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onbHag C. 52 jeT rocuuTaJn3upoBaHa B OT/e-

JieHue MyJIbMOoHoJIoTHE KITMHUKH TIPOTIeIeBTH-

K BHYTpeHHUX OGoJie3Heil, racTpoIHTEpPOJIO-
ruu u rernarosorun uM. B.X. Bacunenko c¢ skamno6a-
MU Ha MAJIOIPOMYKTUBHBII CyXO# KallleJb, OJBIIIKY
npu HeGOJIBINX (PUBNYECKUX HArPy3Kax, OHEMEHHe
U OTEYHOCTD MAJBIEB PYK, MOCHHEHUE KOXKH PYK HPU
KOHTAKTe C XOJIOZAHON BOZOW U 3aTPy/IHEHHE TIPOXOK-
JEHUST TIMIH 110 TTHIIEBO/Y .

Ha ocnosanuu xano6 6016HOU MOXKHO cOeAmb
3axaouenue 0 NopaXenuu OvlxamervHol u nuuje-
BAPUMENLHOU CUCeM, ad Makxe OUZUMATLHBLY
apmepuil u cocyoos KoKu.

Manonpodyxkmusnoviti cyxol Kaweib MOXKem
ObIMb CUMNIMOMOM NOPAKEHUS GEPXHUX U HUNHUX
dvixamenvHvlx nymel UHGEKYUOHHOU U HeuHgek-
YUuoHHOU npupodvl. Tax kax xKaweivb He CONPOBO-
Koaemcs NOSbLULEHUEM MEeMNePpaAmypvl meid, U3
Kpyea Juhghepenyuarvrozo 0uazno3a Mvi MOKeM
UCKTIOUUMb OCmpble 3d00Ne8aAHUS UHDEKUUOHHOU
npupodvl. Cyxou kaweav Moxem Ovimb CUMN-
MOMOM XPOHUUECK020 OPOHXUMA, OPOHXUALLHOU
acmmul, NHEBMOCKIEPO3d, UHMEPCMUYUANLHBIX
3a601e6aHUAX N€ZKUX, OPOHX02eHH020 PAKA Ne2ZKO-
20, MEMACMA3UPOBAHUS 3/I0KAUCCTNBEHHBIY HOBO00-
pPasosanuti u3 Opyzux opzamnos, a MAKKe CUCeM-
HOLX BACKYAUMOE U CUCTNEMHBLY 3A604e6aAHUL
coedunumenvnou mranu (Hanpumep, cucmemHou
cKAepodepmulL), IK302eHHOZ0 ALbEeOIUMd, JeKap-
CMEEHH020 NHEEMOHUMA.

Odviuka moxem Gvimy CUMRIMOMOM NOPAKEHUS
cepdeuno-cocyducmotl, OblXameavbHou, IHOOKPUH-
HOU cucmeM, d MAaKx)e CUCMEMbl KPOBEMBOPEHUS
(nanpumep, npu amemuu). Couemanue o00viuku
C MANONPOOYKMUBHBIM CYXUM KAUWLIEM NO3BOJISEm
cuumamo ee npexode 6cezo NPossaeHUeM 3a60.71€64a-
HUll opeanos dvixanus. B amom cayuae 6 kpye dug-
pepenyuanvrozo duaznoda HeodX00UMO BKIOUUMD
3aboaesanus, conpogoKIAUUECS NOPAXKEHUEM
a1b6€0., OPOHXUON U MEAKUX OPOHXO08: NHEGMOHUS,
pax nezKo20, IMpuzema iezKux, niespumol, UHmep-
cmuyuanrvivle 3aboresanus aezkux. Kpome mozo,
Ha amane cOOpa Kaiod Heab3si UCKAUUMb, U0
00blUKA Y NAYUEHMKU MOKem Oblmb NPosSGLeHUeM
cepdeuno-cocyoucmol HedoCmamouHocmu, u Heoo-
200uMO uckI0UaAMS 3a6071€6aANHUSL CEPOUd, OCILOK-
HeHHble HeDOCMATOUHOCBIO KPOBOOOPAUEHUSL.

Onemenue U OMeYHOCMsb NAILUES DYK, d TAKKe
NOCUHEHUE KOXKU PYK NPU KOHMAKME C X0JI00HOU
60001 C6UNEMENbCMBYIOM 0 HAIUUL Y NAUUEHMKU
cundpoma Petino. Pasiuuarom nepeuunvli u 6mo-
puunwitl cundpom Petino [1]. Ilepeuunviii ecmpeua-
emes 6 90% cayuaes. Bmopuunvlii Moxem 603HU-
Kamv npu cucmemnvlx 3d001e6AHUAX, MAKUX KaAK
cucmennas ckaepodepmus (CCJl), cucmemnas
kpacnas eoruanxa (CKB), npu zemamonozuye-
CKUX 3a601e6AHUAX.

3ampyonenue npoxoKOeHuss NUUY no NUWEE0-
oy (nuweeoonas oucazus) moxem Gvoimv cumn-

MoMOM pasiuunely 3a6onresanuii. Buideasiom mpu
ZPYNNLL NPUUUH, BbI3LIBATOWUX NUWEBO00HYIO OUC-
(azuio: nopaxenue cauzucmor 060104KU NUUeE-
600a, 60se3nu cpedocmenus U HeupoMvluLleyHble
3aboaesanus [2]. Iopaxenue cauzucmou 060-
A0UKU NuUUec00d 603HUKdAem HAUbOOee YaACMO
npu 2acmpoazogazeanvrol pegharoxcnot 60ae3-
nu (I'BPHB), ONYXONAX NUWEB00d, XUMUUECKUX
U paduauuonnblx NOPAXKEHUSX, UHDEKUUOHHOM
3zo¢hazume. K 6onesnsm cpedocmenus, Komopovie
CNOCOGHBL 8bL36AMb NUULEEOONYI0 JUChHAZUIO, OMHO-
camest cepdeuno-cocyoucmule 3abonesanus (anes-
pusma aopmol, ouramauus npeocepoutl), onyxoau
opzanos cpedocmenus. Heupomvuueunvie zabone-
B8AHUSL NUWEE00A BO3HUKANOM NPU NOPAKEHUU €20
21a0KOU MYCKYAAMYPbL U NOOCAUIUCMOZO HEPEHO-
20 ChaemeHusl, HAnpumep, Npu AXard3ul Kapouu,
MOMOPHBLX HAPYweHUusx nuwecoda (nepsudnvly
U 8MOPUUHBLY ), CUCTMEMHOU CKACPOOEPMUU UIU
KaK pe3yavmam Onepamusnozo 6MeuamelbCmed
(anmupeg.ioxcnole onepayuu).

Taxum 06pazom, eviuenepeuuciennvle CuMm-
NMOMbL MO2YM AGJAMYCA NPOAGAEHUEM WUPOKOZO
cnexmpa 3aboaesanuii. /Ias ycmanosaenus npu-
YUH XKAN0O NAUUEHMKU HeoOX00uUMO coOpamv noo-
pobnvLl anammne3 60e3nU U nposecmu 1a6oPaMop-
HO-UHCIPYMEHMATbHBLE UCCACO08AHUS.

N3 anmamuesa 3a6oJieBaHUS WU3BECTHO, 4YTO
B 2002 r. (37 ner) mammeHTKAa OTMeTHWJIA TOSBJIE-
HUe 3THN30/I0B ITPUCTYITOOOPA3HOTO CYXOr0 KalIlJ.
3a MeJUIMHCKON MOMOIIbIO He o6palanach U caMo-
crogarenbHo He maeunnach. B 2009 r. (44 roma)
KallleJTb CTaJl HOCUTb MOCTOSHHBIN XapakTep, OJHa-
KO TIO 3TOMY TIOBOJIy MallMeHTKa He 06CJe0Bantach.
B 2012 r. (47 jner) rocnuTaiusupoBaHa B TOPOJ-
CKyI0 60JbHUITY. [Ipu peHTTEeHOIOrMYECKOM UCCTIe/0-
BAaHWUU OPTAHOB TPY/HOI KJIETKU BBISBJIEHbI MPU3HA-
KH XpoHumdeckoro 6pouxuta. VcciaemoBanue (yHi-
uyuu enewnezo ovxanus (MBJ]) — nokasarenn
B Ipejeiax HOpMaJibHbIX 3HaueHwit. [laHHbIe GPOH-
XOCKOITUY: 9H/IOCKOITNYECKAs KapTUHA COOTBETCTBYET
muddysHomy aBycroponnemy 6ponxury. [Ipm Y3U
WCCJIE/JOBAaHWM OPTaHOB OPIONTHOW TOJOCTH W MAJo-
ro Tasa, IMUTOBUAHON sKeje3bl, Ixo-KI martosorun
He oOHapy:keHo. Ha ocHOBaHWM pPe3yJbTaTOB TIPO-
BeJIEHHOTO OO0CJ/Ie/JOBaHUs BBICTABJEH JMATHO3: XPO-
Huveckuit 6pouxut. [IpoBopusach Teparusi 6POHXO-
JINTUKAMU, UHTASITMOHHBIMU 2/110KOKOPMUKOCMEPO-
udamu (TKC) co cma6ononaoxuTeabubiM 3G eKToM.
Kamresnb coxpansiyicsi, 1 uepe3 6 MecsiiieB TalMeHTKa
obpaTuiach B KJAUHUKY MPOTENEBTUKN BHYTPEHHUX
6oJie3Hel, TAaCTPOIHTEPOJOTHHN U TEMATOJOTUU WM.
B. X. Bacusenko g pajabHeiiniero ob6cJemoBa-
HUS U JedeHus. B KauHUKe ObLia BBITIOJTHEHA KOM-
nviomepnas momozpagpus (KT) opraHos rpyaHoi
KJIETKH, TPU KOTOPOH OGHAPYIKEHBI JBYCTOPOHHUE
MHTEpCTUINAIbHbIE U3MeHeHna B jerkux (puc. 1).
B BepxHeii joJie TIPABOTO JIETKOTO BU3YAJIU3UPYIOTCS
eJIMHIYHbIE CYOTIeBPATHHO PACHOJNOKEHHDBIE OYaru
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Puc. 1. KT opranos rpyanoii kiaerkn 6oabroit C.(2012 roxa).
@ — JBYCTOPOHHHE MHTEPCTUIMAIbHbIE U3MEHEHHs B JIETKUX IO THUIy «MaTOBOTO cTek/Ja» (yKa3aHO 4epHBIME

CTPEJIKAMM);

6 — ouaroBoe o6pazoBaHue BepXHei 10/ mpaBoro Jjerkoro (ykasaHo 6esoif crpenkoi)

Fig. 1. Chest CT of the patient S. (at the year 2012).

a — «ground glass» bilateral interstitial «<pulmonary changes» (shown by black arrows);
6 — focal lesion of the right upper lobe (shown by white arrow)

C YeTKMMHU KOHTypaMu. B 3-M cermenre mapamennu-
acTeHaJIbHO paCIoOJIOKEeH o4ar pasMepamu 9X7 MM
C MEJKMMHU IJIOTHBIMM BKJIIOYEHUSAMHU. B cpemHux
U HUKHUX OTAeJaX JIerKUX, MPEeHMYIeCTBEHHO
B KOPTHUKAJbHBIX 30HAX, — HPHU3HAKU YTOJIIEHUS
U YIJIOTHEHWS BHYTPHIOJbKOBOTO HHTEPCTHUIUS,
IJIOTHOCTD TIpUJIEsKAMIeil JTerouHOi TKaHK TOBbIIeHa
O TUIY «MaTOBOTO cTekja». IIpocBersr cyGcerMeH-
TapHbIX GPOHXOB Ha 9TOM YPOBHE YMEPEHHO pac-
MIUPEHbI, CTEHKU OPOHXOB YILIOTHEHBI, yMEPEHHO
yToenbl. VIHTEHCUBHOCTD M PACIIPOCTPAHEHHOCTH
U3MEHEHHIT HapacTaeT 10 HAMPABJIEHUIO OT BEPXYII-
K K aunadparme.

MastonpolyKTUBHBIN KallleJb, a TaKXXe pe3yJbTa-
Tl IIPOBEJEHHOTO paHee 06C/eOBAaHKS CBHUAETEb-
CTBOBAJIM B 110JIb3y MHTEPCTUIIMAIBHBIX 3a00/1€BaHuUil
gerknx. OaHako HEO6GXOAMMO OBLIO BepUDUINPO-
BaTh eJAMHWYHbIE OYard B BepXHEH J0Jjie IPaBOTO
Jerkoro. ITanuenTke GbLI BBICTABJICH NMPEABaAPUTEb-
HBI AMATHO3: MHTEPCTUIIMATIbHOE 3a00JI€BaHUE JIer-
kux. Ouarosbie 06pasoBaHusI BEPXHEN JOJIU TIPABOTO
JIETKOTO.

B anHammsax KpPOBU BBISIBAEHO MOBBINIEHNE
ypoBusa 1gG mo 17,3 r/n (wopma 7—16), IgM
no 2,8 r/n (mopma 0,4—2,3), IgA B mpegmemnax
HOPMAJIbHBIX 3HavYeHuit. Pegmamoudnwviti pak-
mop (P®) — orpunarenbusiii, C-peaxmuenviii
6enox (CPB) — 0,912 mr/nn (nopma <1 mr/ia),
ACJI-O — 0 ME/mut. V3Menenuit B KoaryJorpamme
HE BbISABJEHO. JJieKTpodopes GelKoB: aabOyMuH —
57,9% (nopma 53—63), a,—3,3% (nopma 3,8—6,5),
ay—9,4% (nopma 6,5—10,0), 8 — 13,0% (mopma
10—15), y — 16,4% (mopma 14,5—19,5). B amamu-
3¢ MOKPOTBI: JielKoIThl 7—15—35 B mosie 3peHus,
s03uHOPUIABL 5—10—15, 3HaUUTEbHOE KOJIUIECTBO
IJIOCKOTO anuTenst, cnupain Kypummana u 6ayui-
avt Koxa (BK) He HajifeHbI.

IIpu omenke DB/ BbIgBIEHO CHUKEHHE JIETOU-
HBIX 06BEMOB, HApYIIEHUE MO PECTPUKTUBHOMY THILY
(ungexe Tuddro — 89%). Y3U opraHos GprouiHoil
nosocTu: Aud@ys3Hble U3MEHEHUS TKAHU IleYeHU
U TOJPKEeTyI0uHOi >kese3bl. O6Hapy:KeHHe 0dYaro-
BBIX 00PA30BaHUNl B JIETKOM TPEOGOBAJIO BKJIOUEHUS
B muddepeHNaNbHBIA PS TTEPBUYHBIX U BTOPHUY-
HBIX OIyXoJiel, TyOepKyJoMbl, KUCTBI, abciecca
Jgerkoro. Jlys uckIoYeHHs Ty6epKyJe3a IpOBesieH
[nackuH Tect — pe3yabTar oTpUUATeNbHbIN. s
MCKJIOUEHNE paKa MOJIOUYHBIX JKeJe3 U MeTacTaTu-
YECKOTO TOPAKEHUs JIETKOTO BBITIOJHEHA MaMMOrpa-
dus: bubposHo-kucrosnas macronarus. Oubposubie
M3MEHEHMST MOJIOYHBIX >KeJe3. AKCHJUISIpHas auMda-
JIEHOIIATHS CJIeBA.

[IpunuMas Bo BHUMaHue HEO6XOAUMOCTb MOPGO-
JIOTUYECKOH Bepu@UKallUKM [HarHO3a U YTOUYHEHUS
[IPUPO/IbI OYAroBOrO HOPaKeHUs B JIETKUX, ITalu-
€HTKE BBITIOJIHEHA ATUIHMYHAS PE3eKIUs BepXHeil
U HUKHEl JToJiell TIpaBoro JIETKOro.

[Ipu tucronormyeckoM ucciaegoBanun (puc. 2
a, 6) B 6uonrarax, B3STBIX M3 CyOILIEBPAJIbHO pac-
MOJIO’KEHHBIX 0YaroB, BBISBJIEHDBI MPU3HAKHN IaMapTo-
MbI; B GUONTATaX JIETOYHOU TKAHW — KapTHHA OObIY-
HOW MHTEPCTUIMATbHON MHEBMOHUM.

Ha ocHoBanuu 1MoJiy4eHHbBIX JAHHBIX ObLI cop-
MyJUpOBaH KJIMHUYecKuil auarnHo3. OcHOBHOe
3a6oJeBaHHe: WHTEPCTHIMATbHOE 3a60JieBaHme
JleTKUX: OObIYHAs MHTEPCTUIMAJIbHAsg HHEBMO-
Hug. OcJaoKHEeHHMd: [AblXaTesJbHas HeJZ0CTaTOY-
HocTh | cremenu. ComyTcrBylommue 3aboJeBa-
HUSI. MHOXKECTBEHHbIE TaMapTOMbl NPaBOTO JIer-
KOro. ATUNWYHAas pe3eKINs BepXHel M HUKHeH
noJieit mpasoro Jerkoro 02.04.2012. dubposno-
KuctoszHasi Macronarusi. Mopdgoaoeuueckuii
duazno3: XOHAPOMATO3HAs TaMapToMa BepXHeil
JIOJTM TIPABOTO JIETKOTO.

Poc xypu racrposuTepon remaron kostonporron 2017;27(3),/Ross z gastroenterol gepatol koloproktol 2017;27(3)



www.gastro-j.ru

Knmuanueckuii pazéop / Clinical analysis

Puc. 2. Tucronornyeckass KapTuHa MPU UCCIEAOBAHUNA OHONTATOB.

@ — B3ATbI U3 OYAroB MPABOTO JIETKOTO — KapTHHA TaMapTOMBI, COCTOSIIIEH M3 3IaCTUYECKOro Xpsillja 1 OCTPOBKOB
MepIaTeJbHOTO ANUTEMNs, (POPMHUPYIOINIETO JKeJIe3UCTble X0/bl ¢ (PUOPO3HOIl KarcyJIoii;

6 — B3ATBI U3 JIETOYHON TKAHU — JIETOYHDBIA PUCYHOK OGE/[HEH, BBITECHEH BBIPAKEHHBIMU (PUGPO3HBIMU U3MEHEHHU-
amu ¢ popmupoBanneM MuoduoépodiacTuueckux (HOKYCoB U BOCHATUTENbHON HHUIAbTPaIeil 1uMdo- Makpoda-
raJbHbIMU aeMeHTaMn. OKpacka TeMaTOKCUJINHOM U 903WHOM, X200

Fig. 2. Histological presentation of pulmonary biopsy specimens.

a — sample from the foci in the right lung — hamartoma pattern consisting of elastic cartilage and islets of
ciliary epithelium creating the glandular tracts with fibrous capsule;

6 — received from pulmonary tissue: pulmonary pattern is depleted, substituted by severe fibrous changes with
development of myofibroblastic foci and inflammatory lympho-macrophagic infiltration. Hematoxyline and

eosine stain, X200

[IpoBoamIOCH JieueHUE TPETHU30JOHOM B JI03€
35 Mr B CYTKH C TIOCTEIIEHHBIM CHUKEHUEM €€ [0
8 mr merunpena. Ha ¢doHe JjieueHns: MHTEHCUBHOCTD
KAt yMEeHbIIMIACh. [larnuenTRa BhIUCaHa C yIyd-
MeHNeM COCTOSIHUS 3/I0POBbsi. PeKOMEHI0BAaHO IPO-
JIOJDKUTD MO/IEPKUBAIONIYIO TEPANUI0 METUIIPEIOM
B 103e 6 MT' B CYTKH.

B nasbHelimeM maimeHTKa €XKeroaHo TOCIUTAJIN-
3UPOBAJACh B OT/eJeHUE MyJTbMOHOJOTUU B CBA3H
C yXYyIIIeHWeM COCTOSIHUS I0CJe MepeHEeCeHHBIX
OPBU: ycuienue Kauisi, IMOSgBJIeHUE TPYAHOOTIE-
JisieMoil BA3KON MOKpOTHI, oabiniku. [lo pesyabraram
KT or 2014 r.: cocrosinue Tocje aTUIINYHON pe3ek-
MM BepXHeW M HW)XHEN Jl0JIell TPaBoOro JIETKOTO, IO
cpaBHenuto ¢ ganubiMu KT or 2012 r. cymectBen-
HOU MHAMUKHU He OGHAPYKEHO.

B 2015 r. (50 sner) mamueHTKa cTaja OTMeYaTb
yCHJIEHUE OJBIIIKYM, 3aTPy/AHEHUE TPOXOXKIEHUS
MUIIU 110 MUIIEBOY, OHEMEHUE U OTEYHOCTh MAJIbIIEB
PYK, TIOCUHEHHE KOXHU PYK TIPU KOHTAKTe C XOJOJ-
Hoit Bojoit. C atuMmm xano6aMu oHa 0OOpaTUIaCh
B oTJeJieHne mysabMoHosornu KimHWKEM mporneses-
TUKW BHYTPEHHUX O60Jie3HEl, racTpO3HTEPOJOTUN
u renarosornu uM. B.X. Bacuiaenko ajsa gajabHei-
mero o6c¢yeoBanust U BepUMUKAINK [HArHO3a.

W3 anamMHe3a ’KU3HU U3BECTHO, YTO OOJIbHAST POJIU-
jgacb B 1965 1. B Mockse. B nacrosiee BpeMsi pa6o-
TaeT 5KoHOMUCTOM. Bpeaubple npusbrukn (Kypenue,
ynorpe6/eHue aaKoro/isi 1 HapKOTHYECKUX BELIECTB)
oTpuilaer. I'mHeKoOTUYECKUNT aHAMHE3: MEHCTpya-
un ¢ 13 ser peryssipHble 1o 6 aHeir yepe3 28 mHeit,
o6ubHbIE; 2 GepeMeHHOCTH. AJIJIeProJOTHYEeCKUi

aHaMHe3 He oTsrouieH. HacieqcTBeHHBI aHaMHe3
narueHTKn He orsiromieH. KoHTakT ¢ nH(EKIMOHHbI-
Mu GOJIbHBIMHE, BBIE3]| 32 IPe/eJibl MecTa IPOKUBA-
HUe 32 NOoCJIe/iHue 6 MecsileB OTPUIIAeT.

ITo dannvim anamnesa, 6 meuenuu 3a00.1€6aHUS
MOKHO 6bl0esumy Heckobko amanos. Iepeviii —
00yca061en Nopax enuem NezKUX U NOS6JeHU-
emM nepuoouueckozo MaionpooyKmueHozo Kaulis.
Cnycms 7 2aem ommeuaemcs 6mopou sman
bonesnu, Kozda Kaweab CmMal HOCUMb NOCMOSH-
HbLTL Xapakmep, 4mo Moxem CeudemesbCmeosams
0 npozpeccuposanuu 3abonesanus. Tpemuii sman
cesa3an ¢ npucoedunenuem Kaiob co cmopomvl
nuwesapumenvroi cucmemvl (Quchazus) u cun-
dpoma Petino. Iodobuas nociedosamervHocms
806JICUEHUS 6 NAMOJIOZUMECKUL NPOUECC NeZ0UHOU,
nuwWesapuMebHOU cucmem U ONOPHO-06UZAMENb-
HOZO annapama Mmoxem ceudemesbCmeosams Kax
0 cucmeMHoOM 3a00]e6aAHUL, MAK U O HALUUUU
Y NAuUenmKU HeCKOIbKUX COUemanvlx 3a60e6d-
Hutl.

ITossaenue cyxozo Kawis 6e3 NOGbLUEHIUS MeM-
nepamypo. mesd Ha nepeom smane 60JE3HU MOKem
Ovimb nposeaenuem wWuUpoxKozo cnekmpa 3a6o-
ACBAHUU JbIXAMENbHOU U Cepieuno-cocyoucmou
cucmen.

H3nenenue xapaxmepa xawns ¢ nepuoouuecko-
20 Ha NOCMOANHBIL CEUDEMeNbCmEYem 0 npozpec-
cuposanuu 6oresnu. Odnaxo omcymemeue Opyzux
Kanob co cmoponvL cepdeuno-cocyoucmo cucme-
Mol — 60Nb 3a 2pYOUHOL, OMEKU HUKHUX KOHeY-
nocmet, nepebou 6 pabome cepoud — NO3G0NAIOM
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HA OAHHOM 3IMane UCKAIOYUMb U3 Kpyza Ougpge-
peryuanvrozo dudaznoza 3a00seeanus cepoyd.
Pesynvmamor IKI" u dxo-KI' maxxe ne noomeep-
Junu nopaxenusi cepoeuHo-cocyoucmol cucmemol.

B 2012 2. (cnycmsa 10 nem om nauwara 3a6o-
Ne6aAHUS) HA OCHOBAHUU NPOGedenH0z0 00Caed0-
BAHUSL NAYUEHMKE C NOCMOAHHBIM CYXUM KAULAEM
enepevie ObL1 BbicMABIeH QUAZHO3! XPOHUUECKUL
oponxum. Odnaxo nposodumas mepanus OpPoHXO-
AUMUKAMU He 0ala NOJOKUMEAbH020 Ippexma.
Kawenv no-npexxnemy coxpamnsanca. dmo 3acma-
BULO NAYUEHMKY 00PAMUMBCS 3A MEOUUUHCKOU
nomowpto 8 kAuHuky um. B. X. Bacunewnxo.

Coxpansiowuiicss Kaueav Ha (pore npoeooumou
mepanuu, eeposmuee 6cez0, CEUIEMENbCMBOBAN
0 808JEUEHUU 6 NAMOJIOZUUECKUL NPOUECC NAPEH-
XuMol Aeekux. Imo nodmeepousu pe3yivbmamol
uccaedosanuss OBJ: Hapywenue eenmuisyuu Jjez-
KUX N0 PeCmpuKmueHoMy Mmuny.

ITpu KT opezanos zpyonoi xaemxu 6oi1u 00HA-
pYHKeHvl 08YCMOPOHHUE UHMEPCMUUUATLHBIE USME-
nenus 6 saeexux. Kpome mozo, 6 eepxneu dose
U 8 3-M cezmenme Npasozo /1€zK0Z0 GbliAGJeHbl
ouazu ¢ uemxumMu Koumypamu. B nuxnux omoenax
Ae2ZKUX GbLAGACHBL USMEHEHUS N0 MUNY <MAMOE020
cmexaas. Omu uzmenenus noomeepKoaiu unmep-
CIMUYUATLHOE NOPAKEHUS NE€ZKUX U NO3EOAULU
UCKIOUUMD XPOHUYECKUL OPOHXUM, KAK NPUUUHY
nocmoannozo xawas. O0Haxo no pesyivmamam
KT nenvss 6vino eepugpuyuposamo eviseaenmvle
ouazu 6 npasom aeekom. Onu moezau ceudemenn-
cmeogamv 0 HAIUMUU MYOepKyie3d, ONYXoau Jiez-
K020 UJU MEMACMA3ax U3 Opyzux opzaos.

HHayuenmrxa wne yrxaszvleanra Ha npuem
AeKAPCMBEHHBIX NPEnapamos, UMmo nNo360Js5-
em UCKAIOUUMDb Y Hee AeKAPCMEEHHBIU NHEeEMO-
HUm. Amunuundas pe3exyus 6epxueu U MHUXHeu
dosietl npasozo Jezk0zo nodmeepouna y nayu-
eHMKU UHMEePCMUUUALLHOE NOPAKeHUEe NeZKUX.
T'ucmonozuuecxas xapmuna 6uOnMamos u3 oua-
208 NPAB020 J1€2K020 COOMEEMCMBOBALA 2AMAPMO-
me. Kaunuuweckas wapmuna 3abosesanus Oviid
00YCN08/IEHA UHMEPCMUUUATLHOIM NOPAKEHUEM
A€ZKUX, MAK KAK MHOKECMEEeHHble 2aMAPMOMbL
u3-3a HeboAbUL020 pa3mepd 00bIUHO NPOMEKAOM
beccumMnmomuo.

Humepcmuyuanvnvie 3a6onesanus J1ezKux
MOZYym pas3eueamvpCs CAMOCMOAMENbHO UAU 6 PAM-
Kax cucmemnou 6oresnu ( pesmamoudnviii apmpum,
cucmemuas ckaepodepmus, 6acKyaumsi, 60Cna-
aumenvnvle 3abonesanus Kuwleunuxd, 0oae3nu
Kposu, nepeuunvll GUAUAPHLIL XOadHzum U Op. ).
Omcymcemeue Opyeux xanob, a maxixe HOPMALb-
Hble NOKA3AmMeIU AHAAU308 KPOSU U MOUU, OMPU-
yameavnoii PO u nopmanvnvie 3nauvenus CPB,
koazyaozpammol, OKI, Y3U opzanos 6prownot
nOAOCMU NO3680AI0M NPEONOJLOKUMY Y NAUUCHTN-
KU UMEHHO UOUONAMUUECKUT Jlez0UHbll (Pubpos.
Ocnoeoti mepanuu y maxux NAyUeHmos seasiom-

ca I'KC u yumocmamuxu. Haznauennoui xypc
npednusonona 6 doze 35 Mz 6 cymku ¢ nocaedy-
OUUM Nepexo0oMm HA NO0depKUBAIOWYIO MePAnuio
memunpedomn 8 mz 6 cymru 0an NOLOKUMENbHBLU
appexm, camouyecmsue nAYUEHMKU YAYUUWULOCD.

Ipucoedunenue cumMnmomos nOpaxenus xeay-
00UHO-KUWEUH020 MPAKMA U ONOPHO-08U2ATNENLHO-
20 annapama wa mpemvem mane meuenus O0ae3-
HU nompebogaru npogedenus OONOAHUMEALHOZO
obcaedosanus ¢ ueavio ymounenus ouaznosda. dmu
CUMNMOMBL, KAK 2060PUTOCH GblULe, MOKHO ObLIO
paccmampusamo 6 pamMKax coOnymcmeyouux 3a0o-
AE€BAHUL UAU MAHUDECTNUPOBABULEZ0 NOPAXKEHUEM
AELKUX CUCTNEMHOZ0 3A00NECAHUSL.

[Ipu o6bekTUBHOM O06CJEIOBAHUYM B OTjeJie-
HUU COCTOSIHUE OOJIbHON OTHOCHTEJIbHO YIOBJIETBO-
purenbHoe. KoKHBII TTOKPOB OOBIYHON OKPACKH,
YHCTBI, yMepeHHOil Baasxknoctu. Hudexc maccol
meaa (UMT) 30,1 kr/m2. Ilepudepudecknx ore-
koB HeT. llepudepuueckue numMm@aTrniecKue y3bl
He yBeJqM4eHbl, 6e300Je3HEHHBI MPU MaTbIAIUN.
ITpu ocmoTpe KHUCTeH PyK OTMedaeTcsl YIJIOTHeHHe
U yTOJIIeHne Koxku maJbiieB. O6pamaer Ha cebs
BHUMAaHUEe HE3HAYNTENbHOE MCTOHYeHHe Ty maiu-
EHTKY ¥ paJiajbHble MOPIIUHBI BOKPYT pra («Kucer-
HbI poT»). IIpu aycKyabTaluy JErKUX BBICIYIIH-
BAaeTCsl JKEeCTKOe [bIXaHue, HUXKEe YTJOB JIOMATOK
c o6enx CTOpoH — Kpenuranusg. Hacrora IbIXaHUS
cocraBasier 18 B mMunHyTy. TOHBI cepana sicHble,
PUTM TPaBUJIBHBIN C YaCTOTOHN CEPAEYHBIX COKpaIe-
nuit 70 ynapoB B MuHyTy. AprepuajibHOE AaBjeHue
120/80 MM pr. cr. JKHBOT TpU MajbHOAl[UN MST-
Kuit, 6e3607e3HeHHbIN. CHUMITOMOB pa3paskeHus
6promuubl Her. [ledeHb He BBICTYIAET U3-TIOJ Kpast
peGeproii nyru. Cenesenka He yBeawdeHa. CUMIITOM
MOKOJIAYUBAHUS 10 MOSICHUYHON O6GJACTH OTPHUILA-
TeJIbHBIN ¢ 06enX CTOPOH.

Omeunocmov naivyes pyk y NAyUeHmMKu xapax-
mepua 0as cundpoma Peino. Hcmonuenue 2y6
U paduanvHvie MOPWUHLL 8OKPYZ PMA SE8ASI0M-
€Sl NAMOZHOMOHUYHBIMU NPUSHAKAMU CUCMEMHOU
cxaepodepmuu (CC/l). Beposimuee gcezo, cunopom
Peiino y dannou nayuenmxu caedyem paccmampu-
6AMb 6 PAMKAX CUCMEMHO020 3db60aesanus. [las
noomeepxdenus duaznosa CCJ] neobxodumo npo-
secmu 0oo0caedoganue, d MaKxe, cOzLACHO HOGbIM
Juaznocmuueckum Kpumepusm, OueHums npaso-
MOUHOCMY Juazno3d. AYcKyibmamusuas Kapmumd
8 JlezKux ceudemenibcmeayem o 808aeUeHUU 68 NAmo-
J02UMECKUT NPOUECC MEAKUX OPOHX08 U OPOHXUO,
a maxixke NaApeHxuMvl Je2KUX.

B kaunuke mnpoBeserHo o6creoBaHue TAIH-
eHTKN. B kJMHWYECKOM aHajn3e KPOBH BbISBJIEH
HE3HAYUTEIbHBIN JTUMQOIUTO3, OCTATbHbBIE TTOKA3a-
TEJM B MpejieiaX HOPMasbHbIX 3HaueHuii (tabm. 1).
B 6uoxuMuveckoM aHasM3e KPOBU OTKJIOHEHUN He
BbIsIBJIeHO. [lokasaTenm CHIBOPOTOYHBLIX YPOBHENl
IgA, IgM n IgG, xoarynorpammbr (AUTB,% mnpo-
TpoM6ura 1o KBuky, GuOPUHOTEH) HaXOIUJINCDH
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Tabauua 1.
Jluramuka jsa6opaTopHbix mokasareseir 6osbHON C. 3a nepuoj ¢ 2012 mo 2016 rr.
2012 r. (repuor r20(2:1161/1Tre.1J11/13au1/m) Pedepencubie 3HaveHmst

Ipurponursi, 1012/ 1 4,1 4,3 3,8—6,1
Temorso6un, v/ 129,4 136,9 117—180
111 0,95 0,9 0,8—1,05
Jletikonmror, 109/ 7,0 6,5 4,0—11,0
Jlumdorursr, % 43,1 45,4 18—44
Heiirpoduibl, % 43,3 44,4 45—72
MounouutTsl, % 6,0 5,8 2—10
DosuHOGUIbI, % 3,9 3,9 0—->5
Bazodusl, % 0,2 0,4 0—2
Tpom6orursr, 109/ 1 297,3 322,8 150—450
CO3, MmM/u 10 14 2—10
IgA, r/n 2,1 1,9 0,7—4,0
IgM, r/n 2,4 1,36 0,4—2,3
IgG, r/an 17,3 10,76 7—16
AUTB — 1,0 0,75—1,25
[Tporpom6un 0 KBUKY, % — 106 70—130
DubpuHores, 1/ — 3,18 1,8—4,0
AH®D — 1:80 1:40—1:80
Anruresna x Scl-70 — MOJIOKUTEIbHbIH OTPHUIIATETbHBIIT
PO OTpUILATEIbHbII OTpULIATEIbHbII OTpULIATEeIbHbBIN
Ca, MMOJIb/ 1T — 2,33 2,08—2,65
Ca?*, MMoJIb/ 1 = 1,31 1,12—1,32

B npenenax pedepeHcHbix 3navenwuii. O6paiaer
Ha ceGs BHUMaHWe OOHApPY)KeHUE AHTUTEJ K TOIIO-
uszomepase I (anturena k Scl-70), Tutp aHTHALED-
HbIx antutesa — AHD — 1:80 (mopma 1:40—1:80).
Pesmartouiublil pakTOp — OTpUIIATENbHBII.

Vposenbp ammaasbl Moun 399,4 en/n (mopma
60—500). OTkJyOHEHUII B 06LIIEeM aHAJU3e MOYU, aHa-
Jin3e Kaja He BBISBJIEHO.

Hccaedosanue anmumen x monousomepase
I 6vi10 svinoaneno ¢ ueavio duaznocmuxu CC/L.
Amu anmumenda S8ALIOMCS CREUYUDUUHBIMU 05
cucmemnoll cxiepodepmuu. Puck passumus u npo-
2peccuposaniis NHEGMOCKAEPO3Ad U Nopaxenus opy-
2UX BHYMPEHNUX OP2AHO8 Y NAUUEHMOS, Y KOMO-
puix viAeAdI0mes anmumena k¥ anmuzeny Scl-70,
evwue [3]. Tax, y onucvieaemoii 6016HOU HAOLIO-
0anocy nocmenennoe nNPozpeccuposanue 3a60aeea-
Hus, Hecmomps na mepanuio I'KC. Tump anmuny-
KACAPHBLY AHMUMEN Y NAUYUEHMKU HAX0OUMCs Ha
sepxuetl epanuypl Hopmol. OHU 0OHAPYKUBAIOMCS
y 90—100% 6orvnvix CC/A [4].

HopmasbHbie mokasatein 6MOXUMUYECKOrO aHa-
JIn3a KPOBH, OOIIETO aHAJIN3a MOYU CBH/ETEJIbCTBY-
10T 06 OTCYTCTBUY TIOPA’KEHUSI TIEYeHU U TIOYEK.

Ha smexkTpokapaumorpaMMe PperucTpUpPOBAJICS
CUHYCOBBIIl PUTM C YacTOTOI CepJIeYHBIX COKpalie-

Huil 78 ynapoB B MunyTy. HopMmasbHOe nosoxkeHune
9JIEKTPUUYECKOI OCH Cep/ia.

[Ipu cnupoMeTpuu BBISIBJIEHO HapyIIeHUE BeH-
TUJASIUOHHONW (YHKIMH JETKUX 10 PECTPUKTHUB-
HOMY THUTY: JKu3nenHnas emxocmo aezkux (JKEJI)
cocraBusia 62% (nopma >80%), (pyuxuuonarvnas
Kusnennas emxocmv nezkux (DOIKEJ) — 63%
(Hopma >80%), obsem opcuposannozo évidoxa 3a
1 cexyndy (ODB1) — 59% (mopma >70%), oTHO-
menne ODB1/DOKEJ — 93% (Hopma 75—85%).

[Tanmentrke BbimosHeHa KT opranoB rpynHoi
kaetkn (puc. 3): COCTOsSIHME TIOCTE KPAeBO# pesex-
MU BepXHEW W HUXKHEH J0Jiell MpaBOTO JEerKo-
ro — MeTa/IMYeCKUe CKPENKH U OKPYKAOMMHA X
nHeBModu6po3. CyOrieBpaibHblil oyar B Sy mpa-
BOTO JIETKOTO IpPEXHUX pasMepoB. CBEXUX 04aro-
BbIX U MHQUIBTPATHUBHBIX M3MEHEHUIl B JIETKUX He
BBISIBJIEHO. B HIMJKHMX M CpeIHUX OTZesnaxX 060uX
JIETKUX COXPAHAIOTCS YILUIOTHEHHE NePUOGPOHXOBA-
CKYJISIDHOTO WHTEPCTUIUS, a TaKKe MeXKI0JbKOBO-
r0 ¥ BHYTPHJOJIBKOBOTO MHTepcTuimus (ceryarbie 110
THITy «MaToBOTO cTeknaa»). Ha atom ¢oHe oTMedeHbr
TPAKIMOHHBIE GPOHXO0IKTA3bl B S, ¢ 06€MX CTOPOH.
Wurparopakaabhbie uMbaTHIecKie y3Jbl He YBEIU-
4yenbl. JKUIKOCTH B MJIEBPAIBHBIX MOJOCTSIX U TIOJIO-
CcTH Tiepukapga He obGHapyxkeHo. Cepiile 0ObIYHBIX
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JETEJBCTBYIOT 06 OcJabIeHun Tepu-
CTAJIbTUKM [UIIEBOJA.

C unesnbpio BBISIBJIEHUS CTeleHU
MOBPEXKJAEHUS CJIUZUCTOH 0060J0Y-
KM THUIEBOJA TalUeHTKe BBITIOJ-
HeHa 3930QaroracTpoayoeHOCKO-
nus. 3akJ0YeHne: HeJ0CTaTOYHOCTD
KapIuu, KaTapajbHblil pedJokc-
s3odarutr. AHTpPaAbHBIN TacTPUT
¢ odvaroBoii arpodueii. Byanbur.
[yonenoractpaabHbiii pedJIioKc.

Kpome TOTO, nng BBIABIECHUS
MOTODHBIX HapyIIeHWil MUIeBO/a
HeoOX0uMO ObLIO OIIEHUTDH €ro JBU-
rareapuyio ¢yukuuio (puc. 3). Ilo
JIAHHBIM HCCJIEeIOBAHUS [IBUTATEIBHOI
ynkmum mrmeBosa B pexxkume HRM
(High resolution manometry —
MaHOMETPHH BBICOKOTO pa3penIeHuns)

Puc. 3. [Innamuka KT-kapTuHbI OPraHoB TPYAHON KJIETKH 32 MEPHUOJ] C
2012 r. no 2016 r. CoxpaHsIOTCS U3MEHEHUs 110 TUITY «MaTOBOIO CTEK-
na» (yKazaHO YEpPHBIMH CTpeJKaMu). I1OSBUINCH TPAaKIMOHHBIE GPOHXO-
5KTasbl B Sy ¢ 06enx cTopoH (yKazaHO GeJbIMU CTPEJKAMU) U PETUKY-

JIApHad NCYEPUYEHHOCTD

Fig. 3. Dynamics of chest CT presentation at 2016 in comparison to
2012. «Ground glass» pattern remains (indicated by black arrows).
Traction bronchiectasia in Sy, at both sides (indicated by white arrows)

with reticular striation

pa3MepoB, JHUCTOK TepuUKapaa TOHKUi. [Inamerp
JIETOYHOTO CTBOJIa 26 MM, NpaBoOil JIETOYHOH apTe-
pun — 22 MM, JeBoil JierouHoi aprepun — 20 MM.
Ckener 6e3 1eCTPYKTUBHBIX M3MEHEHUH.

H3zmenenus, evisigiennvle npu CRUpOMEMPUl,
xapaxmepuuol 0458 HAPYWEHUS GEHMUNAUUU NO
PECMPUKTNUBHOMY TMUNY, KOMOPOe 06YCA08AEHO
Y 0anHoOlt NAYUEHMKU YMEeHbUEHUEM CNOCOOHO-
CMu 71e204HOU MKAHU K DACSIKEHUIO 8caedcmeue
UHMEPCIMUUUATILHOZ0 3A00NC6AHUS EZKUX.

Peszyarvmamvr KT opzanoe zpyodnou xaemxu:
KT-kapmuna coomeemcmeyem unmepcmuyuaio-
HOMY NOPAKEHUI JleeKUX — YNJIOMHEeHUe U Ymo.i-
wenue MexA0AbKOBLY NepezopodoK, <«MaAmoeoe
cMexa0», yniomuenue cmenox 6ponxos. Ilo cpas-
nenuto ¢ 2012 2., ommeuaemcs nosigienue 6POHX0-
IKMA308, XAPAKMEPHLIX 01 UHMEPCUYUAILHOZ0
nopaxenus aeekux npu CCJ, a makxxe nossje-
HUSL PeMUKYAAPHOU UCUEPUEHHOCU, YO CEU-
demenvbcmeyem 0 NPOZPECCUPOSAHUU NOPAKEHUS
aezounolt mraumu. uamemp J€z2ouH0z0 CMeoLd
cocmaensem 26 MM, MO He ABAACMCA NPUIHAKOM
A€2Z0UHOU 2UNepPMeH3UU, 00HAKO NOJHOCMBIO ee He
uckouaem.

YuurbiBas kaJoObl HA 3aTPy/IHEHUE TTPOXOK/Ie-
HUSI TIMIA TI0 MUIIEBOLY, a TaK)Ke MpeANnoaraeMblii
quarno3 CC/I, 1715 BbISIBIEHUST TOPAXKEHUST MUIIEBO-
na (TUIMOTOHUS WM CTPUKTYPBI) MAIMEHTKE BBITOJ-
HEHO PEHTTeHOJIOTUYECKOe WCCAeIoBaHue ¢ CyJbda-
ToM Gapust (puc. 4). PesyabraThl nccie0BaHNs CBU-

JIABJICHNE TIOKOSI 8EPXHEZ0 NUUEE00-
nozo cpunxmepa (BIIC) B HOpME,
packpoitue BIIC B oTBeT Ha TJIOTOK
B IIpe/esiaX HOPMAJbHBIX 3HAUEHUII.
JlaBJieHne TIOKOSI HUXHEZO NUUWEE00-
nozo cgunxmepa (HIIC) u ero pac-
KDbITHE B OTBET HA BJAXKHBINA TJIOTOK
B HOopMe. CoOKpalleHusi B TPyAHOM
oT/esie THUIIEBOJA TePUCTAJbTHYE-
CKHE CO CHI)KEHHON MHTEHCHBHOCTBIO
B [HCTanbHOM OTAese. B coorBercTBun ¢ UnKarckoii
kJaaccuduranmein 3-ro nepecMoTpa, IMOJYYEHHBIE
JlaHHBIE CBU/ETEIBCTBYIOT 0 Hea(PEKTUBHON MOTO-
puke muieBoaa [2].

Y nauyuenmos ¢ CC/l opzanvt xenydoumo-
Kuweunozo mpaxkma nopaxaiomcs ¢ 90% cayuaes
[5]. IIpu 3mom naubonee uwacmo 6 namoozuue-
cxuti npouecc sosaexaemces nuwesod. Ipu penmee-
HOJLOZUYECKOM UCCAeA08aHUL C CYAbphamom bapus
He 6blA8JIeHO CMPUKMYP, KOMOPble MOZYm pas-
susamuvcs y navuenmos ¢ CCJ[ ecaedcmsue peg-
JAH0KC-330¢hazuma. B noav3y nopaxxenus nuueeodd
ceudemenvcmeyem ociabienue ezo0 NepPucmarbmu-
Ku. Imo nodmeepxkdaemcs pe3yiomamamis MaHo-
Mempuu. Y nayuenmxu umeem Mecmo nopaxenue
MOoAbKO 2pydHozo omdena nuwesodd. CruxeHus
dasaenusi HIIC ne ommeuaemcsi.

TakuM 06pa3oM, ydUTbIBas HAJUYUE y TTAI[HEHT-
KU cuHApoMa PeitHo, eif OBLIO BBITIOJHEHO KAIHJI-
JIIPOCKOIIMYEeCKOe MCCJIeJ0BaHNe HOTTEBOTO JIOXKA.
B pesyibrare BBISBJIEHO 3HAYUTENBHOE CHIKEHIE
yucaa KanmwiuisgpoB ¢ GopMUpoBaHueM 6eccocyiu-
CTBIX TOJIEH W KyCTOBHIHBIX KAIUJLISPOB, PACIINpe-
HUe KAlWISIPOB BBIPAXKEHO yMEPEHHO.

Hsmenenus npu xkanuanapockonuu xapaxmep-
HoL 0 no3dneu cmaduu CCJl, max xax na pamu-
HUX CMAduax, Kax npasuio, He HAOAI00Aemcs
PEOYKUUU KANUALADOG U POPMUPOSaAHUs 6eccocy-
Jucmoix noaeti [6].
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Puc. 4. PenrtreHosornyeckoe MCcae/[0BaHIe MHIEBO/IA
¢ cysabdaroM Gapus.

a — TUIIEBOJl TPOXOAMM, PACIIUPEHUN U CY>KeHUil ero
IPOCBETA HE BBIABJIEHO;

6 — yrona Tuca BBIMPSIMIIEH, MEPUCTATbTHKA OCIab/IeHa,
CTEHKa TIMIIEBO/IA POBHASI, 3JIACTHYHOCTh COXPAHEHA,
CKJIQJIKU TIPOJIOJIBHOTO HAMIPABJEHUS HE U3MEHEHbI;

6 — Kap/usi CMBIKAETCS, BU/IHBI MPOJIOJbHBIE CKIAIKH
Fig. 4. Esophageal X-ray investigation with barium
sulfate swallow.

a — esophagus is patent, no dilations or strictures

are present; 6 — the angle of His is straightened,
peristaltic waves are weak, esophageal wall is smooth,
elasticity is preserved, longitudinal folds are normal,
6 — cardia is competent, longitudinal folds can be
visualized

IIpu nodcueme 6annog, cozracHo HoGviM Oud-
ZHOCIUUeCKUM Kpumepusm, paspadomanioin ACR
u EULAB, no pesyavmamam npogedeniozo obc.e-
dosanus navyuenmxa nabpara 10 6arnos [7], umo
noomeepsxdaem npasomournocms duaznoza CC/.

Takwum o6pa3oM, Ha OCHOBAHUM 3KaJolO, JaH-
HBIX aHaMHe3a, OOBbEKTUBHOTO OCMOTpPa, pe3yJbTa-
TOB JTa00OPATOPHBIX M WHCTPYMEHTAJBHBIX HCCJIe-
JIOBaHWH ObIJ yCTAaHOBJIEH KJAMHHYECKUN IUarHos:
CUCTEMHAsI CKJIEPOAepMuUsi IMOJOCTPOe TedeHHe
C TOpaKEHUEM JIeTKHX, JKeJy[0YHO- KHUIIEeYHOTO
Tpakra (s30darut ¢ gucdaruein), IIOTHBIA OTEK
KOXHU, cuHApoM PeliHo, cKIepomaKTUIns, Kalumis-
pOCKOTIMUecKne u3MeHeHus. AHTtutesa K Scl-70 +.
OcJokHeHHus: abIXaTeslbHas HeJOCTaTouHOCTh 11
crerenn. ComyTcTBylonue 3a060JeBaHUs: MHOKe-
CTBEHHbIE€ TaMapTOMbI BerHefI JA0JIn 1IpaBOro Jier-
koro. Omepanus: aTUNHUYHAS PE3EKIUS BepXHei
" HIDKHeH posm mpaBoro Jjerkoro ot 2.04.2012 r.
Mopdoaoruueckuii auaruos: ramaproma. Vurep-
CTUIIHaJIbHasA ITHEBMOHNA.

10100 10710 107

Puc. 5. NccaenoBanue aBuraTebHOIl (QyHKIUN THIIE-
Bozia B pesknme HRM.

BIIC — Bepxunit mumeBoaublii chunkrep; HIIC — muskunit
MUIIEBOAHBIN CPUHKTED

Fig. 5. HRM investigation of esophageal motility

O6cy:kaenne

CucreMHas CKJIEpPOLEPMUSI — CHCTEMHOE ayTo-
UMMYHHOE 3a00JIeBaHue, XapaKTepU3yIoleecs: dH/0-
TeJauaJbHOll AuchyHKLMeH, NpuBoAAllell K aHIHO-
maTuy, TPOAYKIMEH ayToaHTHUTeJ W AuCHyHKINEH
Gubpo6IacTOB ¢ MOCTenyolell BbIpAGOTKON KOJLIa-
reHa.

PacripocTpareHHOCTh 3260JI€BaHNS 3HAYUTETHHO
BapbUpyeT B Pa3HbIX CTpaHaX. B KPYMHBIX smuieMu-
onormueckux ucciaegopanmax (B CIIA, Apcrpaamm
n Vcnanum) ycTaHoBJeHO, 4YTO 3a60/1€BaEMOCTD
cocraBasger 242 cayvyasd Ha 1 MuaH Hacesenus [8].
3a6oseBanueM yalle CTPAJIAloT KEHIIUHBI B BO3pac-
Te 45—65 ner.

Knaccudukanua CCJ/] ocHoBanHa Ha creneHH
BOBJIEYEHUS B IIATOJIOTHYECKUN IpoIlecc KOXHOTO
nokposa. Boigensior npuddysHylo, orpaHHYeHHYIO
U BHUCLEPAIbHYIO (OPMBI 6OIE3HN.

[Ipu Jdugpgpysnoti bopMe paHo pPa3BUBAECTCS CHUH-
apoM PeiiHo u BucliepabHask TATOJIOTHS, BBISBJISIOT-
cs aHTUTENAa K Tomou3oMepase I, TopaxkeHue KOXKU
3aTparmBaeT KOHEYHOCTH, TYJOBHIIE, JIHUIIO.

[Ipu ozpanuuennoli ¢hopmMe KOKHBIE TPOSBICHUS
3aTparuBaiOT TOJbKO AUCTAJbHBIE YACTH KOHEYHO-
cTedl m Juio, cMHAPOM PeilHo AnuTeabHO mpelne-
CTBYET BUCIIEPAJTbHBIM MOPAXKEHUSIM.

IIpu sucuepasvrol GopMe MOpaskeHHE KOXHU
OTCYTCTBYET, 3a00JieBaHNe TPOSBJSETCS CHUHIPO-
MoM PefiHO W mopakeHuIMU BHYTPEHHUX OPTaHOB
¢ BoisgBaenneM B kpoBu AHA (anTurena K TOImouso-
Mepase I, AITA).

Manudecramus 3a6oieBaHis Y HAMEHTKH € BUC-
HepasbHbIMU TPOsiBAeHUsIME (MHTEPCTHI[HATBHOTO
NOpa)keHUsI JIETKUX ), C HOCAeAYIONUM IIPUCOELN-
HeHUEM cuHJpoMa PeiiHo, TOpakeHus Kesaya04HO-
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Tabauya 2.
Juarnocruueckue kpurepun CCJI (2013) [7]
Kpurepuit [lomnosnenne Banmbr
YToJmenne KOXU MaablleB 00enX pPyK,
pacnpocTpaHsolleecs: MIPoOKCUMaIbHee
nsAcTHO-(aTaHTOBbIX cycTaBoB (mocTa-
TOYHBIA KPUTEPHIA) — 9
Oreunble amanru
YToenne Koxu Iajibles pyK Bce masbIpr gucraibHee TSICTHO-()aTaHTOBBIX
CyCTaBOB 4
VcToHueHne KOHIEBBIX (haJlaHT TAJbIIEB Sl3Bennble medexToI 2
pyk (aururanbHas wimeMus PyGuukn 3
Teneanrmskrazun — 2
Kaminspockonmdeckoe n3MeHEHWE
HOTTEBOTO JIOJKA — 2
Jlerounas aprepuajibHas THIEPTEH3HSI JlerouHasi aprepuaibHasi TUIIEPTEH3US 2
1/ W WHTEPCTHIMAIBHOE MOPASKEHIEe
JIETKUX WNurepcrunuanbias 601€3Hb JIETKUX 2
Cunzpom Peiiro — 3
XapaKTepHble ayTOAHTUTeIa Anturena x nenrpomepaM, Tonousomepase I (Scl-70),
PHK-mmommepase 111 3

KHUIIEYHOTO TPAKTa, KOKHU MaJbIleB KUCTEH W JIUIA,
a TakXe BbisBieHHble Scl-70+, CBUIETENBCTBYIOT
o muddysnoit popme CC/I.

AMepurancxum o006uwecmeon pesmamonozos
(ACR) u Esponetickoti 1uzoi npomue peemamusma
(EULAB) paspa6oTaHbl AUarHOCTUYECKHE KPUTEPUH
CC/I (ra6a. 2).

Huarnos CCJ] BbicTaBisieTCs, €CJAU HAaIlUeHT
Habupaet 9 6asioB u 6oJiee.

CorsacHo pe3yJbTataM MPOBEJAEHHOTO 006C/e/10-
BaHWs, PYKOBOJCTBYSICh OOIIENPUHSATHIMU [[HATHO-
cruueckumu kputepusmu CCJ/l, nanumenTka nabpajia
10 Gaanos (manmume cuHapoMa PeiiHo, O6BIYHOMN
WHTEPCTUITNAIBHON THEBMOHWM, AHTUTEN K TOTOU-
3oMepase I, oreuHbIX (asaHT U KAMWLISPOCKOITIYe-
CKOTO M3MEHEHMsI HOITeBOro Jjoxa). OmHako aua-
THO3 MalreHTKe ObLI BbIcTaBjaeH crycTsi 13 et or
MOSIBJIEHUSI TIEPBBIX TIPU3HAKOB 3a60JI€BAHUSI.

Hecmotpst Ha To uTO unmepcmuyuasvHoe nopa-
xenue aezkux (UILJI) npu CCJl pasBuBaerca Ha
HO3[HUX CTaausX 3abojieBanus, y 7—22% NalieH-
TOB €JIMHCTBEHHBIM TMPOSBJIEHHEM GOJIE3HU MOXKET
6biTh o6Hapykenue npu KT usmMeHeHuilt B Jierkux
Mo TUIY «MaToBOTO crekyaas [9]. M3JI Bcrpevatorcs
y 65% Goapubix CCI. Y 90% ymepunx ot CCJI
0GHAPYKUBAIOTCS MPU3HAKN HHTEPCTUINATHHOTO
nopaxkenus [10]. 76% caygaes UTLJT mpesacraBieHbt
Hecnenu@uIecKoil MHTEPCTUIMATBHON THEBMOHUEN.
Kinnnueckast kapruna WILJI, xak npasuio, y 50%
MAIMEHTOB MPeICTaBIeHa OJBINIKON BCI€JACTBUE CHU-
JKEHUS JIETOYHBIX 00BeMOB. [IpyTuM 4acThbIM CHMIITO-
MOM SIBJISIETCSI CYXOM Kalllesib, KOTOPbIil B 46% cJiy-
YyaeB MpUoGpeTaeT MPOJLYyKTUBHBIN XapaKTep.

OTCcyTCTBUE MPU3HAKOB MOPAXKEHUS APYTUX OpTa-
HOB M CHCTEM Y OITUCBIBaeMOil 6OJbHOI Ha IEepBOM

aTame TedyeHUsT GOJE3HHM MOCJHYKHUIO MNPUYMHOI
HHTepIpeTaluy HHTEPCTUIINAJBHOIO ITOPAKEHUS
JIETKUX KaK HMAMOIATUYECKOIO, a He CHCTEeMHOTIO
3a60/I€BaHUSI .

NIIJI nmpu CCJ/l MOXHO JIMarHOCTHPOBATD
npu nposeneHnn KT opraHoB rpy/HO# KJIETKH.
Y 66—93% manueHTOB CaMBIM YACThIM CHMIITOMOM
SIBJISIETCST «MaTOBOE CTEKJIO0», B OCHOBE KOTOPO-
TO JIEKUT YTOJIEHUE WHTEPCTUIUS ATbBEOJISIPHBIX
MIEePErOPO/IOK.

Eme oguuM xapakTtepHbIM mposiBaenuem MIIJI
npu CC/I aBasercsa oOHapykeHNe OPOHXO0IKTA30B.
Onn, Kak NMpaBUJIO, UMEIOT TPAKIIMOHHDBIH MeXaHU3M
o6pa3oBaHus.

Y 17-59% mnamuenro npu KT naxomsar Gosee
TsKeJI0€e TposiBiaeHne pubéposa Jerknx — <«COTOBOE
serkoes. 1o MHEHHMIO HEKOTOPBIX aBTOPOB, Haubo-
Jiee OBICTPOE TPOTPEcCCUPOBaHUE W HeGJArOTPUSIT-
HBIIl MPOTHO3 HAGJMIOJAIOTCS TIPU TOpaskeHuu GoJee
20% mapeuxumspr Jjerkux [11]. Cremyer orMerurs,
4T0 MOP(OJOTHYECKUN TUATHO3 OOBIYHON WHTEPCTH-
IIUAJbHON THEBMOHUM MOKET BCTPEYATHCS HE TOJb-
ko mpu CCJ/l, HO TpW UAMOTATHYECKOM JETOUYHOM
(ubposze n npodeccuoHaNbHBIX 3a00J€BAHUSX JIET-
KUX.

B xpyr nuddepennunanbHoro guartosa Impu
MHTEPCTUINATBHDBIX MOPAKEHUI JIETKUX HE0OX0IUMO
BKJIIOYATb CHUCTEMHbIE 3a00JIeBaHUS COCAMHUTETbHOI
TKaHHU, JIEKAPCTBEHHDbI ITHEBMOHUT M 3K30I'€HHBII
asbBeosnT. /IBa mocienHnX 3a60J€BAHUS MOXKHO
HCKJIIOYHTD Y3Ke Ha aTtare c60pa aHaMHesa.

[Mns mevenns NIIJI nmpu CC/I npenapartamu
BBIGOPA SIBJSIOTCS IUTOCTATHKU. EJWHCTBEHHBIM U3
HUX Ha CETOAHSIIHUN J€Hb, KOTOPBIII PEKOMEH/IOBaH
EULAB, sBasercs nurjaodocdamua. B mMHOroUmC-
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JIEHHBIX HMCCAEOBAHUSX ObLIO MPOJEMOHCTPUPOBA-
HO €ro BJIMsIHIE Ha BbIKMBAEMOCTD IMAIMEHTOB, a He
TOJBKO Ha (YHKIUIO Jerkux. PexkoMeHgoBaHHAS
jqo03a — 500—750 Mr/mM? MOBEPXHOCTH TeJa B MECHI]
npu BHyTpuBeHHOM BBemenun wuaum 102 mr/Kr
B CYTKH TNPHU TIEPOPAJBLHOM TIpHEMe Ha TPOTSIKEHUN
He MeHee 6 MecsieB [12]. B kavectBe asbrepHaru-
BBl MOXKHO NPUMEHAThb MuUKodeHosata MopeTu.
Cucremnanie 'KC pexoMeHayeTcss TPUMeHSTb NPH
TSOKEJIBIX W Tporpeccupyiomux ¢opmax 3aboseBa-
HUS B ZI03€ 70 15 MI B CYyTKU B COYETAHUU C I[UKJIO-
dochamuom.

[To muenunto JkcneproB EBporeiickoro pecrupa-
TOPHOTO OOTIECTBA, UTOCTATUKY MOKA3aHbBI TIPU Pac-
MPOCTPAHEHHOM WHTEPCTUIHATHHOM TTOPAKEHUN WJIH
PUCKaX €ro MpoTPeCcCHpPOBaHU: TOpaKeHue GoJee
30% aerounoit tkanu, OIKEJI <70% [13]. ¥ nauu-
entkn ormevaerca cHmwkenne MIKEJL g0 63%, uro
CJIYKUT TIOKA3aHWEM JIJIsl Ha3HAYEHHS I[UTOCTaTHyYe-
CKOW Teparmmi.

Ha ocHoBaHuMM TOJTyY€HHBIX JIAHHBIX ObLIa CKOP-
PEKTUpPOBaHa Tepamnus. PeKoMeHIOBaHO NPOIOJI-
KWUTh PUeM MeTunpeaan3onona (Merunpena 24 Mr
B CYTKH), TPHUCOEMHUTH K Tepamuu 1mukiaodocda-
muzg 1000 mr 1 pa3 B Mecsn, akroBerns 200 MT BHY-
TpuBeHHO, aamnpoctaauna (Bazanpocran) 20 MKr BHY-
TPUBEHHO.

Heo6xoanumo orMerurb, 4ro Haumbojiee 4acToil
npuunHoit cMeptu 6osbabix ¢ CCJI sBisieTcss mopa-
JKeHue JieTKUX, K KoTopbiM otHocsTcst UILJT u nerou-
Hasg runeprensusi. Pacnpoctpanennocts WIIJI
¢ JIeroyHoll runeprensueii cocrasisier 18—22% [14].
[Mammenter ¢ UILJI mpu CCJI uMeoT B MATH pas
60Jiee BBICOKHII PUCK CMEPTH.

Y 50—90% manuenros ¢ CCJ] o6Hapy:KUBAIOT-
cs nopakenus: nuiieBoaa [15]. Ilanuentsr ¢ WILJI
uMeoT 6ojiee YacToe BOBJEYEHUE B TATOJOTHUYE-
CKHUIl Tpollecc MUIEBOAA: JIBUTATEIbHbIE HapyIIe-
HUSI, CTPUKTYPBI, 9PO3UBHO-SI3BEHHBIE MOPAKEHUS.
Haun6omee 3naunmpiM auddepeHnmaabHO-IUarHO-
ctuueckuM mpudHakom CCJl saBasgercss guiaTarus
numeBozga. IIpu nposenenun KT u pentrenonoru-
YeCKOTr0 HCCJIEJOBAHUS OPraHOB TPYAHOU KJIETKH
pacmimpeHusi THUIIEBOAA y TAIMEHTKW He oTMede-
HO. O[HAKO BBISIBJIEHDI [[BUTATEbHBIE HAPYIIEHUS,
cBUETENbCTBYIONNE O HeaPDEKTUBHON MOTOPUKE
mamiesoza (B coorserctBru ¢ YUKarckon Kaaccudu-
Kauueii 3-ro nepecMorpa).

[Tporuo3s 3a6oneBanus y naiuentos ¢ CC/l 3aBu-
CUT OT OTBETA HA MPOBOAUMYIO TEPANUIO U PA3BUTHUS
ocyoxkaenuit. K gaxkropam He6IaronpusiTHOro mpo-
THO3a OTHOCSTCS: BO3PACT OOJIbHBIX KOTJIA BO3HUK-
JII TepBble IposBaeHus Gomesnn (crapme 45 er),
muddysHas ¢hopma, MyKCKOI 1o, GUOPO3 JIETKHX,
JIETOYHASI TUTIEPTEH3Us, apUTMUs, MOPAKEHNE TOYeK

B nepBble 3 rojga 6osne3nu, anemus, Bbicokas COI,
nporeuHypus B Havase 6oseznu [1]. Y mammenrt-
KU B TIPEJCTABJIEHHOM KJIMHIYECKOM HaGJII0IeHUN
3a6osieBanue MaHudecTUpoBaJo B Bodpacte 37 Jer,
onnako auddysHas dopma 3a60eBaHUs, a TAKXKE
pacrpoCcTpaHeHHble WHTEPCTUIINATbHbIE M3MEHEHUS
B JIETKUX, MOJOKUTEJbHbIC AHTUTENTA K TOIMOM30Me-
pasze I, cayxat MapkepoM HeGJAronpUSTHOTO TPO-
rHo3a B otHouennu CC/I.

3akJoueHue

Oco6eHHOCTh JJAaHHOTO KJIMHUYECKOTO HaGJIoj/Ie-
Husi coctout B ToM, yto CCJl y manuenTkn ae6oTu-
poBajia ¢ JIETOUHBIX IPOSIBJIEHUIl: IPUCTYII006pasHo-
ro CyXOTo Kallljisl, KOTOPbIi Yepe3 7 JieT mpuobpes
MOCTOSTHHBIN Xapakrep. OTCyTCTBUE IPYTUX KaI00
Ha MEPBOM M BTOPOM JTamnax 3a00JIeBaHUS MOCTYKU-
JIN TIPUYUHON HEMPAaBUJIHHON WHTEPIPETAINN OCHOB-
HOro cuMnToMa. BHavasie maimenTke ObLT BbICTABJIEH
ANarHo3: XpoHHYecKuit O6poHXUT. OMHAKO OTCYT-
ctBue 3¢PeKTa 0T IPOBOANMOTO JE€UEHUS, BLISBJICH-
uple ipu KT opranoB rpyaHoil KJeTKN U3MeHEHUs
noTpe6oBaT BKIIOYEHNST B KpyT auddepeHtmann-
HOTO JuarHosa TyOepKyJesa, OmyXoJell JeTKOro,
METacTaTU4YeCKOro IMOPasKeHUs JIETKOTO, HHTEPCTHIIN-
aJIbHBIX 3a00JIeBaHMIl JErKUX, CUCTEMHBIX 3a00JieBa-
HUIl coelMHUTENbHON TKaHU. B mpoliecce mpoBoauB-
nerocst 06¢JaeIoBaHus y HAlUEeHTKN JAMarHOCTUPO-
BaHbl MHOXXECTBEHHbIe T'aMapTOMbl IIPaBOrO JIETKOI'O
U UHTEPCTUIIHATBHOE TIOPAKEHHUE JIETKHX.

B pasbHeiinmeM IosBJjeHUe OJABINIKK, Aucharuu
u cuHApoMa PeiiHO B coYeTaHWM C MHTEPCTUIIUAJD-
HBIM TIOPaKEHUEM JIETKNX U OOGHAPY>KEHHbIMU aHTU-
TeJaMu K Toronsomepase I, Mmo3BomImM JUarHoCTH-
poBatb CCJ/l m CKOPPEKTHPOBATH JeUyeHHe.

Hameii 1iebio 6bLT0 TIPOIEMOHCTPUPOBATD HETHU-
nuyHoe Havano CCJl 1 CI0KHOCTD TOCTAaHOBKHU TIpa-
BUJIBHOTO JIMaTHO3a Ha HAYJIbHBIX 3Tamax 3aboJie-
BaHMS.

Ha ocnoBanuu >xajyno0, ZaHHBIX aHaMHe3a, 00b-
€KTUBHOTO OCMOTPA, Ja6OPATOPHBIX U HHCTPYMEH-
TAJbHBIX WCCJIEAOBAHUI ObLI YCTAHOBJIEH KJIHHHYeE-
CKHUil AMarHo3: CUCTeMHas CKJEPOAEepMUs M0J0CTPoe
TeyeHye C MOPa’keHUeM JIeIKUX, KeJIyJ0YHO-KUIley-
Horo tpakra (s30darut ¢ aucdarueil), NIOTHBILH
OTEK KOXHU, CUHIPOM PeiiHO, CKJIepOJaKTUINSA,
KanuJIASIpOCKONMYECKHEe W3MEeHEeHUs. AHTUTEJIA
K Scl-70+. OcJoxxkHeHust: IbIxaTeabHas HEJOCTATOY-
HocTh Il cremenu. ComyrcTBylomue 3a60./1eBaHus:
MHOJKECTBEHHbIE TaMapTOMbl BEPXHEH [[0JIM TIPABOTO
Jgerkoro. Omepanusi: atTunNYHAas Pe3eKINUs BepXHe
¥ HIDKHEW moJn mpaBoro Jjerkoro ot 02.04.2012 .

Mopdoaoruyeckuii uarnos: ramaproma. VHTeEp-
CTUIHAJIbHAS TTHEBMOHUS.

Konpaukr unrepecoB. ABTOPBI 3asBJISIIOT 06 OTCYTCTBUU KOH(MJIUKTA UHTEPECOB.
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