTbl 11,1 x 10%n 4,0-8,8
AKTI 3,1 nr/mn 7,9-66,1

Hatpuit 158 mmonb/n 135,0-148,0



Yto Bbiasnaetrca npu KT vy MPT

NlTumpageHoanTmna (npaBou TpaxeobpoHXnanbHOM, BPOHXONYAbMO-
Ha/IbHbIX TPYyMNnN ¢ 06enx CTOPOH, 3HAYUTE/IbHAA, CUMMETPUYHASA,

C COXpaHEHMEeM KOHTYPOB U CTPYKTYpPbI, 6€3 caaBaeHus npuaerkawmx
cocyaoB 1 6poHx0B)

MenKo- u cpegHeo4aroBan AucceMmHauma B IEFOYHOM TKaHU
(MaKcMMmanbHbIE N3SMEHEHMUSA B CPeAHUX IEFOYHbIX MONAX, OLEHUTb
XapaKTep ANCCEMUHALMN HEBO3MOXKHO U3-33 OTCYTCTBUA BbICOKOTO
pa3speLlieHunsn)

[MepuBEHTPUKYAAPHO (MaKCMMaNbHO BOKPYr NepeaHuUX poros
H6OKOBbIX XKenyao4KoB, bonbliue cneBa) 30Ha uameHeHna MP-curHana
(rmnepuHTEeHCcMBHAA Ha T2 1 Flair) ¢ KUCTO3HbIM KOMMOHEHTOM,
HaKanamneaeT KB. Ha KT B 3Tux 061acTAX — MATKOTKaHHble MacChbl
NOBbILLIEHHOW NOTHOCTU

YBennyeHue pasmepoB rmnoPursa, C TEMU Ke XapaKTepPUCTUKAMMU

YTonuweHne TPOMHNUYHOIO HEepBa CrpasBa C TEMU XKe
XapaKTepuUCTUKaMm
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4.
5.

BO3MOXHble BapUaHTbl 3aK/1Il04YEeHUA
no AaHHbim KT n MPT

[NAnanbHaa onyxoab C MeTacTa3aMm BO
BHYTPUIPYAHbIE TMMbATUYECKMNE Y3bl
M TMMPOreHHbIM KapLUMHOMATO30M

JTnmdoma ¢ nopaxKeHnem ronoBHOro Mo3ra,
BHYTPUTPYAHbIX TMMPATUYECKUX Y3N10B,
NNeroyHom TKaHwu

[nnobnactoma, NnpoABIEHUA BTOPUYHOIO
NeroyHoro BacKynmTa

[lpoABNE€HNA CUCTEeMHOro cCapkonaosa
[MposaBneHnA reHepann3oBaHHOIo TybepKynesa
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Ansapb 2017 r. (nocne nposeaeHmsn
TpaHCTopaKaanou 6uoncuu, r’KCT)




C 2006 no 2019 roa B8 NCMN6IMY um. akaa. W.MN. NaBnosa
Habntoaanuco 712 601bHbBIX CAPKONA030M

N3 Hux COL IV cT. — 68 60nbHbIX (9,5%), N3 KoTopbIXy 31
nauneHTa (4,3%) oTMmevannch TAXKeNbl XapaKTep TeYeHUs
3a60/1€eBaHUA C HAZIMYMEM OAbILWKK U Iy4eBble MPU3HAKMU
dnbpo3npoBaHUA, He XapaKTePHbIe ANA KNAaCCUYECKOro
BapMaHTa Te4eHuA, TPAANLUNOHHOW IY4EBOMN KAaPTUHDI U
CYLLEeCTBYIOLLLEN PEHTIEHONOTNYECKOU Knaccndpukaumm CO/L

CpeaHunin Bo3pacTt 6onbHbIX cocTasnan 42,2+6,4 roaa
(*KeHWmHbl — 17, My*K4YMHbl — 14)

Bcem naumeHTam 6bi1aM BbINO/IHEHBI TPAAMLNOHHOE
pPeHTreHonornM4yeckoe uccnegosaHme (peHtreHorpadus B
AByX npoeKuusx), BPKT, KomnnekcHoe nccnenosaHume
byHKUMM BHewHero abixaHusa (KUPB/) n axokapanorpadpums
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dnbposnpoBaHme nepupepmnyeckoro UHTEPCTULLMUA
(moaenb N1®) — 11 6onbHbIX (1,5%)

Pnbpo3 nepudepmnyeckoro Nero4yHOro UHTEPCTULMA: CTOMKAA
KT-KapTWUHa «MaToOBOro cTek/s1a» (BHYTPUAONbKOBbIN $dnbpo3s),
TPaKLMOHHble BPOHXMO/I03KTa3bl, KCOTOBOE NErKoe» B coYeTaHuu
c ammdaaeHonaTnenm nepmnTpaxeobpPOHXMaAIbHbIX FPYNN

MeHee rpybas, yem npu U1®P, KAiMHUYECKAA CUMNTOMATUKA
(ymepeHHaAa oAbillKa), NoN0KUTENbHAA peaKkLUUa Ha npoBeaeHmne
KC Tepanuun (BepoATHO, B pe3y/ibTaTe perpecca CapKkonaHbIx
rpaHynem, CywecTBYOLWMNX AaXKe Npn AaneKko 3awenLumnx ctagmax
npoLecca), ymepeHHble pecTPUKTUBHbIe HapyweHua npmn KUPBA:
cHmkeHne AC/1 po 55% ot [

KT-npu3Haku neroyHow runepteHsmm (CANA 30,3+3,8 mm pT. CT.)

Mpun mopdonornyeckom nccneaoBaHUm BbIABAAANCH MPOABAEHUA
dunbposunpytowen 6onesHn nerkmx (Gnbpos anbBeoNAPHbLIX
neperopoaok, popmmpoBaHMUE «COTOBOIO JIEFKOrO») N CapKongHbie
rpaHy1embl »



bonbHaa I1., 55 n., rucronornyecku
BepudmuumnposaHHbin capkouaos lll cr.
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BonbHoU XK., 56 n. rucronornyecku
BepudpunumnpoBaHHbiK capkongos lll cr.
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dubpo3snposaHme LEHTPaANbHOro MHTEPCTULMUA
(mopgenb M'4M) — 7 naumeHToB (1%)

e B TtununyHbix ana COO obnacrtax
nepmbpoHXoBacKynApHOro pnbposa oTmeyasnoch
Ha/In4Me «COTOBOTO JIEFKOro» C «COTaMMU» KPYMHOTo

pa3smepa

e J1na 3TX 60/IbHbIX TaK*Ke bbiN0 XapaKTEPHO AJIUTENBHOE
meaneHHoe cHuxkeHue C/ (po 65% ot [1) n cBA3aHHOE
C 3TUM NOCTENEHHOE yXyAdlleHne CaMo4yBCTBUA
C HapacTaHMeM OAbIWKU N CYXOro Kalns
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BonbHoOM A., 61 r., ructonormyeckm sepmpuumnposaHHbIN CapKouaos,
dubposHaa popma. COA IV cT., HenpocapKkonao3, XPOHUUECKUM
CapKOUAHDbIU TYOYNIOUHTEpPCTULMANBHDIW HePPUT

08.10.2017 .,



MaTonorna ¢pubposHoro capkonposa

B otanuyme ot «cot» npu OUI, «coTtbl» npu COL
pacnonaratTca LeHTPaNbHO, CONPOBOXKAAOTCA
TPAKUMOHHbIM PaclUMPEHMNEM KPYMHbIX OPOHXOB
(6pOHX03KTa3bl)

B KoHeyHoU ctaamum COQ npucyTcTByeT
dMOBPO3HbIN U AKTUBHbLIN FPAHY/IEMATO3HbIN
NaTTEPHbI

Xu L, Kligerman S, Burke A. Am J Surg Pathol 2013; 37(4):593-600.
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dnbposmnposaHme LEeHTPaNIbHOIO
n nepudepnyecKoro MHTepCTULUA
(mopenb MMMN+UNP) — 6 60nbHLIX (0,9%)

dnbpo3npoBaHne N «COTbI» B BEPXHE-3aAHUX
NMPUKOPHEBbIX OTAENAX COYETANNCH C HA/IMMMEM KCOTOBOTO
JIEFKOrO» C MeIKUM AMaMeTPOM «COT» B CybnsieBpanbHbIX
obnactax

MN3MeHeHMA TAaKOoro Tuna CoONpPoOBOXAA/IUCH BbiPaXKeHHbIMMU
KIMHNYECKUMU N3MEHEHMAMM (OAbILLIKA, CHUMKEHME
TONIEPAHTHOCTM K PU3NYECKOM HArpy3Ke, CyXoM Kallenb),
GOpPMUNPOBAHNEM TAXKENON NETOYHOU TMNEPTEH3IUM

(C noOBbIWEHNEM CUCTOIMYECKOTO AaB/IEHUSA B IEFOYHOM
aptepuun 0o 62+17 mm pT. cT.), cHUKeHnem AC/

(0o 50% ot A1)
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bonbHaAa H., 55 a.,
rMCTONIOTUYECKHU
BepndmnumnpoBaHHbLIN
capKonpos,
dubposHaa popma

> 01.06.2010r.
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®unbposHo-nonoctHaa ¢opma COL (mopenb
NHEBMOKOHMUO3a) — 7 6onbHbIX (1,0%)

dopmmnpoBaHUE NONOCTEN B KCAPKOUOAX»
(B pe3ynbTaTe TPOPUYECKUX HAPYLLEHUN,
NMb0O BTOPNYHOTO CapKOUAHOIO BaCKyAMUTA).

dopma nonocten HenpaBu/IbHaA, CTEHKA
pPa3HoOObOpa3Has.

Y yactn 60s1bHbIX OTMeYanca bbICTPbIN perpecc
npouecca nNpm HasHaYeHUU KOPTUKOCTEPOUIHOMU
Tepanmun. Y yactm 601bHbIX USMEHEHUA
nporpeccupoBasn. KpoBoxapKaHbe.

KAnHnyeckn npotekana y 6onblien YacT naLmMeHToB
CNOKOWHO, Yy psaaa 60sbHbIX CONPOBOXKAANACh

KpOBOXapKaHbeM.
44



BonbHoOM A., 23 r., rucronornyeckm sepuduupoBaHHbIN
capKkonaos 2 CT.

ea T 11440 r e
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08.10.2011r.  22.01.2013 r. 21.01.2021 r.
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bonbHou K., 44 r. Tuctonormnvyeckun sepndunumpoBaHHbin capkonaos Il cT.,
HebnaronpmuaTHoe TedeHne — GOPMUPOBAHUEM MOJIOCTEN B CapKonaax.
[MonoxXntenbHasa AMHaMMKA Ha GOHe Tepanmm — ymeHbLleHne
NPOTAXKEHHOCTM NPoLLecca, YaCTUYHOE 3aKPbITUE NONOCTEN

Jley
0o,
o0
0.0




BonbHas K., 41 r., rucronormueckm sepnpuumMpoBaHHbIN CAapKonaos,
nosiocTtHaa ¢opma

T

17.06.2015 . 03.08.2017 .
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BonbHaa M., 57 n. ObpasoBaHMe Nnoa0CTEN B CApKouAaax
npu capkounpose lll craguun, nerouHoe KpoBoTeyeHue
(KT o1 23.10.2012r. 1 25.11.2012 r.)

i . ‘
Ao Trre 100

1120124
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BonbHoOU I., 54 r. CoueTaHue capkouaosa IV cragum ¢ muuetomom

V




Mporpeccupytowmnmu pubposHbin COA

e CoyeTaHue BCcex cTagmMin o4HOBPEMEHHO — TUMUYHaA

A8 capKkonaosa nnmedageHonaTma neputTpaxeobpoH-
XWUaNbHbIX rPynn, nepmanmdatmyeckasa gmcceMmmHaums
B JIEFOYHOM TKaHWU, MacCUBHble PNOPO3HbIE U3MEHEHUA
TAXMUCTOro XapaKTepa B BepxHe-3a4HMX NPUKOPHEBDIX
oTaenax c obenx ctopoH ¢ opmmpoBaHNEM
TPAKUMOHHbIX BPOHXO3KTA30B.

KAMHUYECKM 3TM NaUUEHTbI UMENnN XPOHNYECKOEe
peunamnsmpyroulee HebnaronpmaTHOE TeYEHUE
3aboneBaHnA, C BOIHOOOPA3HbIMU IY4EBLIMMU
M3MEHEHUAMM HAapaCTaHMA U perpecca
nepuanmdatTnyeckom gnccemMmHaumnum u
nmmdageHonaTtuu, 6bI1M FOPMOHO33aBUCUMbIMMN.
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BonbHasa b., 55 n., rucronornyeckn sepnpuuymnposaHHbii COL 2?2, 4? cr.
BHecTagunHaa ¢popma. XpoHUUYecKoe peungmsupyloulee Te4eHume.




MporpeccupyloLimnii capKkouaos Nerkux — BapuaHTbl

Heb1aronpPMATHOrO TEYEHUA, XapPaKTEPM3YIOLLLMECS

* 3HaYUTENbHbIMU NEPUOPOHXOBACKYIAPHbIMU GUBPO3HBIMM
N3MEHEHMNAMU NN GOPMUPOBAHUEM «KCOTOBOrO Nerkoro» npu KT

® 3HAYUTENbHbIMU HAPYLUEHUAMM NETOYHON PYHKLNN N NETOYHOM
reMmoanHaMUKH

* HaMYNEM XPOHUYECKOM acneprnanesHoun nam baktepmanbHom
NHPEKLNN

[1Be ocHOBHble moaenn ¢pnbpo3npytoLLEro capkomaosa

Nerknx:
e [MepnbpoHxoBacKynApHbIN GnbpPo3 (06CTPYKTMBHDBIE HAPYLLUEHUA
npn KU®B/, co cHukeHnem OPB1, nosbiweHnem OO0/)

e dopmMpoOBaHME «COTOBOIO NETKOTro» (PECTPUKTUBHbIE HApYLLUEeHUA
npn KN®B/ co cHukenmnem OXKEN, ACN)

Abehsera M, Valeyre D, Grenier P, et al. Sarcoidosis with pulmonary fibrosis: CT patterns and

correlation with pulmonary function. AJR Am J Roentgenol 2000; 174:1751-1757.
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I1Ba OCHOBHbIX KT-naTTepHa nporpeccupyrouiero
JIErO4YHOro capKkomaosa € Pa3IMYHbIMU PYHKUMOHANbHBbIMMU
npodpunamm

[porpeccupyroumii 1ero4Hbin GubpPo3 Npu capkonaose MoXKeT
ObiTb ¢ / 6€3 NPM3HAKOB aKTUBHOCTHU

OnbPO3nNPYIOLLMIA CAPKOUA03 NErKNX OoTAnYaeTca ot pubposa npu
0ObIYHOMN MHTEPCTULMANBHOM MHEBMOHMM (NOKaNN3aLMA B BEPXHUX
oTAenax, HeaHaunuTeNbHaa NPOTAXKEHHOCTb «COTOBOTO JIEFKOro»)

CnnpomeTpuma — cambin HAZEKHbIN UHCTPYMEHT A1 MOHUTOPMUHIA
GYHKUMOHANbHbIX NKBMEHEHUUN NErkKnx

ANropmTm, OCHOBaAHHbIN Ha fero4HOn GyHKUMKU 1 KT, no3sonaet
NPOrHO3MPOBATb BbI}KMBAEMOCTb MPU NPOrPECCUPYOLLLEM
capkounpgose

«Advanced pulmonary sarcoidosis»

Dominique Valeyrea, Hilario Nunesa, and Jean-Francois Bernaudin
Opin Pulm Med 2014, 20:488—-495
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Cnupometpua n DLCO peagko 6biBatoT
HOpManbHbIMU NPU Nporpeccupytowem CJ1

PecTpUKTUBHbLIN XapaKTep y 2/3 nauneHTOoB
O6CTPYKTMBHbIN NaTTepH vy 1/3 nauneHTOoB

20% naumeHToB 06BEAUHAIOT 06 moaenu

DLCO Hu3oK y 90% nayuneHTOB

Nardi A, Brillet PY, Letoumelin P, et al. Stage IV sarcoidosis: comparison of survival with the
general population and causes of death. Eur Respir J 2011; 38:1368-1373.

54



e CapKongos coctasnaeT 2,5% ot Bcex
NOKa3aHWM K TpaHCNNAHTaUUN JIETKNX
(MeamnaHa BbIXKMBaemocTtu 8,5 net ans
nauueHToB, A0XKMBLLUMX A0 1 roaa, no AaHHbIM
MexayHapoaHoro ObuwecTBa
TpaHcnAaHTauum cepaua n nerkmx (ISHLT)
6a3a gaHHbIX; ww.ishlt.org/registries/)

Yusen RD, Christie JD, Edwards LB, et al. The Registry of the International Society for
Heart and Lung Transplantation: thirtieth adult lung and heart—lung transplant report-
focus theme: age. J Heart Lung Transplant 2013; 32:965-978.
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OdnddepeHumanbHaa AUMarHOCTUKa C:

°* NAMONATUYECKUM NerovyHbim pmnbposom
o Y[

°* NHEBMOKOHMO30M

e TyGepKynesom

°* HeTyOepKynesHbiM MNUKODAKTEpPMO30M
e TI/1A

* IMMPOreHHbIM KapUuMHOMATO30M

* NPoABNEHUAMU CepAeYHOM HeaOoCTaTOYHOCTH
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BonbHoM H., 50 n., cunukotybepkynes, npoasneHmsa PA

(paboTta B rpaHUTHOM Kapbepe)
LTy \




BonbHasa 0., 50 n. Cunnkotybepkynes,
FMCTO/IONMYECKU U KINHUKO-
PEHTreHO/10rM4YeCKU NPUHUMAEMDIN
3a capKkoupos Il crapuu




bonbHaAa P., 57 n. KnnHuko-peHTreHonornyeckn — capkomngos li
CTagnn, MUKpoCcKonua — HeTybepKynesHbi MMKOBaKTepmos
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BonbHoM b., 51 r. TIJ1A, cumynupyowlan
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bonbHOU B., 51 r. TIJ1A, cumynupytlowian
__caprounpgos. OKmpr 2009 r.

61



bonbHOU b., 51 r. TJ1A, cumynupyrouiaa capkomaos

OKTﬂ6pb 2009 r.
5!9 Ao 1470
?Qf{%?«? A -ﬂzoogo

BiH:35

" .—,j
Y

N . s :,-C
|"'_-,- ¥

0.0 T
min

B1/27 1
29 5




bonbHaAa P., 57 nert
Kanobbl npu noctynneHunu:

Ha oablWKy cMeLlaHHOro xapakrepa
NPY MUHUMANbHOU PU3NYECKOM HArpy3Ke
(pa3roBopHana peyb)

Peakui cyxou Kawenb, 6onblue yTpom

OTEeKN HUKHUX KOHEYHOCTEN A0 YPOBHA
BEpPXHEW TPETU rONEHM

Bbipa)KeHHYo 0bLLyto c1abocTb, CHUMXKEHME
TO/IEPaHTHOCTU K GU3NYECKOM HarpysKe

Cepauebuenune
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AHamHe3 3a6o0s1eBaHMA:

e [lepBoe nosiBAeHUE oAblWKN NpU GU3NYECKOU
Harpy3Ke B 1987 roay (26 nert)

e ObpaTtnnacb K TepaneBTy NO MeCTY XXUTENbCTBA,
no pesynbTaTam obcnegosaHua 6bin ycTaHOBAEH
AnarHos «CapKongos», NpoBoan/acb Tepanusa:;
CUCTEeMHbIe INMIOKOKOPTUKOCTEepOUAbl, NN1aKBEHUN,
BUTaMUH E. Ha poHe Tepannmn otmeyana ynyylieHume
CaMOYyBCTBMA, YMeHblLUeHUe oablLLKN

e Yepes 1.5-2 roga rnroKOKOPTUKOCTEpOUAbI
OTMEHWN, NOC/Ie Yero NaumMeHTKa He Habataanacb
Y Ny1IbMOHO/10ra
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AHamHe3s 3abonesaHuAa:

* Banpene 2007 ropaa ycuneHune ogbllLKK, NnoasBaeHue
OTEYHOCTU HUKHUX KOHEeYHOCTeW. bbina
rocnutanm3snposaHa B fopoacKyto 6onbHMLy Ne 4 T.
TonbATTM (BbINWUCKA HE NPeaOoCTaBAEHA).

e Tepanma aHTUTMNEPTEH3UBHbIMU U ANYPETUYECKNMMU
NNeKapCTBEHHbIMK NpenapaTtamu bbina
HespPeKTUBHOM.

e 1o 2017 ropga y nynbMoOHO/1I0ra U Kapamnonora
He Habnganacb, HUYEM HE NEeYnNach.
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AHamHe3 3aboneBaHuUA:

e CHavana 2017 ropa — yxyaweHUe CoCToAHMUA,
nocTeneHHoOe HapacTaHMe oAbILWKKN, NOABNEHNE
CYXOro Kal/ifl, OTEKOB HUKHUX KOHEYHOCTEN, pe3Koe
CHUXEeHUE TONEPAHTHOCTM K GU3NYECKOWU HarpysKe.

e BHoabpe 2017 ropa (09.11.2017 r.) KOHCYNbTUPOBAHA
B HWN nynbmoHonormuum r. MockBbl, bbl1 yCTaHOBEH
anarHos HCUTI.

e Banpene 2018 camocTtosaTenbHo obpatmnnacb B CaHKT-
MeTepbypr, 8 HUN NHTepcTUUManbHbIX M opdaHHbIX
3a601€BaHNN NErkKUX, SKCTPEHHO rOCNMUTA/IN3UPOBAHA
C npuema.
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AHaMHe3 XU3HM:

PaHee paboTana meanUMHCKOMN CECTPOM

InuaaHamHes: KoHTaKTbl C UHGEKLMOHHbIMMU
6onbHbIMU, TYOEPKYNe3, renatnt, BUY, BeH.
3aboneBaHuA, NnepennBaHmnA KPOBU OTPULLAET

NepeHeceHHble 3aboneBaHuna: B netctese OPBU,
neTckne nHdekummn, 3abonesaHma B3pocaoro —
BPOHXUTDI

Annepronoruyeckum aHamHes 6e3 ocobeHHoOCTEN
HacnepcTtBeHHOCTb He OTAroLWEeHa
BpeaHble NPUBbIYKU OTPULIAET
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Mpu noctynneHuu:

Obuee cocToAHNE CPpeaHEN TAXKECTMN.

PocT: 164 cm, Bec: 90 Kr, HAEKC Mmaccbl Tena
33.5 (okunpeHue)

AKpouMnaHOo3

OTeKU HUKHMNX KOHEYHOCTEN A0 YPOBHA
BEPXHEN TPETU rONEHM

Mynbc: 121 ya./mud. Al: 105/70 mm pT. CT.

Sa0, 78% 6e3 O,-Tepanunu

AYCKY/1IbTaTUBHO: AbIXaHWe ANPPY3HO
ocnabneHo, Xxpmnos HeT
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KnnHuuecknun aHanms Kposu: 24.04.2018

SPUTPOLUTDI 5.8> 10%%/n
‘eMornobuH 133 r/n
IBeToBOM NoKa3atesnb  0.69 <

‘eMATOKpUT 46.2 > %
JleMKkouunTbl 11.2 > 10°/n

CoaeprKkaHne B KpOBU XKenesa, epputnHa, B12,
domMeBoUn KMCNOTbI B Npeaenax Hopmbl
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Buoxummnueckmnu aHanus Kposu: 24.04.2018

PedepeHCHbIN
NokasaTtenb Pesynbrar bep
LU ELEED]

KpeaTUHWH, MMONb/N 0,102 0,058-0,096
BunnpybuH obwmnin, MKmonb/n 22,5 0,5-20,5
BUnnpybuH npamoi, MKmonb/n 7,40 <5
C-peaKTUBHbIN 6enok, mr/n 45,20 0,10-8,20
nAar, Ea/n 206 200-450
[TTN, Ea/n 122 7-64

D-gumep, MKr/n 897 500
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OnpepeneHne KOC n rasos kKposu 24.04.2018

PedepeHCHbIN
NokasaTtenb Pesynbtar bep
LU ELGEED]

pH 7,32 7,35-7,45
pCO,, mm Hg 35,0 35,0-45,0
pO,, mm Hg 63,0 80,0-100,0

HCO3 act, mmonb/n 18,0 21,0-28,0
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9XO KI o1 27.04.2018

SARJTFOYEHUE: 9XO-npu3HaKu «nero4yHoro cepaua»:
pacLMPEHME NPaBbIX OTAEN0B, TMNepPTPoPmnA NPaBoro
Kenyao4vKa, NeroyHan runepTeH3na 3 cTeneHu
(cucronnueckoe gpasneHue B neroyHou aprepumn 80-85
MM pPT.CT.)
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KomnneKkcHoe uccneposaHue pyHKUUmn
BHewHero abixaHua (14.05.2018)

AbcontoTHoe % OT [AO/MKHOMU

NMNapameTp

3HayeHue Be/INYMUHDI
OEN (n) 4.08 79.2
OKEN (n) 2.26 69.0
00N (n) 1.82 97.1
OON1/OEN 44.60 122.3
71 co
(Mmonb/muH/KMa) /.38 AL

3aKA0YEHUE: PECTPUKTUBHBIN TUN CTPYKTYpPbI OE/]. 3HaunTenbHoe
CHUXeHue andePy3mMoHHOM cnoCOOHOCTM NEerkmnx 3a CHeT CBOMUCTB
MeMbBpPaHbl U YMEHbLUEHNA aNbBEONAPHOro obbema.
3HaYUTEe/IbHAA TMNOKCemMMA.

73



orzamiol 30 ZR0
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KT o1 30.06.2017

YBennyeHne pasmepos cepala 3a cyeT
paclWMpPeHns NpaBbIX U IEBbIX NONOCTEN

[MpWU3HAKKN NEeroYHOM rMNepTeH3nm
(yBennyeHune 2 ayrv no NneBOMY KOHTYpY,
pacnosioXKeHWe CTBO/IA IEFOYHOM apTepumn

M Ayrv aopTbl HAa OAHOM Cpese, paclumpeHme
ctBona (36 MM) 1 KpynHbIX BETBEN /IEFOYHOM
apTepumn, CKa4yoK Kannbpa), aedeKkTos
3aM0/IHEHUA KOHTPACTHbIM BELLLECTBOM
Nero4yHom apTepum 1 ee BETBEMN He BbISIBEHO

NvmdapgeHonatna
nepuTpaxeobpoHXnanbHbIX Fpynn
(He3HauMTeNbHas, CMMMeETPUYHan, 6e3
HapyLeHMs LEeNnoCTHOCTU Kancynbl, be3
M3MEHEHWA CTPYKTYPbI Y3/10B, C HaZIYMEM
B HUX PaBHOMEPHOIO HAaKOM/IEHUSA
KOHTPACTHOro BeLlecTsa)

[BYCTOPOHHME UHTEPCTULMANbHbIE
n3meHeHus (ycuneHune nepndepmuyeckoro
JIErOYHOTO UHTEPCTULMA C
NPEeUMYLLLECTBEHHbIM NOPAXKEHNEM BEPXHUX
oTaenos, GOpMMPOBAHMEM «COTOBOTO
JIEFTKOT0» C MENIKUM AMaMETPOM «COT»,
TPaKUMNOHHbIX BPOHX03KTa30B)

MO03an4yHOCTb IEFOYHOIO PUCYHKA 3a CYeT
nepdy3snMoHHbIX U BEHTUNALNOHHbIX

HapyLweHnn

[enaTocnneHomeranua ety
A
T |




KT o1 17.07.2017 mﬂ

e OTpuUATeNbHAA AMHAMMKE — |
HapacTaHWe NPU3HAKOB =
NErOYHOM rMNepTeH3UM

(cTBON NerovyHom apTepun —
38 mm, 6b1n 36 Mm)

* HapactaHue
cybnneBpanbHbIX
MHTEPCTULMANBHbIX
nameHeHnim — KT-KapTuHbl
«MaTOBOrO cTeKNa» (oTek
MHTEPCTMLUMNA, BHYTPUAONbKO-
BbI dnbpPO3, menkue
«COTbI»)

r.r:JJi




KT 01 02.10.2017 — 6e3 AHaMUKM




KT ot 24.04.2018 | BAOX BblAOX

* OTpuuyaTtenbHaA
ANHAMMKA — HapacTaHue
NPOTAXKEHHOCTH
«COTOBOrO JIErKOro»

* I3ameHeHuA
NNOKa/IN3YHoTCA
NpPenMyLLEeCTBEHHO
B BEPXHUX U CpeaHUX
NNEeroYHbIX nonsax,

Nydule BM3yanansmnpyroTca
npu nposeaeHnn
OYHKLMOHANbHOIO
KT-uccnepoBaHus
«Ha BblooOXe»

* TpaKUMOHHbIE
H6POHX03KTa3bl

* JleroyHan
rmnepTeHs3uns

* Mepdy3noOHHbIE - . -
HapyLeHus



14.05.2018: OPIKT nerkux c Tc-MAA

3HauuTeIbHble HapYyLeHUA
MUKPOLMPKYNALNN

B npaBOmM nerkom MMKPOUMPKYIALNA
NPaKTUYECKM OTCYTCTBYET B NpOeKummn
BEepPXHeWN A0nu, n B S4, HepaBHOMEPHO
CHMXeHa nepdy3na B 6a3anbHbIX
cermeHTax

B neBOM Nerkom MUKPOLMPRYNALUA
3HAYNTENbHO CHUXKEHA B NPOEKLUN
BEpXHen Aoau, B npoeKkummn S9 BbiABNEH
AedeKkT nepPysmm HenpaBubHOM
dopmbil.

CumHTUTPAPUYECKMIN KOHTYP NIETKMX MO
3agHen megmnactmMHabHOM NOBEPXHOCTU
N3MeHeH (yBenndyeHHble B/rpyaHble
n/y3nbl). lepeKrtos HanonHeHnsa PO
TPeyronbHOW GOpPMbl HE BbIABNEHO,

4YTO NO3BOSIAET UCKNUYNTD TIJIA

CumHTUrpadmyeckan KapTMHa MOXKeET
COOTBETCTBOBATb MHTEPCTULMAIBHOMN

NnaTonormMn nerknux
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ObcyKaeHne Ha KAMHU4YecKom pasbope

[TpoBoaunacb anpdpepeHumanbHasn
ANarHoCTUKa, npeanosiaraeémble ANArHo3bil:

° MNanonaTnyeckmnm neroyHoi pubpos

e ®Onbpo3HaAa ctaama HecrneumnPmnyecKou
MHTEPCTULMANBHON NHEBMOHUM

° [MNep4yBCTBUTENbHbIM MHEBMOHUT

e CapKoupao3s opraHos AbixaHusa (IV ctagus)
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Nanonatuueckum nerovyHoin pmbpos

lNpu3HaKu, xapakrtepHble lNpu3HaKu, He xapakKTepHble
ana U1o ana UNo

NHcnupaTopHasa oablLLKa

PeCTpUKTUBHbIE U
ANPPY3NOHHbIE HAPYLLUEHMA
NIErOYHOWN PYHKLUMK

PeTUKynApHble usmeHeHnA Ha KT

«CoTtoBoe nerkoe»

TpaKUuMOHHble BPOHX03KTa3bl

eHcKum non

OnntenbHbIN aHaMHe3
3aboneBaHusa (c 1987 r.)

OTCcyTCTBUE KPENMUTUPYIOLLUX
XpUnos

N3meHeHuA npenmyLlLectBeHHO
B BEPXHUX OTAENNaX

BbicOKOe naBneHune B IErO4YHOMN
aptepum (80-85 mm pT.CT)
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AHanu3 peHTreHON0rM4YecKkoro apxmsa — BosIHOOb6pa3Hoe TeyeHue
numdageHonaTtMm nepuTpaxeobpoHXuanbHbIX rpynn
n nepuanmdaTtmyeckon guccemmHauum B 1€ro4HOM TKaHU

S o . 2
| i p
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05.1988
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[ANarHo3: capkonpaos c nopa*KeHuem sierkux
(bnbposupyrowan popma)
OnntenbHbin aHamHe3 ¢ 1987 .
HHeHCcKnn non n monoaomn Bo3pact

PeHTreHonorm4yeckas KapTuHa B Hayane 3aboneBaHus:
BHYTPUrpyaAHasa anmdaaeHonatusa, nepmammeaTtnyeckas
ANCCEMUHALUMNA B 1ErOYHOMN TKaHU, BOIHOOOpPa3Hoe
TeYyeHue npouecca, perpecc U3MeHeHUn Ha PpoHe
nposognmon KCT

JTokannsauma U3MeHEHUN B BEPXHUX OTAENaX,
NPENMyLLEeCTBEHHO NEPUOPOHXOBACKYIAPHbIA TUM
bNOPO3HLIX USMEHEHUIN, MMHUMAIbHOE MPOAB/IEHUE
«COTOBOTFO JIETKOro»

82



e HakonneHue onbiTa KAMHUKO-/TYy4EBOTO
ob6cnenoBaHUA 60/IbHbIX CAPKOUA030M
OPraHoOB AbIXaHWA NPUBEJIO K BbIABIEHUIO
PeaKNX NYYEBBLIX N KIIMHUYECKNX popm
TeyeHunna 3abosieBaHMA, KOTOPbIE C/IOMKHbI
B AMArHOCTUKE, TPEOYIOT U3MEHEHUS
NIMNArHOCTUYECKOTo a/I0PUTMa M NOAX040B
K N1e4YeHuto.
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bnaropapto 3a BHUMaAHUe

bnaropgapto 3a COTpyaHMNYECTBO

PykoBogutena un cotpyaHukos HNN
MHTEPCTULUMNANBHDBIX U OPPaHHbIX 3ab0NeBaAHNM
nerkmx NCN6IrMy mm. akaa. WU.MN. Nasnosa

npod. MnbKosuua M.M.
K.M.H. HoBuKosy J1.H.
K.M.H. bapaHosy O.[1.
aA.m.H. Opnosy [.I1.
dpugnanpa A.K.
Apuesy E.D.
Ryapawosy T.[.
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