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MPOrPECYIOYUIN CAPKOIA03 JIETEHb
€. 0. MepeHkoea
Pestome

Mporpecytounii capkoigo3 nereHb (Advanced pulmonary sarcoidosis)
CNOCTepPIiraETbCA He MeHLL HiX Y 5-6 % BCix XBOPUX Ha CapKoif03 opraHis
AnXaHHA. AKLLO i3 3aranbHOro Yncna XBOprX BUKIOYNTY BUNAAKN CapKoi-
no3y | ctapii (i3onboBaHa nprkopeHeBa NimdbageHonaTis), To YacToTa Npo-
rpecyloyoro capKkoifo3sy y XBopux 3 ypakeHHAM napeHximu nereHis (Il 1l
cTagii) 3poctae go 12-15 %.

Mporpecytounii Capkoigo3 nereHb TPUBaNuiA Yac Moxe nepebirati 3
MiHIManbHUMK KNiHIYHMMW NPOABaMM i NMLLE Ha eTani PO3BUTKY noLuvpe-
Horo ¢ibpo3y nereHb 3 rpybUMK NOPYLIEHHAMY apXiTeKTypu, GopmMyBaH-
HAM TpaKLUiHUX BPOHXOEKTa3iB i CTeHO3iB NoBiTpenpoBigHKX wnsaxis (IV
cTapis — End stage sarcoidosis) po3BuBa€ETbCA TAXKKa pecnipaTopHa Hepo-
CTaTHICTb.

OpHi€to 3 NpUYMH Nporpecyloyoro nepebiry capkoigosy € nisHaA giar-
HOCTMKa i, AK HAaCNiAoK, BifCyTHICTb cneundiyHoi Tepanii. Hanbinbw yacto
Le o6ymMOBSIEHO BCTaHOBJIEHHAM MOMW/IKOBOrO AiarHo3y Tyb6epKysibo3y
fiereHb i NPoBeAeHHAM TpUBaol NPOTUTY6epKyNbo3HOI Tepanil.

BinbL cepiio3HOI MPUYMHOK PO3BUTKY MPOrpecyoyoro capkoigosy
NereHb € Pe3nCTeHTHICTb [0 NiKyBaHHA ritokokopTukocTepoigamm (TKC). Y
BififiNeHHi iHTepCTMLianbHNX 3aXBOPIOBaHb nereHb HauioHanbHOro iHCTu-
TyTy $pTr3iaTpii i nynbmoHonorii im. ®. . AHoBcbKoro 6yno obcrexeHo 185
XBOPMX BNepLue BUABNEHNM CapKOif030M 3 ypaXKeHHAM NapeHXimu nereHbo.

[nioKOKOPTMKOCTEPOIAHA (MEeTUANPESHI30/I0H) i iMyHOCynpecnBHa
(meToTpekcaT) Tepania nposoAwmnacAa BIAMNOBIAHO [O MONOXEHb
YHidikoBaHOro KniHiyHoro npotokony «CapKoigos».

Y pe3ynbTaTi BCTAHOBMEHO, WO pe3ncTeHTHicTb Ao MKC-tepanii cno-
cTepiranaca y 32 (17,3 %) xBopux, Npu UboMy Yy 9 naui€eHTiB Big3Havanaca
abConoTHa Pe3nCTeHTHICTb, ¥ 23 — BigHOCHa. PesucteHTHicTb go MKC-
Tepanii 6yna HanbinbL YacTo NPUYMHOI NMPU3HAYEHHA MeTOTpeKcaTy.

Y cTaTTi NnpeacTaBneHo onuc ABOX BUMAAKIB MPOrpecyovoro capKkoi-
[103y NlereHb, OQUH 3 AKUX € HAaCNiAKOM BiACYTHOCTI cneumndiyHoi Tepanii B
3B'A3KY 3 MNi3HbOI [1iarHOCTMKOIO 3aXBOPIOBAHHSA, a IHWWIN — pe3ynbTaToM
abcontoTHOT pe3uncteHTHOCTI fo KC-Tepanil.

Knioyoei cnoea: nporpecyounii Capkoifos fiereHb, Pe3nCTEHTHICTb
[10 IMIOKOKOPTMKOCTEPOigHOI Tepanii.
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ADVANCED PULMONARY SARCOIDOSIS
E. A. Merenkova
Abstract

Advanced pulmonary sarcoidosis is observed in less than 5-6 % of all
patients with pulmonary sarcoidosis. If stage | sarcoidosis (root
lymphadenopathy) were excluded from total number of the disease cases,
than the prevalence of advanced pulmonary sarcoidosis with lung
parenchyma lesions (stages Il and ) would increase to 12-15 %.

Advanced pulmonary sarcoidosis may long time manifest with
minimal clinical signs and only at the stage of extensive pulmonary fibrosis
with rough disturbances of lung architecture in form of traction
bronchiectases and stenosis of bronchi (stage IV or end stage sarcoidosis)
a severe respiratory failure appears.

Late diagnosis and, as a consequence of this, a hesitation with a start
of specific therapy, is a major cause of advanced pulmonary sarcoidosis. In
most cases a wrong diagnosis of pulmonary tuberculosis is established and
long-term anti-tuberculosis therapy conducted.

A resistance to glucocorticosteroids (GCS) is more serious cause of
advanced pulmonary sarcoidosis.

185 patients with newly diagnosed pulmonary sarcoidosis were
examined at interstitial lung diseases department of F. G. Yanovsky
National Institute of phthisiology and pulmonology. Glucocorticosteroid
(methylprednisolone) and immunosuppressive therapy (methotrexate)
were administered in accordance with Unified clinical protocol
“Sarcoidosis”.

The results demonstrated the resistance to GCS in 32 (17,3 %)
patients; in 9 of them — absolute resistance, in 23 — relative resistance.
GCS resistance was a most frequent indication for methotrexate
administration.

Two cases of advanced pulmonary sarcoidosis are presented in
current report. One of them is an example of delay of specific therapy due
to late diagnosis. Another case illustrates an absolute GCS-resistance.

Key words: advanced pulmonary sarcoidosis, glucocrticosteroid
resistance.

Ukr. Pulmonol. J. 2017; 1:25-30.
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Mporpeccupytowmn capkongos nerkux (Advanced
pulmonary sarcoidosis) Habniogaetca He MeHee uem y 5-6
% BCex 60NbHbIX CApPKOMA030M OpPraHoB AbixaHuA [1, 2, 3, 4].
Ecnu 13 obuero yncna 60nbHbIX NCKIOUYNTD ClyYan capko-
npo3a | ctagumn (M3onMpoBaHHasa nNpukopHerasa nuMmoage-
HoMmaTtuA), TO YacToTa NPOrpeccUpyoLlero capkomgosa y
60/1bHbIX C NopakeHnem napenxmmbl nerkux (Il v lll cragum)
Bo3pacTaet fo 12-15 % [5, 6].

Mporpeccrpyowmii capkonaos nerkux AnutenibHoe
BPEMS MOXKET MPOTeKaTb C MUHUMAJTbHBIMU KIUHNYECKUMM
NPOSABMEHUAMM U NULWb Ha 3Tane pPasBMTUA pacnpocTpa-

©. MepeHkoBa E. A, 2017

HeHHoro ¢1bpo3a nerkmx ¢ rpyobIMK HapyLLUEHVAMMN apXu-
TEKTYPbl Nerknx ¢ GopmmnpoBaHMem TPaKLMOHHbIX BPOHXO-
SKTa30B U CTEHO30B BO3dyxonposoaawmx nyten (IV ctagua
— End stage sarcoidosis) pa3BuBaeTca Taxenaa pecnvpa-
TOPHaA HeJoCTaTOYHOCTD [3].

OnHOM 13 NPUYMH NPOrpPeccrpyoLero TeYeHna capKo-
ngosa ABNAETCA MO3LHAA AMArHOCTMKA U, Kak cnepfcTsue,
oTcyTcTBME creunduyeckon Tepanum. Hambonee yacto a31o
06YyC/IOBIeHO  yCTaHOBNEHWEeM OWKOOYHOro [JrarHo3a
TybepKynesa nerkux 1 nposefieHnemM SinTesIbHON NPOTUBO-
TybepkynesHol Tepanuu. Mo Hawwum AaHHbIM [7], YacToTa
OLWNOOYHOro ANarHo3a ANCCEMMHNPOBAHHOIO Ty6epKynesa
nerkmx y 6onbHbix capkovgo3om lll cragum pocturaet 40 %.
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Hwxe npenctaBneHo onmcaHve KIMHUYECKOTO Ciyvas
MPOrpeccupyloLero capkomaosa Jierkux, Pa3BUBLIErocs
BC/IeZICTBUE FPpyOOI ANarHoCTMYeCKom oWwmnoKu.

KnuHunuyeckun cnyvanm 1

MauuneHTKa P., 1977 ropa poxaeHus, 6bina HanpasneHa
B HaumoHanbHbIN MHCTUTYT GTU3MATPUK U MYSIbBMOHOJIOM N
um. @. T. AHoBckoro HAMH YkpawnHbl (HUOM HAMHY) ana
YTOUHEHUS AMArHO3a 1 onpefeneHns TaKTUKU JIeYeHN .

BonbHas »anoBanacb Ha OfblLIKY Npy Xxoabbe Ha pac-
cTtoAHMe go 50 M Mo POBHOWM MECTHOCTU, MEPUOANYECKN
UYBCTBO XKEHWA 3a rpyAanHON Npu GU3NYeCKon Harpyske,
OTEUHOCTb FOJIEHEN 1 CTOM B BeUEepHee BPEMS, BblParkeH-
Hyto 06LLyt0 cnabocTb 1 yTOMAAEMOCTb.

AHamHe3 3aboneBaHus. B 2003 rogy nosiBunack obuas
1abocTb, ObicTpas yTomnAaemocTb. [py ocMOTpe rMHeKo-
JIOrOM BbIsIBJIEHA KMCTA NIEBOTO ANYHMKA. [ocne geTtanbHo-
ro obcnegoBaHua Obl1 YCTAHOBNEH AMArHO3: BbICOKOAMG-
bepeHUMpPOoBaHHAA aleHOKapLMHOMa MaTKV C pacnpocTpa-
HEHVEM Ha LepBUKalbHbI KaHan. B oktabpe 2003 ropa
6bl1a NpoBefeHa onepaunsa MAHTMCTEPIKTOMUN, MPOLLSIA
KypC XvMrnoTepanuu.

B deBpane 2009 roga npu npodunakTnyeckon ¢noo-
porpadumn opraHoB rpyaHON NOMOCTY Obln BbIsSIBEH fucCe-
MUWHMPOBaHHbI NpoLecc B nerkrx. C yueTom AaHHbIX aHaM-
He3a Oblla HazHauyeHa GUOMNCUsA NErKKX, OT KOTopol 60sb-
HaA OTKa3anachb.

B mapTe 2009 roga nayneHTKe NpoBeAeHa KOMMNbTepP-
Has Tomorpadus opraHoB rpygHoun nonoctu (KT OFN).
3aknoueHme: ANCCEMUHMPOBAHHDIV MPOLECC B NIETKKX; yBe-
nnyeHne numoaTUYECKUX Y3N0B cpepocTeHus. bonbuie
JaHHbIX 3@ IMMQPOTreHHbIN AVCCEMUHUPOBAHHDBIN TybepKy-
ne3 B ¢ase nHoGUNbTPaLMn.

Ha pucyHke 1A npepcraBfieH akcunanbHbIN cpe3 TOMOr-
pamMmbl Ha YPOBHE MpaBon NeroYHoOn apTepumn.

HecmoTps Ha HM3KOEe KauyecTBO M300pakeHws, mony-
YEHHOr0 C PEHTFEHOBCKOW MNEHKN, Ha PUCYHKE NMPUCYTCT-
BYIOT KaK MVHMMYM [1Ba BblcOKocneundunuHbix KT-npr3Haka
capkoupo3a — [BYCTOPOHHSA NPUKOpHeBas numdageHo-
naTus 1 pacnpeperneHne y3enkoBol AUCCEMHALMN BAOMb
OGPOHX0-COCYANCTbIX MYUYKOB C 0O0pa3oBaHMEM YeTKOObOpa3-
HbIX yTONWeHui [4, 8]. BmecTe ¢ Tem 6051bHON GbIT yCTaHOB-

NEH OLWMOOYHBIN AMArHO3 AUCCEMUHMPOBAHHOIO TyOepKy-
ne3a nerkux, Ha3HauyeHa NpPoTMBOTYbepKyne3Hasa Tepanus,
KoTopasi 6blila oTMeHeHa TonbKo vepes 1,5 (!) roga B cBA3n
C OTCYTCTBMEM MONOXKUTENBHOTO dbdeKTa.

Cnepys pekomeHpaumam GT3MaTPOB, NALMEHTKA exXe-
rofHO MpPOXoAna PEHTFEHOBCKOe 0bcnefoBaHNe, pe3yrib-
TaTbl KOTOPOrO TPAKTOBANINCb KaK OTCYTCTBME AVHAMUKMU
NaToNOrMyYeCcKUX U3MeHeHUN.

CyulecTBeHHOE YXy[LUeHMe CaMOYYBCTBMA OTMeYaeT C
vioHst 2016 ropa: ycununacb OfplllKa, CTany 6ecrnokouTtb
nepuoguyeckue 605 3a rpyanHon npu Granyeckom Harpys-
Ke, NOABMIACh OTEYHOCTb FOSIEHEN 1 CTOMN B BEYEPHEE BPEMA.

AHamHe3 XnsHu. B getcTBe pocna n passmBanacb HOp-
MasibHo. Hukorga He Kypuna. MpodeccroHanbHbIX BpegHo-
cTen He 6bino. MNpoXKMBaeT B 30HE PaAUOSIOrMYECKOrO
KOHTponA. Annepruyeckas peakuus B BUAe aHIMOHEBPOTU-
YeCcKOoro oTeka Ha neHnUuInHbL. CBEAEHWIN O XPOHNYECKNX
3aboneBaHNsAX  NErKMX Y  POACTBEHHUKOB  HeT.
ConyTcTByiOLLMX 3a00/I€BAHNI HET.

O6beKTNBHO: obllee COCTOsHME CpefHelN CTeneHu
TAXeCTn. KoXa 1 BuanmMble Cm3nctble 060nouKkn bnegHble,
6e3 BbicbinaHui. Mepudepuueckre numopaTryeckme y3sbl
He yBsenuueHbl. Macca Tena — 65 Kr, poct — 169 cm.
Temnepatypa Tena — 36,5 °C. Y — 17 B mmH. YCC — 84 B
MUH. Al — 107/76 mm pT. cT. [IbixaHne oclabneHHoe Be3u-
KYNApHOe, Haj HVKHUMW OTAenamMu Nerkux Tpeckyuyne
xpunbl. TOHbI cepAua PUTMUYHbIE, MPUMMYyLWeHbl. KNBOT
MSArKWA, 6€30051e3HEHHDbIN MPpY Nanbnayuu. MeyeHb He yBe-
nuyeHa. NacTto3HOCTb roneHen n cTon.

KomnbloTepHas Tomorpapus BbICOKOrO pa3peLleHus
— KTBP (pwc. 1B). bunatepanbHo B nierkux, 6onblue B BEpPX-
HUX OTAEenax, onpedenAaeTcaA 3HAUYUTENbHOE YCUSIeHUe U
ceTyato-AYeuncTan gedopmalmsa NEFOYHOTO PUCYHKA 3a
CYET MHTepPCTUUMANbHOro ¢pnbpo3a, paclmpeHrie n gedpop-
MaLusi OPOHXOB B BUAE LUWINHAPUNUYECKUX OPOHXOIKTA30B,
YUYaCTKOB OrpPaHUYeHHOro nMHeBModr6po3a (B NMpUKopHe-
BblX 30Hax). PaclumpeHbl BETBU NIeroYyHOM apTepumn Ao 4-ro
nopspka. BHyTpurpyaHble numdaTtnyecke y3nbl He yBenu-
YeHbl, HeKOTOpble C KanbUMHaTaMW. Tpaxes U KpyrnHble
OGPOHXM NPOXoAMMbI. B mneBpanbHbIX MOMOCTAX XKULKOCTb
He onpepgendaeTcs.

3aknouveHmne: Capkongos opraHoB ApixaHus, IV ctagma.

Study date: 21.11.2016

Puc. 1. KT Ol 6onbHoli P., 1977 200a poxdenus. A — capkoudos Il cmaduu: 08ycmopoHHAA npuKopHeeas
num¢padeHonamus, y3enkoeas oucceMuHayus ¢ pacnpedesieHUeM y3esikoe 800J1b 6pOHX0-cocyoucmeoix
nyykoe ¢ obpasosaHuem 4emkoob6pasHbix ymonuwjeHuli (cmpenka); b — capkoudos IV cmaduu: pacnpo-
cmpaHeHHbIli 04a208bili U UHMepCMUYUAaIbHbIl hubpo3 e2Kux ¢ MpakyuoHHbIMU GpoHX03KmMasamu.
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CnnpomeTpuA: »KM3HeHHasa eMmkocTb nerkmx (VC) —
46,1 % pomkHon, ¢opcnpoBaHHaa VC (FVC) — 47,0 %,
o6bem GopcrpoBaHHOrO BblAOXa 3a NepByto cekyHAay (FEV,)
— 45,3 %, nipekc l'eHcnepa (FEV,/FVC) — 83,5 % (ymepeH-
HOEe CHWXEeHWe BEHTUNALUUOHHOW OYHKUUU NErkux no
PEeCTPUKTUBHOMY TUMY).

IndoysnoHHas cnocobHocTb nerknx: DLCO — 27,5 %
(pe3ko CHUXeHa).

IxoKapauorpadus: nprsHaKku J1eroYHon rmnepTeH3NN.

Pe3ynbTaTbl GIOXMMUYECKOTO aHanm3a KpoBu 6e3 oco-
6eHHOCTen. OB aHaNn3 KPOoBW: nekoneHus (3,1x10°%/n),
numooneHusa (15,8 %), Npr3HaKM KOMMNEHCATOPHOro 3pu-
TpoUUTO3a (3pUTPOLUTLI — 5,28%10'2/n), CO3 -24 MMOSIL/NI.

bonbHOM ycTaHOBNEH KAMHWYECKUI JMarHO3: capkou-
003 opraHoB AbixaHus, IV ctagunsa, pecnupatopHasa HegocTa-
TouHOCTb (MRC3), XpoHnyeckoe neroyHoe cepaue.

MaymeHTKe Ha3HAYEHO CMMMTOMATMYECKOe JeyeHue:
bypocemngi, TUBOPTUH, NPEAYKTa, KapaAvoMarHu.

Mo3gHAA AmarHocTMKa capkoupgo3a U, Kak ClefcTeue,
OTCYTCTBME Crneuuduuyeckor Tepanun B AaHHOM cJlyyae
CBfA3aHbl C HU3KMM NPOdECCUOHANIbHBIM YPOBHEM BpaYel,
YTO ABNAETCA PACNPOCTPAHEHHbBIM ABJIEHMEM, HO BMECTe C
TEM OTHOCUTCA K pa3psgy pellaembix npobnem. bonee
Cepbe3HON NPUYMHOWN Pa3BUTKA NPOrpeccrpyoLero cap-
KOMA03a NIerknx ABAAETCA Pe3NCTEHTHOCTb K JIEUEHNIO T10-
KokopTukoctepoungamu (FKC).

PesncteHtHocTb K TKC-Tepanuum nopgpasgenserca Ha
abCoOMIOTHYIO 1 OTHOCUTENbHYIO [9].

K cnyyasm abconoTHOM Pe3nCTEHTHOCTU OTHOCATCA:
1) 60nbHble C MPY3HAKaMM MPOrPeccrpPOBaAHA CApKOMZ03a
Mo AaHHbIM KINHUKO-QYHKLMOHANIbHOrO 06Cef0BaHUs 1
KTBP yepes 3 mec neyeHna metunnpegHunsonoHom (MI1) no
cxeme, NpeAcTaBlieHHONW B YHMOUUMPOBAHHOM KiUHMYe-
ckom npoTokone «Capkongo3» [10]: MI B po3se 0,4 mr/kr/
CYT B TeUeHVe NepBoro mecaua C NoceayloLWmnM CHUXKEHN-
em po3bl go 0,2 Mr/Kr/cyT K KOHUYy TpeTbero mecaua;
2) naumeHTbl C OTCYTCTBMEM NPU3HAKOB perpeccumn yepes 6
Mec neyeHunsa no cxeme: Ml B TeueHme nepebix 3 MmecC Tepa-
nuun B yKa3aHHOM Bblilwe pexunme, Ml B TeueHune nocneayio-
wmx 3 mec B gose 0,2 Mr/Kr/cyT B cOYeTaHnn C rMapoOKCU-
XMOpPOXrHOM Mo 200 mr 2 pas3a B CyTKW. Takum obpasom,
abCoNoTHaA Pe3NCTEHTHOCTb O3HAYAET OTCYTCTBME KAKOro-
NM60 NONOXNTENTbHOTO 3bPeKTa NpY NCNONb30BaHUN afleK-
BaTHbIX 403 NPEenapaToB 1 PEXNMOB Tepanuu.

OTHocuTenbHaa pe3ncteHTHOCTb K TKC-Tepannn Kow-
CTaTUPYeTCA B CJIyYasix NPOrpeccupoBaHus unv ctabunmsa-
LM npouecca npu cHyxkeHun go3bl MIMN go nogaep»kmBato-
wew (0,1 Mr/Kr/cyT) Npu HaNMYMN NPU3HAKOB Perpeccum Ha
3Tanax CTapTOBOW Tepanuu npu mcnonb3oBaHun MI1 B
repBOHayvanbHO OoNee BbICOKMX JO3ax.

B cnyyaax HanuumAa NpoTMBOMOKAa3aHWUN, Cepbe3HbIX
NMoOOUHBbIX AENCTBUN 1 pe3ncTeHTHocTu K [KC-Tepanuu
Ha3HayvaloTCA NpenapaTtbl BTOPOWN IMHNN, OCHOBHOE MeCTO
cpean KOTOPbIX 3aHMMAKT MMMYHOCYNPECCaHTbl — MeTO-
TpeKcaT, azaTMonpuH n nepnyHomug [10].

B oTpeneHun nHTepcTULManbHbIX 3a001eBaHUN Nerkmx
HU®M Hamu 6bino ob6cnenoBaHo 185 60MbHbBIX Capkouao-
30M C MOPaXKeHEM MapeHXUMbl nerkux — 80 My>KuuH (43,2
%) 1 105 xeHwWwwH (56,8 %) B Bo3pacTe oT 20 fo 67 net (42,3
+ 0,8 roga). Il ctapus 3aboneBaHuA 6bina yctaHoBneHay 173

(93,5 %) 60nbHbIX, Il cTagna —y 12 (6,5 %). Y Bcex nauuneH-
TOB [IMArHO3 CapKoupao3a OpraHoB AbixaHusi Obin Bepudu-
uupoBaH pesynbTatamu KTBP.

Mpy oTbope 6OMbHBIX CTPOro NPUAEPKMBANIUCH ABYX
MPUHLMUMNOB: BO-MEPBbIX, B UCCIELOBaHUE BKIIOYANINCH
MauneHTbl TOMIbKO BMEpPBble BbIABMEHHbIM CapKOVMA030M
6e3 Kakon-nmbo npepawecTByoLeln cneyndryeckon Tepa-
nyK; BO-BTOPbIX, BaXKHbIM KpuTepmem oT60pa, NO3BONAI0-
MM C MAKCMMAJIbHO BO3MOXHOCTbIO MCKIOUNTb OObHbIX
C AJINTENbHO TEKyWUM MNpoLeccoM, Obino oTcyTCcTBME
KT-npu3HakoB MHTepCTULMANbHOTO ¢pubposa nerkux.

B Tabnuue npeacTtaBneHo pacnpepeneHue 605bHbIX B
3aBUCMOCTY oT cocTaBa dbapmakoTepanuu.
[MIOKOKOPTUKOCTepOUAHaA (METUIMPELHN3OMNOH) U MMY-
HOCynpeccuBHaa (MeToTpeKcaT) Tepanusa nposoaunacb B
COOTBETCTBUY C MONOXKEHUAMMN YHNOULNPOBAHHOTO KINHN-
yeckoro npoTokona «Capkongo3s» [10].

Tabnuya
PacnpepeneHune 60nbHbIX BriepBble BbIABIEHHbIM CapKongo-
30m opraHoB AbixaHus lI-1ll cragun B 3aBcMmocTn oT cocTa-
Ba ¢papmaKoTepanum
KonunuectBo
KaTeropus 60/bHbIX B 3aBUCMMOCTY 6ONBHDBIX
OT cocTaBa papmakoTepanum a6c. %
MMmyHocynpeccrBHadA Tepanusa B CBA3N C 23 124
npoTtuBonokasaHuamu K N'lKC !
MMmyHocynpeccrBHaa Tepanusa B CBA3N C 5 27
cepbe3HbIMU NOH6OUHbIMK AercTBuAMN MKC !
MMmyHocynpeccrBHaa Tepanua B CBA3N C 32 173
Pe3nCTeHTHOCTbIO K neyeHmio NKC !
IKC-tepanus (ycnewHas) 125 67,6
Bcero navuneHToB C BNepBble BbIABIEHHbBIM 185 100
capkomngosom lI-lll cragmm

Kak BugHoO 13 Tabnuubl, Hanbonee yacton NPUYNHON
Ha3HaueHUsi MeToTpeKcaTa Oblna pe3ncTeHTHoCTb K TKC-
Tepanuu (32 6onbHbIX — 17,3 %). Mpw 3ToM y 9 naumeHToB
oTMeuanacb abconoTHasA Pe3nNCTEHTHOCTb, y 23 — OTHOCK-
TenbHasA.

KnuHnueckoe HabniofeHne 2 [eMOHCTpUpYeT ciydal
nporpeccrpymroLero capkomaosa nerkmx, 06ycnoBneHHoro
PE3UCTEHTHOCTbIO HE TOJbKO K MIOKOKOPTUKOCTEPOUAHON,
HO M K MIMMYHOCYNPEeCCUBHON Tepanuu.

KnuHunuyeckuin cnyvamn 2

MaymenT C., 1988 roga poXKaeHUA, HanpaBieH Ha KOH-
cynbTaumio B HAOIM HAMHY c »kanobamu Ha cyxoi Kaluenb,
MOBbILEHHYIO YTOMIAEMOCTb, MOTAUBOCTb, O6LWylo Cna-
60CTb.

AHamHe3 3aboneBaHuA. B 2011 rogy nayueHTy no faH-
Hbim KT OITl ycTtaHOBneH gmarHo3 capkoupo3a OpraHoB
AbixaHua | ctagun. JleueHne npoBoannoOCh Aenaruiaom no
250 mMr 2 pasa B CyTKM B TeueHne 6 mecAues. PeHTreHonoru-
YeCKWUin KOHTPOSb pe3yNibTaToB JIeUeHWA He NPOBOAWNCA.
Co cnoB 6051bHOrO, Ka106 B MOMEHT yCTaHOB/IEH WA ANarHo-
3a 1 Noc/e 3aBepLlUeHna Tepanum He Bbino.

B pekabpe 2013 rogy noasunca cyxon Kawenb. [pu
PEHTreHoNorMYeckom KCcejoBaHUN BblAB/IeHa [BYCTO-
POHHAA MenKoouarosas AncceMmMHaLma, ysenmyeHune npu-
KOpHeBbIX TIMMdaTNYeCcKnX y3noB bunatepanbHo. MauneHTy
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Obl1 Ha3Ha4YeH MeTWNNPEeOHM3ONOH Mo 24 Mr B CYTKU B
TeueHue 1 mecALa C NoCNeyoWNM CHUXKEHMEM [03bl MO 2
Mr B 2 HEeflenv 0 NONHOM OTMeHbI (B aBrycte 2014). O6bwan
anutenbHocTb FKC-Tepanuu coctaBuna 7 mecaues. Ha ¢oHe
neyeHma nepectan 6GecnokouTb Kawenb. PeHTreHono-
rMYECKNIA KOHTPOMb MO HEN3BECTHLIM MPUUYNHAM He NPOBO-
avncs.

B ¢eBpane 2015 nocne nepeoxnakaeHma nosbicunachb
Temnepatypa Tena fo 38° C, NosABuIICcA cyxoli Kallesb, CTasa
6ecnokonTb ofblwKa nNpu Gprsnyeckor Harpyske. bonbHom
Obl1 FOCMUTaNU3MpPOBaH B CTaLMOHAP MO MeCTY KUTEeNbCT-
Ba. B pe3ynbTate npoBepgeHHoro o6cnenosaHusa (obLweknu-
Huyeckme metopbl, KT OITI, 6poHxockonuA) 6bin ycTaHOB-
NeH JuarHos: BHe6ONbHMYHAA NMHEBMOHUA CpefHen [onu
NpaBoro NIErkoro, HeTAXesoe TeYeHne; CApKoMA03 OpraHoB
abixaHus, |l ctapgma. MNocne npoeefeHnsa aHTMbGaKTepuranb-
HOW Tepanuu Obi HazHaueH mMeTunnpegHusonoH (M) 32
MF B CYTKW, KOTOPbIV NauMeHT Hayan npuHumaTth 24 despa-
na 2015.

AHamHe3 Xn3HW. B paHHeM Bo3pacTe poc 1 pa3BuBasca
HopMmanbHo. Hukoraa He Kypui. lMpodeccrnoHanbHbIX Bpea-
HOCTel HeT U He 6bino. ANnepronornyecknii aHaMHes He
oTArouleH. ConyTcTBytowmx 3aboneBaHnii HeT. CBeAeHUI O
XPOHUNYECKNX 3ab0neBaHUAX Nerknx y POACTBEHHNKOB HeT.

O6beKTMBHO: 0bLLee COCTOAHME NaLumeHTa ya0BIeTBO-
putenbHoe. vnepcTeHnk. Koxa v BrMAUMble CIM3NUCTblE
060504KkM 6e3 BbicbiNnaHuii. Mepudpepuueckne numdbaTtnye-
CKue y3nbl He yBenmyeHbl. Bec — 100 kr, poct — 180 cm.
Temnepatypa Tena — 36,8 °C. Y44 — 19 B muH. YCC — 84
B MUH. Al — 134/80 mm pT cT. [lbixaHne Be3uKynsapHoe.
ToHbl cepAua PUTMUYHbIE, MpUrAyLweHbl. XKUBOT MATKUNA,
6e360ne3HeHHbIV Npu Nanbnauyun. NeyeHb BbICTynaeT m3-
nop pebepHon gyrn Ha 2—-4 cm, Kpari 6e3601e3HEeHHbIV Npu
nanbnaymmn. OTeKoB HerT.

KTBP OIT ot 06.03.2015 (puc. 2 a — npaBoe nerkoe,
aKcmasnbHbI cpe3 Ha YpoBHe budypKaLmm Tpaxen; Ha scex
nocnedylowux pucyHKax npeocmasseHsl UOeHMUYHble
cpesbl, No3gonAUUe 065eKMUBHO OUeHUMb OUHAMUKY Npo-
yecca): B CpepHuX oTaenax j1eBoro f1erkoro — HeMHOrouumc-
NEeHHble MeNKne y3enku, cnpaBa — MesKne y3enku B 6ob-
LIOM KONMYecTBe, eiHNYHble — bornee KpyMnHble; y4acToK

| Study date: 26.05.2015 0

Study date: 06.03.2015

Puc. 2. KTBP 6onbHo20 C., capkoudo3 op2aHoe dvixaHus, Il cmadus.

KOHCOnMAaauum B S, CNpaBa; 3HAYMTENIbHO YBesuYeHbI
6poHxonyNbMoHanbHble numdaTUyeckne y3nbl ¢ obeunx
CTOPOH, MapaTpaxeasnbHble crnpaBa, 6udypKaLNOHHbIe,
napaaopTanbHble. 3aknoyeHmne: capkoungos, Il cragua.

MposepeHa O®BC: npn3Hakm NeprubpPOHXManbHOro caaB-
neHunsa 6POHXOB 060X NErknx C cyeHnem npoceeTa Ao |l
cTeneHwn. Baata Groncua cnmnsmncron 060nouky 6POHX0B 1
napeHX1Mbl Nierkmx.

Pe3ynbTaTbl rMcTONOrM4yeckoro nccnegoBaHua bruonTa-
Ta: ANUTENbHO CyLeCTBYIOWMNA CapKoMao3 C ABNEHUAMU
$nbpo3a NpeaLecTBYOWNX rPaHynem.

Y3[] opraHoB GpPIOLWHON MNONOCTW: NPU3HAKN YMEPEH-
HOW renaTomeranuu, COneBoro guatesa.

boannnetusmorpadpua: TLC — 95,1 %, RV — 115,3 %,
RV/TLC — 117,1 %, VC — 89 %, FEV, — 90,3%, FVC —
93,2 %, FEV,/FVC — 81,4 %.

Onoddy3smoHHaa cnocobHocTb nerkux DLCO — 100,1 %.

Kanbumn kposu — 1,30 mmonb/n.

lasoBbli coctas Kposu: PaO, — 67 mm pT. cT., PaCO, —
39 mm pr. cT,, Sa0, — 93 %.

Pe3ynbTaTbl KNMHUYECKNX N OMOXUMNYECKMX aHANTN30B
KpoBu 6e3 ocobeHHocTen. COD He yBenuueHa.

BonbHOMY yCTaHOBNEH KIVHUYECKNNA
Capkounpgos opraHoB abixaHus, Il ctagus.

MaumeHTy ObiN0 Ha3HavyeHo neveHre: MM no 32 mr/cyT
B TeueHue 1 mecALa C NOCTENEHHbIM CHUXKEHMEM [03bl [0
16 Mr/cyT K KOHUY 3 mecaua.

Busum 2 (26 maa 2015 r.). anobbl Ha CyXol Kaluesb,
obuwyo  cnabocTb, MNOBbLIWEHHYIO  YTOMIAEMOCTb.
MepeHOoCMOCTb Tepanmmn XopoLLas, HexenaTenbHbIX ABe-
HWIA He 6blno.

[JaHHble pr3mKanbHoro obcnefoBaHNA NpexHue.

KTBP Ol ot 26.05.2015 r. (puc. 2b): 6e3 cyLiecTBeHHOM
OVHAMUKN.

KnuHnuecknn guarHo3: Capkomao3 opraHoB fAbixaHus,
Il crapus, dasa ctabunmzaumn.

B cootBeTCcTBMM C YHUPUUMPOBAHHBIM MPOTOKOIOM
«Capkoungo3s» [10] nauyueHTy 6bI0 peKOMEHAOBAHO MpPo-
JOMmKuTb Tepanuio MM no 16 mr/cyT 6e3 CHVXeHWs J03bl, K
neyeHnto 106aBUTb rMAPOKCMXNOPOXUH (MX) 200 Mr 2 pasa
B CYTKMW.

anarHos:

a — nepsuyHoe (6 HU®II) ob6cnedoearue, HasHayeH MIT 32 ma/cym e medyeHue 1 mecaya ¢ nocsedyrOWum CHUXeHuem 0036l 00
docmuxkeHus 16 me/cym K KOHYy mpemebe2o mecaya; b — eusum 2: paza cmabunusayuu, npodomkerHa mepanus MI no 16 me/cym
6e3 cHuX<eHUA 003bl, K Jle4yeHUlo 006aessieH 2UOpPOKcUXI0poXuH no 200 me 2 pasa 8 cymku; ¢ — eusum 3: ¢paza cmabunuszayuu,
HA3HayeHa KOM6UHuUpoeaHHaa mepanua memompekcamom (MTX) no 10 mz/Hed u MIT no 12 ma/cym.
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Puc. 3. KTBP 6onbHo20 C., capkoudo3 op2aHoe OvixaHus, Il cmadus.

¢ — eusum 3: ¢paza cmabunuszayuu, Ha3Ha4yeHa KOM6UHUpoeaHHaa mepanus memompekcamom (MTX) no 10 m2/Hed u MIT no
12 me/cym.; d — eusum 4: ¢paza npozpeccuposaHus, npoodosxeHo neyeHue MTX no 10 mz/Hed, 0o3a MI1 yeenuyerna 0o 16 me/cym.;
e — su3um 5: ¢paza danvHeliwezo npozpeccuposarus, 0o3a MTX yeenuyena 0o 15 me/Hed e couemaHuu ¢ MIM no 16 me/cym.

Busum 3 (21 aBrycrta 2015 r.). OTmeuaeT ymeHblueHune
Kalns, o4HAKoO NpofosmKkaeT 6ecnokonTb o6Lwasa cnabocTb,
MoBbILEHHasA yToMAsAeMocCTb. [lepeHoCcumocCTb Tepanuu
XOpOLLas: HeXxenaTesNbHbIX ABMEHWI He Oblno.

[aHHble pr3mKanbHOro o6cefoBaHmA 6€3 3MeHeH .

KTBP Ol o1 21.08.2015 r. (puc. 2 ¢): 63 ANHaAMUKMN.

Kanbuun kposu — 1,24 Mmonb/n.

boannnetuamorpadpua: TLC — 94,7 %, RV — 103,4 %,
RV/TLC — 105,2 %, VC — 92,1 %, FEV, — 90 %, FVC — 92,3
%, FEV,/FVC — 81,81 %: 6e3 ANHaAMUKN.

DLCO — 91,6 % — B npegenax HOPMbl, OAHAKO
HECKOMbKO CHUXKEHA MO CPaBHEHUIO C BUSUTOM 1.

[narHos: capkongos opraHoB gbixaHus, || ctagus, ¢asa
cTabunmnsaunu.

YuntbiBaa OTCYTCTBUE KaKUX-IMOO MOMOKUTENbHbIX
N3MEHEHWI B TEYEHNN 6ONIe3HM Ha MPOTAXKEHUMN 6 MecsLEeB
IKC-tepanuu, ycuneHHol X Ha Bu3nTe 2, 60nbHOMY 6bina
Ha3HayeHa (B cooTBeTCTBMU C pekomeHpaumamm WASOG
[11]) KOMOMHMpPOBaHHaA Tepanua meToTpekcaTtom (MTX) no
10 mr/Hep n MMM no 12 mr/cyT B coyeTaHum ¢ GponueBom
KncnoTton no 5 mr/Heg n moHutopuHrom AJTT, KpeaTUHMHA

Study date: 15.02.2016 |

\L ‘(“- k

Puc. 4. KTBP 6onbHo20 C., capkoudo3 op2aHoe dvixaHus, Il cmadus.

Study date: 26.07.2016

1 KNeTOYHOro COCTaBa KPOBU Kaxzble 4 Hefienu.

Buzum 4 (12 Hoa6ps 2015 r.). Kanobbl Ha Cyxol Kaluenb,
obuyto cnaboctb. MNepeHocMMoCTb Tepanuy YA0BNeTBOPY-
TeslbHasA: HeXKenaTenbHbIX ABNEeHUI He 6bino. [laHHble nabo-
paTOPHbIX aHaNM30B B NpeAesiax HopMbl.

KTBP Ol ot 12.11.2015 r. (puc. 3 d): yBenuyeHue nnot-
HOCTU Y3enKOBOW AMCCEMUHALUM B MPUKOPHEBbLIX 30HaX
— nporpeccmpoBaHme npotecca.

YunTtbiBas TO, UTO MaKCUManbHblI 3pdekT MTX 06bluHO
pa3BuMBaeTcA Yepes 6 Mec ero nprMeHeHus, Tepanua Gbina
ycuneHa TonbKo yBennyeHnem gosbl MIN go 16 mr/cyr.

Buzum 5 (15 deBpana 2016 r.). »Kanobvl Ha cyxou
Kallesb, obuyto cnabocTb. MNepeHocMmocTb Tepanuy YA0B-
NeTBOPUTENIbHAA: HeXenaTeslbHbIX ABMEHUI He 6blfo.
[laHHble nabopaTopHbIX aHaNN30B B Npefeniax HoOpMbI.

KTBP OITl ot 15.02.2016 r. (puc. 3 e): yBenmuunucob
NpU3HaK1 NPorpeccMpoBaHna npoLecca — B NPUKOpPHe-
BOI 30He HabnogaeTca obpa3oBaHmMe yyacTka KOHconuaa-
uumn.

PekomeHpoBaHo yBennuutb gosy MTX go 15 mr/Hep,
npofonxntb npuem Ml no 16 mMr B cyTku.

Study date: 01.11.2016 g

e — au3um 5: ¢hasa danvHeliwezo npozpeccuposaHus, 0o3a MTX yeenuyeHa 0o 15 mz/Hed 8 couemanuu ¢ MI1 no 16 me/cym.; f —
susum 6: ¢pasa pezpeccuu, npodomkeHo nedeHue MTX no 15 ma/Hed e couemaruu ¢ MI1 no 16 ma/cym.; g — eusum 7: paza cma6u-
nusayuu. MTX ommeHeH, pekomeH008aHO NocmeneHHoe cHuXeHue 003bl MITno 2 m2 8 dee Hedes1u 00 NOJIHOU OMMeHbl, HA3HA4eHO

NleyeHue negpayHomudom (20 me/cym).
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Bu3zum 6 (26 ntona 2016 r.). ?Kanobbl Ha Cyxol Kallersb,
obuyto cnabocTb. MNepeHoCcMMOCTb Tepanun YA0BNEeTBOPU-
TenbHasA: HexkenaTeNbHbIX ABNEHNI He 6b1N10. [lJaHHble N1abo-
pPaTOPHbIX aHaNM30B B Npefenax HopMbl.

KTBP Ol ot 26.07.2016 1. (puc. 4 f): oTMeuaeTca He3Ha-
ynTenbHaA perpeccusa npouecca — YMEHbLUEHNE 3OHbI
KOHCONMAaLmy B NpPaBo NPUKOPHEBOI obnacTu.

MpoponxeHo neyeHne MTX no 15 mMr/Hep, B coueTaHnn
¢ Ml no 16 mr/cyT.

Buzum 7 (1 HoAbpA 2016 r.). ?Kanobbl Ha peaKuii Cyxomn
Kaluenb, obuyto cnabocTb. NepeHocMMOCTb Tepanuy yaoB-
NeTBOpPUTENbHAA: HeXenaTeNbHbIX ABMEHUN He O6bino.
[aHHble nabopaTopHbIX aHanM30B B Npefenax HOPMbI,
He3HauuTenbHoe nosbllweHne ypoBHA AJIT go 52 Ea/n
(Hopma — 0-40 Ep/n).

KTBP OI'M o1 01.11.2016 1. (puc. 4 g): 6e3 cyLwecTBeHHOM
ONHaAMUKWN.

boannnetnsmorpadua: TLC — 87,0 %, RV — 106,3 %,
RV/TLC—117,4 %, VC — 81,2 %, FEV, — 75,6 %, FVC— 77,8
%, FEV,/FVC — 81,37 %: cHWKeHWne nokasaTesien no cpas-
HEHVIO C NPEeAbIAYLLMMY BU3UTaMMU.

DLCO — 87,4 %: B npegenax HOPMbl, CHUXeHME MO
CpaBHEHNIO C NpefblayLLMMI BU3UTaMM.

YunTblBas OTCYTCTBME MONOXUTENbHON AVHAMUKK B
TeueHun capkougosa, MTX 6bl1 OTMEHEH, PEKOMEHAOBAHO
nocTeneHHoe cHuxeHne fo3bl MIN no 2 Mr B ABe Hegenu oo
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NonHowm oTMeHbl. HasHaueHo neyeHne nepnyHommugom (20
Mr/CyT) — MMMYHOCYMPeCcCaHTOM, KOTOPbIA OT/IMYaeTca oT
MTX mexaHn3mom ¢dapMakogNHAMUYECKOTO [eNCcTBUA.
PekomeHgoBaH moHuTOpUHI AJTT, KpeaTUHWHA U KNEeTOYHO-
ro coctaBa KpoBW Kaxkable 4 Hefenu. [loBTOpHaA KOHCYb-
Tauma B HAOIM — yepes 3 mecaua.

3aknovyeHue

KnuHnueckne HabniofeHnA OeMOHCTPUPYIOT fABa Ciy-
Yyasa mporpeccupytlowiero capkompaosa Nerkux, ofuvH wu3
KOTOpbIX ABNAETCA CNefcTBMem OTCYTCTBUA creunduye-
CKOWi Tepanuu B CBA3M C NO3AHEN AMarHoCTUKON 3abonesa-
HUA, a ApYron — pe3ynbTaToM abCoNIOTHOWN Pe3nUCTEHTHO-
ctn K FTKC-Tepanum.

Mporpeccupyolwmin capkongos Nerknux AnutesibHoe
BpPEeMA MOXKET MNPOTEKATb C MUHUMAJTbHBIMU KNUHUYECKMM
npoasneHnAMM (cnyyar 2) U NULWb Ha 3Tane pa3BUTUA pac-
npocTpaHeHHOro ¢nbpo3a Nerknx pasBrBaETCA TAXKenasn
pecnupaTopHaa HeAoCTaTOUYHOCTb (cnyyan 1).

YunTtbiBaa MonyyeHHble HaMU JaHHble O [OCTAaTOYHO
BblCOKOW (17,3 %) yacToTe pe3ncTeHTHOCTU K TKC-Tepanuu
y 60NbHbIX BNepBble BbIABNEHHbIM CapKoOMA030M C Mopa-
YKEeHVeM MapeHXMMbl NIerknx, NpeacTaBieHHble Habnoge-
HWA, HaJeeMcs, B onpeaeneHHoOn Mmepe NOMOryT pa3BeaTb
Mud 0 capkomnpose, Kak JO6poKayeCcTBEHHOM rpaHynema-
TO3€ Nerkux.
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