TPpYAHbBIN CAyHan

Peakas hopma nanonarnyecKkomn
MHTEPCTULMANDHON NHEBMOHUH
y Kypsuero myX4uHbl 36 nert

C.H. ABgeeB, MI.B. CamconoBa, A.Jl. Yepuses, 3.M. MepioeBa

BonbHo M., 36 net, nocTynun B MyNbMOHOMOMMYECcKoe OT-
nenexue B despane 2006 . ¢ xano6amm Ha OfbILLKY NPy yMe-
PEHHON PU3NHECKON Harpy3ke 1 Cyxom Kallenb.

AHamHe3. B TeyeHune 2 neT, nocne nepeHeceHHom pec-
nMpaTopHO NHdEKLMM, MALMEHT CTan 3aMeyaTb NOSBIEHNE
0AbILLKM NPpY GUNYECKUX HArpy3Kax CPeLHEN MHTEHCMBHOC-
M (NOAbEM MO NecTHUUEe Ha 3-i atax). Mpu obpaleHnn B
NONMKNMHKKY Obina BbINONHEHA PEHTreHorpadus rpyaHoit
KNeTkn 1 obHapyxeHbl Anddy3Hble ABYCTOPOHHNE U3MEHE-
HUS B NIErkUX — NauueHT Obial Hanpae/eH B CTauMoHap AJis
npoBeneHns aansHenwero o6cnenoBanus. MaumeHT KypurT,
cTax KypeHus 15 nadvek-net. KoHTakta ¢ npodeccuoHanb-
HbIMW BPEOHOCTSMUN 1 aNiIEPrMyeckmx peakumin He oTMeva-
NOCb, KaKMX-MBO NeKapCTBEHHbIX NpenapaToB 60NbHON He
npuHUMan.

[pn NepeBryHOM OCMOTpPE COCTOSIHWE YAOBAETBOPUTESb-
HOe, MUTaHNe HOPMabHOE, LMaHo3a 1 nepudepuyecknx oTe-
KOB HeT. lpyaHas kKneTka HOPMOCTEHMYECKas, NPY aycKynbTa-
LMK B IErKUX BbIC/YLUMBAETCS PABHOMEPHO XECTKOE AbIXaHue,
XPWMOB HET, NEPKYTOPHLI 3BYK C KOPOOOYHLIM OTTEHKOM. Ya-
cToTa AblxaHua 17 B 1 MuH. paHuubl cepaua He pacLlumnpeHs,
TOHbI CEpALA PUTMUYHbIE, LLYMOB HE BbICNYLLMBAETCS, YacTO-
Ta cepaeyHbix cokpaleHmin 90 B 1 MUH, apTepranbHoe aasne-
Hue 120/80 mm pT. CT. B ocTansHoM GusnkanbHble gaHHble 6e3
ocobeHHocTel. Mo AaHHbIM MYNbCOKCUMETPUU HAChILLEHUE
remornobuHa KMcnopoaom coctasnsano 96% B nokoe, CHUXa-
fck Npu xoapbe 10 92%.

KomnbloTepHaa Tomorpadus BbiCOKOro paspeLueHus
(KTBP) rpyaHoOii KNeTku: NeroyHbIe nonsi CUMMETPUYHBIE, 6e3
NHPUNLTPATUBHLIX U3MEHeHUN (puc. 1). BpoHxococyancTbin
PYICYHOK ycuIeH, necopM1poBaH no cetyatomy tuny. Mo scem
NEero4HbIM NONSIM ONPEENsoTCs MHOXECTBEHHbIE MENKue
Pa3BETBMIEHHbIE 3aTEMHEHUSI U LIEHTPONOOYSPHbIE Y3ENKN,
NPEVMMYLLECTBEHHO B Mpefenax BTOPWYHbIX JoneK. BpoHxu
1-3-ro nopsaka NpoxoauMbl, He 1edOpPMUPOBaHLI. 3akioye-

HWUW nynbmoHonornn Pocsppasa.

Cepreit HukonaeBu4 AegeeB — npodeccop, 3am. JUpeK-
TOpa.

Mapusa BuktopoBHa CaMmCOHOBa — [JOKT. MEA,. Hayk, 3aB.
nab. naTonorMyeckon aHaToMmn.

AHppein JibBoBu4Y YepHsieB — npodeccop, 3aB. OTAENOM
mMopdonorun.

3amupa MaromepnoBHa MepxxoeBa — Hayy. coTp. nab.
AblXaTeNlbHOM HeJOCTaTOYHOCTU U MIHTEHCMBHOM Tepanuu.

HWe: kapTuHa GpoHxunonuTa 1 anddy3HOro UHTEPCTULMANL-
HOro 3a60NeBaHNS NErkux.

®DyHKLMOHaNbHOE UCCNeao0BaHNe BHELLHErO AblXaHus
(neTns notok—o06bem, GoaunneTnamorpadus ¢ OLEHKOW
aIndPy3nMoHHOI cnocobHOCTM nerkux): GopcupoBaHHas
XUn3HeHHast emkocTb nerkux (PXKEN) 3,81 n (79% ot gonx-
HOI BENNYUHBI), 06beM HOPCUPOBAHHOIO BblAOXa 3a 1-10 ce-
kyHzy (O®B;) 1,96 n (51%), cpenHeakcnmpaTopHbIin dopcu-
poBaHHbIi noTok 0,75 n/c (17%), obuwas eMKOCTb Nerkmx
(OEN) 7,95 n (119%), octaTouHbli 06bem (O0) 4,14 n
(228%), oTHoweHne OO/OEN 52%, dyHKUMOHANbHas ocTa-
ToyHas emkocTb 5,13 n (158%), nnddysnoHHas cnocob-
HOCTb nerkux (Diy,) 16,0 ma/mun/mm pT. cT. (50%), yaenbHas
D1, 2,76 Mn/muH/MM PT. CT. (45%). 3aknioyeHve: reHepanmso-
BaHHasi OpoHXManbHash 0OCTPYKUMS, neroyHas runepuHons-
upsl, CHXeHne AMddPy3noHHOM CrIOCOBHOCTN NETKUX.

CocTaB ra3oB apTepuasnbHOi KPOBU (NPU AbIXaHWUN BO3-
IlyXOM): HacbllLieHne reMornoduHa kucnopoaom 96%, napum-
anbHoe pmaenexHne O, 76 MM PT. CT., NapumanbHoe AaBneHue
CO, 39 mm pT. cT., pH 7,48, KoHueHTpauus GukapboHaTOB
HCO; 29,6 mmonb/n.

B aHanusax KpoBwu Obinv BbISIBAEHLI CleyloLLme N3MeHe-
Hus: neikoumntos (11,4 x 10%/n) 6€3 3MeHeHWI nekoumTap-
HOM GOPMyIbl, NOBLILWEHNE CbIBOPOTOYHOM KOHLEHTPaLMM
naktatgernaporeHassl 1o 935 En/n (B Hopme 115-410 Ep/n) n
anbBeonomyuymHa 3EG5 no 187 En/mn (B Hopme oo 70 En/mn).
Opyrue nabopatopHble aHanu3bl, IKI™ 1 axokapamnorpadus He

Puc. 1. KTBP nerkumx.
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Puc. 2. lNMpenapat Topakockonnyeckom 6uoncum nerkoro.
MMnepTpodus MblLLE4YHON 060104KM CTEHOK TEPMUHASBbHbBIX
6poHxuon. MurMeHTUpoBaHHbIE Makpodarn B MpocBeTe
6poHxunon n anbeeon. Okpacka reMaToKCUIMHOM U 303U-
Hom. x100.

0BHaAPYXUNM HUKAKUX OTKIOHEHWIA. Mpy ynbTpa3BykKOBOM UC-
CnefloBaHUM OpPraHoB OPIOLLIHOM NOMOCTU BbISIBNIEHbI MPU3HAKM
ONOOY3HBIX UBMEHEHWNIA MEYEHN W NOOXENYO0YHOWN Xenesbl,
MUKPONUTBI B 00€MX NMOYKax 1 KMCTa NIEBOI MOYKN.

Mpu pubpodpoHxockonuu cimaucTas 06osouka GPoH-
XOB rnafkasi, yMepeHHo runepemupoBaHa (6osnblie crnpasa),
OGPOHXMaNbHbI CEKPET CKYAHbIN (60nblUe cnpasa).

C y4eTOM HEOJHO3HAYHOM KIIMHNYECKON KapTUHbI 60bHO-
My GbII0 PEKOMEHA0BAHO NPOBeAEHNE TOPAKOCKONMUYECKOM
6uoncum nerkoro. Mpw rmcToNornyeckom NccneoBaHnmM Tka-
HW NIErKoro (puc. 2) BbiIBNEHA PE3KO BbIPAXEHHAs r’MnepTpo-
dra CTEHOK pecnupaTopHbIX GPOHXMON U MbILLIEYHON 060104-

OcHoBHbIe cxoacTBa v pasnuynsa mexay Pb n PB-U3J

XapakTtepucTuku Pb PB-U3J
KnuHnyeckas kapTuHa
ofplLLka - A
Mopdonornyeckas kapTmHa
Makpodarv BHYyTpU anbBeon + +
NMUIMEHTUPOBAHHbIE + +
BKJIIOYEHNSA B Makpodarax
umTonorusi 6GpoHxoanbBeo- MurmeHTn- | MurmeHTn-
NSAPHOro NaBaxa POBaHHbIE | POBaHHbIE
makpodarm | makpodarm
KapTuHa KTBP
OPOHXOLEHTPUYECKOE ++ ++
pacnosioxeHne N3MeHeHNN
deHomMeH “maToBoro crekna” +/- A
YTONLLEHNE aNIbBEOIAPHbIX +/- Mepn-
neperopoaok OpPOHXM-
anbHoe
MUKPOY3€ENKM + ++
DyHKLMOHANBHBIE UBMEHEHNS
BpoHx1anbHas 06CTPyKLS +/- A
PECTPUKTUBHbIE N3MEHEHNS — +
CHuxeHne D = ++
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K TePMUHaNbHbIX OPOHXMON. MIMetoT MecTo yyacTku hpunbposa
¢ nedopmMaLmen TKaHu 1 OTIOXEHWEM YrofIbHOrO MUrMEHTa, a
Takke CKoMaeHns IMM@OLMTOB, B CTEHKAX YaCTN TEPMUHASb-
HbIX 6pOoHXMON — hopMUpoBaHME NMMOOUAHBIX PONIMKYNOB.
OGHapyXeHbl NUTMEHTMPOBAHHbIE Makpodarm B UHTEPCTULMN
1 npocBeTe OPOHXMON 1 anbBeos. 3akioyeHne: pecnmpaTop-
Hbli BPOHXNONNT.

C y4eTOM KIMHUYECKOW KapTWHbI (OAbIIKA NPy GUsmyec-
KOV Harpyske), AaHHbIX aHaMHe3a (KypeHue), GYHKLMN BHeLL -
HEro [bIxaHus (reHepanu3oBaHHas GpOHXxManbHas 06CTpykK-
LS M cHuxeHve anddy3noHHo cnocobHocTu nerkux), KTBP
(Npu3Hakn 6POHXMONMTA U MHTEPCTMLMANBHOrO 3a601eBaHNs
Nerkunx), rMMCToNOrM4eckoro UCCNefoBaHns (kapTuHa pecnu-
patopHoro GpoHxuonuTa) 60nbHOMY Obln MOCTaBNeH Aua-
rHO3: PECNMPATOPHbIA BPOHXMONNT, aCCOLMUPOBAHHLIN C WH-
TepcTULManbHbIM 3a60NIEBAHNEM NETKUX.

MauyeHTy 66110 PEKOMEHA0BAHO: 0TKA3 OT KypeHus, neye-
Hue npegHu3onoHoM (30 mr/cyT) n N-aueTunumcTemHoM
(1200 mr/cyT). Ha doHe Tepanun cocTosiHue 60AbHOrO yyy-
LWINIOCh: YMEHbLUMNACh OApILIKA, YBENMYUIIUCH 3HAYEHUS
O®dB; (0o 66% oT pomkHoit BenuumHbl), ®XE (8o 92%), D,
(mo 63%), ogHako coxpaHsioTcs peHTreHonorundeckue (KTBP)
1 OYHKUMOHANbHbBIE HAPYLLEHUS.

OOGcyxpeHue

PecnupaTopHblii GPOHXMOAUT, aCCOLMUPOBAHHbLIN C
MHTepCcTUUMaNbHbIM 3ab6oneBaHuem nerkux (PB-U3J1), -
3ab0n1eBaHVE 13 rpynnbl UANONATUYECKMX MHTEPCTULMASIb-
HbIX nHeBMoHuu (MWM) [1, 2]. Kak cnepyeT n3 Ha3BaHusl, pe-
CNUPAaTOPHbIA BPOHXMONUT COYETAETCS C NMOPAXKEHWNEM NIEroY-
HOr0 MHTEPCTMUMSA 1 anbBeosl. OCHOBHbLIM MPUHLMMIOM COBpE-
MEHHON KNMHWKO-NaTonornyeckon knaccuoukaumm WAUM
(AMepukaHckoe TopakanbHoe 06LwecTBo 1 EBponeiickoe pec-
nupatopHoe o6uectso, 2000 r.) ABNAETCS COOTBETCTBUE KaX-
00N knnHnyeckon dopme UUM onpeaeneHHoro rmeTonormye-
ckoro BapuaHTa [1, 2]. B naHHol knaccmdwkaumm paccmaTpu-
BaeTcs 7 dopm UM, n3 koTopbIx HAMbONEee HacTo BCTPeYatoT-
€A UAMONATUYECKNA NeroyHbii Grnbpo3s 1 Hecneundpuyeckas
WHTEPCTULMaNbHas MHEBMOHMS. Ha cerogHst B MMpe onmMcaHo
okono 100 cnyyaes PB-M3J1, a B OTE4ECTBEHHOW NUTEPATYPE
Takux ONMMCaHWIA Hamn He 0OHaPYXXEHO.

HecmoTps Ha cxogHyio MOPGdONOrMYeCKyI0 KapTUHY (KITtO-
4eBOW NPU3HAK — MUTMEHTMPOBAHHbLIE Makpodarm B NpocBeTe
pecnupaTopHbiX OPOHXMOM), COOCTBEHHO pecnuMpaTOpPHbIi
6poHxuonut (PB) n PB-U3J1 nMeloT 0BO/bHO BbipaXeHHbIe
OTNINYUNS — KITMHMYECKME, PYHKUMOHASIbHBIE, PEHTTEHONOMNYe-
ckue 1, 4To Hambosnee BaxHO, NPOrHOCTMYeckue (Tabauua).
[ns yctaHosneHus npasuibHoro guarsosa UM (v B Tom ymc-
ne PB-N3J1) HeoGxoaMMo TECHOE COTPYAHUYECTBO Kak MUHM-
MyM TPEX CreLmanncToB — NyabMoHonora, mopdonora u cne-
upanucTa no UMMOX-AanarHoCcTuke.

PecnupartopHbiii GpoHXuonuT — 3aboneBaHne aucTab-
HbIX [bIXaTeNbHbIX MyTEl, CBA3AHHOE MOYTU UCKITIOYUTENBHO C
KypeHveM; Bnepsble PB 6bi onncaH Niewoehner etal. B 1974 .
[3]. PB, kak npaBuno, npotekaeT 6ECCUMMNTOMHO 1 HE COMpo-



BOXAAETCH U3MEHEHUAMY QYHKLMM BHELLHETO AbIXaHWs, Yalle
BCEro CTaHOBSICb HAXOAKOWM NPW MMCTONOrMYeckoM UCCNeno-
BaHun. Mopdonornyeckas kaptuHa Pb xapaktepumayeTcs ak-
KyMynsumen nMrMeHTMpoBaHHbIX Makpodaros B MPOCBETE pe-
CNMpaTopHbIX OPOHXMON 1 Npunexawinx anseeon [4]. Takke
HabnoaaeTcs YTOLEHNE aNbBEONSIPHLIX NMEPEeroponok BO-
Kpyr 6poHxuonbl. Hannyre nurmenTa B Makpodarax sensercs
CNeaCTBMEM KYPEHUS, MUFMEHT 4YacTO OAET MONOXUTENbHYIO
oKpacky Ha xeneso. Mopdonorunyeckune npusHakm PB moryt
COXPaHATLCS Ha NPOTSKEHUN 5 NIeT Aaxe Nocse NosHOro oTka-
3a 0T KypeHus [4]. MNpwu peHTreHorpadum B NErkUX NU3MeHeHNN
He HaxoaaT, npy KTBP MoryT 6bITb BUAHbLI LEHTPON0BYNSPHbIE
MUKPOY3enku [5].

PB-U3J1 6611 Bnepsble onucad Myers et al. B 1987 1. [6].
HekoTopble akcnepTel paccmatpusaloT PB-U3J1 kak BapnaHT
[EeCKBaMaTMBHON MHTEPCTULMANBHON MHEBMOHUM C MSATHUC-
TbiM, @ He AP DY3HBEIM NATTEPHOM MOPAKEHNS IEFOYHOM na-
PEHXMMbI, C NPEVNMYLLECTBEHHOV Nlokanusaumeii B nepmbpoH-
XMONSIPHBIX OTAEnax [7].

Mopdonoruyeckas kaptuHa npu PB-U3JT aHanornyHa Ta-
koBoii npu PB, Ho npu PB-U3J1 Takke nmeeTcs BblpaXeHHbIN
BOCMANUTENbHBIN NPOLLECC B JIEFOYHOM MHTEPCTULMK. Xapak-
TEPHO YBEIMYEHUE KOSIMYECTBA KNETOYHbIX 3IEMEHTOB BPOH-
X0anbBEOJNIPHOro nasaxa, npuyem 6onee 90% Bcex KneTok
npencTaBneHo mMakpodaramu, BO3MOXEH HeOOMbLIOW HEenT-
podunes [8].

PB-M3J1 06b14HO BCTpEYaeTCs y KypUmbLLUMKOB CO CTaXEM
kypeHus 6onee 30 nayek-net. PE-U3J1 B otnnyme ot P npote-
KaeT C HaIM4yMem pecrnmpaTopHbIX CUMATOMOB — OAbILLKK (Y
94% 6onbHbIX), kawns (66%), npoaykumm mokpoTbl (50%, cBu-
cTawmx xpunos (69%) [9]. Bo3pacT 6onbHbix PB-M3J1 B oC-
HOBHOM cocTasnsgeT oT 35 go 55 net [9, 10]. MNpwn ayckynbTa-
LMK BeiCyLwIMBaeTCs kpenutaums (69%), nHorga HabnopaeT-
CSl UBMEHEHVE KOHLIEBbIX anaHr nanbLEeB Pyk no Tuny “Gapa-
GaHHbIX nanoyek” (8o 12%) [9, 11]. OnucaH cnyyain PB-U3JM ¢
KIIMHNYECKM BbIPAXEHHBIM KPOBOXapkaHbeM [12]. B ogHOM 13
nccnefoBannin mopdonornyeckas kaptuHa PB-U3J1 Habnio-
panacbk B 67% cnyyaeB y 60MbHbIX C MEPBUYHBIM CMIOHTAHHBIM
nHeBMoTopakcom [13].

DYHKUMOHANbHbIE NIErOYHbIE TECTLI MPaKTUYecKn Bcerha
BbISIBNAIOT CHUXeHUe Dy, YMEPEHHO BbIPaXEHHbI PecTpuK-
TUBHBIA CUHAPOM, 4acTO B COYeTaHUM ¢ BPOHXMaNbHOM 06CT-
pykumnen [14].

Mpu KTBP 06b14HO 06HAPYXMBAIOTCS LLEHTPON0BYNSpHbIE
Y3€eJIKM1 1 o4ary “MaToBOro cTekna”, a Takxke 30Hbl MO3anyHoW
onuremun (Bo3ayliHble nosywku) [15]. JaHHble n3MeHeHus
yallle BCEero n10KanmayTcs B BepxHUX otaenax nerkmx [10, 16].
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B penkux cnyyasx npu PB-U3J1 BLISBNAIOT NaTTEPH “AEPEBO B
noukax” [17].

[ns yctaHoBneHnus auarHosa PB-WU3J1 xapaktepHas knu-
Huyeckast (0cobeHHO KypeHne B TeHeHUe nocneHux 6 mec) n
PEHTreHoNornyeckas kapTmHa AomkHa ObiTb MOATBEPXAEHA
6uoncuet Nerkoro, KOTopas NO3BONISIET UCKIOYMTL Bonee ar-
peccuBHble GopMbl ANPDY3HLIX NHTEPCTULMANBHBIX 3abose-
BaHuii nerkux [10, 16]. TpaHcOGpoHxmManbHas Groncus He nNo3-
BOJIET PA3rpaHnynTb AEeCKBAMATUBHYIO UHTEPCTULLMANIBHYIO
nHeBMoHuto 1 PB-M13J1, noaTomy “3010TbiM cTaHAapTOM” Ana-
rHocTukn PB-WU3J1 octaetcs OTKpbITas nam TOpakockonuyec-
kasi 6uoncus nerkoro [8].

OTkas ot kypeHusi npu PB-M3J1 YacTo NnprBOAUT K MNOSIHO-
My paspelLueHuto 3abonesanus [14, 18]. Mo gaHHbIM 04HOro U3
nccnenoBaHuii COCTOSIHME YydLIAeTCs Nocne npekpalleHns
KypeHusy 69% 6onbHbix [19]. B psane cnyyaes moryt notpe6o-
BaTbCS HeBONblUME [03bl MMIOKOKOPTUKOCTEPOMAOB, XOTSH WX
posb Npu aaHHoi dopme MM To4HOo He ycTaHoBneHa [19].

MporHo3 npu PB-U3J1 Gonee GnaronpusiTHbIin, Y4em npu
UAMONaTNYECKOM NIeroyHoM Gprbpo3e, 0fHaKO B PSLE Cly4aeB
3ab0neBaHne MOXET MMETb HEYKIIOHHO MpPOrpeccupyloLLee
TeYyeHne 1 NPUBECTM K NeTanbHOMY ncxoay. B nccneposarum
Ryu et al. 7-neTHss BbXuBaemocTb 60nbHbIX PB-U3J1 cocTa-
Buna 75% [19].
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