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CJIVYAU COYETAHHUSA MYKOBUCIUI03A C JEPUIITUTOM
AJIB®A-1-AHTUTPUIICHHA

HHWM nynsmononorun M3 PP, Mocksa

Mykosucuunos (MB) — ato TsKesioe Hac/eICTBEHHOE
3aboJieBaHHe, BbI3bIBAEMOE MyTallMeH reHa, pacrosioyeHHOro
Ha JUIMHHOM Tiede 7 XpomocoMmbl B objactu q 31—q 32
M TNPOSIBJSIOLEeCS] CHCTEMHBIM MOPaXKeHHEM 3K30KPHH-
HbIX ese3 [3—6,9]. B aurepatype onucano okoso 300
myTauuid reHa MB, M3 KOTOpbIX Ha COBpeMEHHOM Ha-
yuHom' stane uueHTHdHUHPYoTes okoso 20 [1,7]. MB
IBJISIETCS XPOHMYECKHM 3aboJsieBaHHeM, Tpebylouum
Jie4eHHsl B TeuyeHHe BceH XH3HH GOJILHOTO, a TaKxe
pellieHHs1 psiia BONPOCOB COLHAJbHOH H TpodeccHo-
Ha/IbHOM afanrtauuu [2]. MB HacliefiyeTes 1o ayTocOMHO-
peueccuBHoMy THIy. Hecmorpsa Ha yayyluieHHe guarsoc-
THKH M JleyeHus MB, Bxiiouas 6GpoHXOCKONMHYeCKHe
MeTO/Ibl, TIPOrHO3 3a6oJieBaHHsl ocTaeTcsi cepbe3HbiM. He
MeHee TSKeJbIM 3a60JIeBaHHEM SBJISIETCS HACJ/IeACTBEHHBIH
JepuuuT anbda-l-uHrH6HTOpPa npoTeas, B YaCTHOCTH,
neuuuT anbda-1-aHTUXUMOTPHIICHHA. DTO 3a6o/ieBaHHe

Puc.l. Ilpsimasi peHTreHorpaMma OpraHoB rpyAHOH K/eTKH GosibHOro
JI., Buinonnennas 8 1987 r.

Yeuaenune # netpopmnuuﬂ JIEFOMHOro PUCYHKA MO MEAKONETAHCTOMY THMY, Ovarosoie M
NATHUCTLIE TCHH B BCPXHHUX M HHIKHHX OoTAesax.

npejacTaBiisger coboH BpOXAEHHYIO (epMeHTONaTHIo,
XapaKTepu3yIOLLyIocs MPeHMYIIeCTBEHHbIM TOPaKeHHeM
PeCIMpPaTOPHOTO OTJeJIa JIETOYHOH TKaHH [4,8]. Toka-
3aHO, YTO NPH HEJOCTATOYHOCTH aJbda-1-uHrubuTopa
MpoTeas B JIETKHX M JPYTHX TKaHSX IOBBIILAETCS KOH-
LIeHTPAlLHUs 3J1acTasbl M KoJllareHasbl, CeKpeTHPYeMbIX
HeHTPO(HUILHBIMU JIeHKOUMTaMH U Makpodaramu [8,10].
CuHTaloT, YTO OCHOBHYIO POJIb B pa3pylIeHHH COeJHHH-
TEeJbHOTKAHHBIX CTPYKTYP JIETKOTO HrpaeT HeHTpPOo(HIIbHas
snactasa [4,8]. Cnyuau coueranus MB u pneduumra
anba-1-uHru6uTOpa MnpoTeas KpaiHe penku. [IpuBogum
co6cTBEHHOE KJIMHHYeCKoe HabJliojeHHe.

Puc.2. Tlpsimasi peHTreHorpamMMa TOro ke GOJILHOTO, BHINMOJHEHHas B
1993 r.

TBA OMAroBLIX TeHei.

OTPMLIIITl'Ilblmﬁ JIMHAMHKA: YCHACHHE yBeanyen
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[IpoTtokoan umccnepgosanus l

Jlo RX IMocae RX
MokasaTean % Hawm.
Lonxuoe - L Jlynuiee % Honmu. Jlyuwee % Ionwn.
CIIUPOMETPUSA (BTPS)
FVC, n 4,80 3,69* s 3,71% Tl s 1
FEVy, n - 4,10 2,28% HH%* 2,30* 56%* 1
FEV1/FVC, % 83 62* 62*
FEF25—75%, 1/ cex 4,93 0,96* 19** 1,10*% 22%% 15
FEFa259%, 11/ cex 8,10 4,52% 56%* 3,76* 46%* =17
FEFs0%, 5/ cex 5,33 1,46* 278% 1,56* 29%* 7
FEF75%, 21/ cek 2,45 0,24* 10** 0,32* [3* 33
PEF, a1/ cex 9,54 4,60* 48%* 3,86* 40%* -16
E Kon 00010 00000
OBBEMBI JIETKUX (BTPS)
Vtg, n 4,07 3,92 -4
VC, n 5,03 3,94* 7822 4,13 82- 5
TLC, n ) 6,52 6,68 102 6,69 103 0
RV, a . 1,55 2,74* 1772%* 2,56* 165%* =7
RV/TLC, % =z 24 41* 38*
IUNDPDY3IUI
DLCO, ma/mun/mm Hg 33,6 25,1* 1o
DLCO/ VA, 1/muu/mm 6,45 5,30 82
_Hg
COIMPOTHUBJIEHHUE
Raw O6uuee, e HoO/ 11/ cex <3,06 4,80 4,50 -6
Raw Bnox, cm H20/ a1/ cex 3,26 3,17 -3
Raw Buit, cm HoO /a1 / cex 3,83 3,53 /—8
Raw, cm HoO/a/ cex <2,24 3,89 3,68 -5
sGaw, 1/cm HoO/cex >0,083 0,067 0,072 7

[Ipumeuaunue * — BHe 95% J0BepUTENILHOTO HHTepBana; ** — BHe MPEE/OB HOPMBI.
KAJIMBPOBKA: JOJIX: 3,41, PEAJIbH: BbI/] 3,41, BAOX 3,40. IPS—RL10—-04Evp IPS-RH10-04Evp N-2402-5

Bonbhoit JI., 1975 ropa poxkaeHus, poauics ot nepsoi GepemeH-
HOCTH B CpoK ¢ Maccoi Teda 2800 r u miuHoi Tesa 49 cM. Poautesnn
3jlopoBbl. Haxozusicst Ha rpyiHoM BCKapMJIMBAHHHM JIO LIECTH Mecsiles,
NCHXOMOTOPHOE pa3BHTHE COOTBETCTBOBAJIO Bo3pacTy. B iByxmecsuHom
BO3pacTe MepeHec MPaBOCTOPOHHIOIO MJeBponHeBMOHHIO. YacTo Gosen
OCTPLIMH PECHPATOPHBIMH BHPYCHbIMH HHpekunsamu. C aByx Jjet
CTpajlaeT XpoHHyecKHM GpoHXHTOM. B TpHHaAUaTh JeT npH ouepenHOM
060CTPeHHH XPOHHYECKOro GPOHXHTA PEHTTEHOJIOMHYECKH BbISBHIIHUCD
M3MEHEHHs, XapaKkTepHble st TyGepKkyJiesHoro GpoHXOafieHHTa, MO
noeojy Kotoporo GosibHo# obesefoBadcs B Llentpansiom HUU TyGep-
Kynesa, rie TyGepkynes Obul HckiiodeH. Ha ocHOBaHMH KIMHHKO-
PEHTreHOJIOTHYECKHX AAHHbIX W TOBLILIEHHS] XJOPHIOB nota ao 58
MMoJIb/ 1 Gbin BhisiBAeH MB, NMOATBepKACHHBIH 3aTeM B HAYYHO-KIH-
HHYecKoM oTaesie MykoBHcuuaoza MTHLI PAMH. l'eneTnyeckoe Hecle-
JloBaHHe Gbio Beinosxerno 8 HUW nyasmononornn M3 PP 8 1993 r,
rae GonbHow HaGuopaetcs ¢ 1991 r. Kpome reTeposHroTHoro HoCHTelIb-
cTBa fenbra-F508 rena MB y GosibHOrO BEISIBJIGHO TeTepO3HroTHOE
HOCHTEJILCTBO Ae(PHUMTHOrO amiens Z-reHa anbga-1-aHTHTpHNCHHA.
B Hacrosiulee Bpemsi G0JIbHONH €XKEroiHO HMeeT TPH TOCHHTAH3aUHH,
nocnepusisi — B Mapre 1993 r. Hactosimas rocnuranusauus 8 HAU
nyabMoHosorny M3 PO ¢ 03.12.93 no 24.12.93. [TocTynun B COCTOAHUH
Cpe/IHei TSKECTH ¢ JKaobaMH Ha KalleJlb CO C/IH3HCTO-THOHHOH MOKPOTOH,
OJIbIILKY, cllabocTb, cyGgeGpuibHyio TeMrepatypy, Heo(opMICHHbIH
3ama3Koo6paaHblit cTyJ1. [Tpn ocMoTpe GobHOM CpejiHero pocTa, NpaBHJILHOTO
TEJIOCJIONKEHHSI, MOHHXKEHHOro MNHTaHMs, TpyaAHas KjaeTka G6o4koo6-
pasHoi (hopMbl, CHMMETPHYHO yyacTByeT B akTe apixanus, YL 20.

[py aycKy/bTauWH B JIerKHX BbiCJylUHBaeTcsl Gosblioe KOJHYECTBO
CYXHX Pa3HOTOHAJbHbBIX XPHIIOB H €AHHHYHbIE BJIaXKHbBIE KPYMHOMY3bip-
yatble. TOHBI cepalia NpUriyleHHble, putM npaBuabibii, YCC 110 B
muH., AJ1 120/90 mm pr.ct. XKuBoT msrkuii, 6es6onesHeHHbl, cTya |
pas B JieHb, o(popMIeHHBIH TONbKO Ha (hoHe mpHema nansuHopma. [pu
HCCJIEIOBAHHH OOLLIEro KIMHHYECKOro aHa/IH3a MOYH NaTOJIOrHYECKHX HaMe-
HeHHIl He BbISIBJICHO. AHA/M3bl KPOBH: MU nocTymienud — Hb 146 r/;
7. 6,5%10°/ 1; nefikouutapHas dopmyana: n. 8°/Z, c. 73%, 3. 1%, numdp.
10%, M. 8%, CO3 13 mm/uac. Tlpu Buinucke — Hb 146 r/a, a.
5,4x10% /n; neiixountaptas popmyna: n. 3%, c. 63%, 2. 2%, Jaumd.
25%, M. 7%, CO3 15 mm/uac. Gubpunoren 7,1 r/a, amunasa Kposu
56 e, aHacTasa Mouu 4 e, o6wwit Gesnox 88 r/u, ansbymuns 38,6
r/a, raobymmuns: o 8,1%, 13,6%, B 9,1%, y 30,5%. Tlpu
onpesiefieHHH H3MeHEeHHH TYMOpaJibHOrO M KJETOYHOro HMMYHHTETa
BBISIBJIEHO IEG 49,5 ycn.en. (Hopma po 23 yenen), IgA 1,6 yen.en.
(nopma), IgE 145,7 yen.en. (nopma o 130 yea.en.). Linpkyaupyiowue
HMMyHHBIe KoMmniekehl — 80 (Hopma). TuTp aHTHTes K acnepruiiam
coctaBun 6,5 (wopma mo 16), k kawaupam — 21 (nopma no 22).
T-kaeTounblil uMMyHuter: T-knetku 66% (sopma), B-kaetku 11%
(nopma), T-xennepst 33% (nopma 35—55%), T-cynpeccopst 32%
(nopma 15—30% ), otHouwenue T-xennepos k T-cynpeccopam = 1,03
(nopma 1,5—2,5). KI-ucciefioBatkie BLISIBUIO CHHYCOBYIO TaXH-
Kap/IMIo, BepTHKaJbHOe MOJOXKeHHe 3JeKTpHueckoii ocu cepaua, YCC
115 B Mun. [TpH HeesieoBaHHH MOKPOThI ONpeAessiioch 3HaUHTebHOe
KOJIHYECTBO CErMeHTOSIePHBIX HEHTPO(HIIOB, MOKPLIBAIOWKX BCe MoJe
3penust. MHKpOGHOIOrHYECKOE HCCIeIoBAHHE MOKPOTB! BBISIBHIIO CHHe-

BT



Puc.3. Masok GpouxoanbBeossipHoro cmbisa. Cpean KJeTOUHbIX
2JIeMeHTOB NpeobaafaioT HeHTpouabHbIe JeHKOUHTE. 3HauHTe/bHOe
KOJIHYECTBO MHKPOOPraHM3MOB, pacroJiaralomuxcsi Kak B BHIC
cBOGO/HBIX KOJIOHHI, TaK H BHYTPH HEHTPO(MJIOB M aibBEOJISIPHBIX
makpodaros. Okpacka no Pomanosekomy—Iumse. x1000. Macasinas
HMMepCHSI.

FHOWHYIO MaJOuKy, 30JOTHCTHIH CTa(QHIOKOKK, UYBCTBHTEJbHbIE K
aMMHOMIHKO3UaM, UedanocnoputiaM. PenTreHosioryueckoe HecseoBatne
BLISIBHJIO OTPHLUATELHYIO AMHAMHUKY N0 cpasHennio ¢ 1987 r. (puc.1,2).
OTMeuaoch ycHeHHe W Je)opMalus JCrouHOro pHcyHKa no MeJiko-
NeTJHCTOMY THIY, OYaroBbie MATHHCTHIC TEHH B BEPXHHX M HHXKHHMX
oTaenax. KopH#H JierkMX pacuiupeHs!, MaJOCTPYKTYPHbI, CHHYCHI
csoGoanble. Cepaue u aopThl Ges ocoGenuocreit. IIpn ocmoTpe
OTOPHHOJIAPHHTOJIOTOM BBISIBJICH XPOHHYCCKHH TOH3WWIHT, XpOHHYec-
KHi1 ABYCTOPOHHMIT FHOHHBI raiMOpHT BHe 060CTpeHHUs, MOJIHIT03 Hoca.
[Tpy BuinosHenuH GoaunueTusmorpauu BHISIBJACHO HapyuleHHe
(PYHKUHH BHELIHEro AbIXaHHsl MO CMelaHHOMY THMy: OOGCTpYyKUHS ¢
npeoGilafiaieM AHCTANLHOTO KOMIIOHEHTA, PECTPHKTHBHbLIC HapyLIeHHs!
CO CHHXKCHUEM JKH3HEHHOH eMKOCTH JIErKHX, YBEJHYeHHEM 0CTaTOYHOTO
o6bema, cHrKelneM audy3Hoit cnocobHocTH Jerkix. IIpo6a ¢ Gepo-
TeKoM Gbia oTpuilaTenbtion (npotokon ueenenosatus 1). [Tpu 6ponxo-
CKOMHYECKOM HCCJIE/IOBAaHHH OTMeyasach MPOXOAHMOCTL GPOHXOB /10
CerMeHTapHbIX OT/LCJIOB, BBISIBJISUIACH 3HAUHTEJIBHASI THIICPEMHS CJIHSHCTOH
o6oJiotKkH 6poHX0B, GOJILLIOE KOJIHYECTBO BSI3KOrO FHOHHOTO ceKpera,
onpejieisiach NOBLILICHHAsT KPOBOTOUMBOCTb CJIM3HCTOM 060s0uKH. Bbin
BLINOJIHEH GPOHXOAJbBEONSIPHBIH JlaBaXk € MOCJeYIOUHM BBeJIeHHeM
knagopana. Llutosnorudeckoe uceaegopanue GpoHX0abBeosIPHOTO
cmbiBa (BAC) BBISIBHAIO BBICOKYIO CTerneHb aKTHBHOCTH BOCMAHTEJb-
Horo npouecca. OTmeyasnoch yBesHuenHe UWTO3a JIo 4x105 B 1 wma,

JKH3HECTIOCOGHOCTb KJIETOK Ghilla Hi3Koit u coctasuaa 54 %. Lintorpam-

ma BAC: anutennii 0,5%, ansseonsipubie Makpodaru 4%, HelTpoduast
92,5%, aumdotmtet 2%, s0sunoduast 1 %. Liuto6akreprockonuiecku
BBISIBJISIIOCH GOJIbILIOE KOMMMECTBO MHKPOOPraHH3MOB, NMpPeicTaBAeHHBIX
rPaMIOJIOKHTELHBIMM JIMIJIOKOKKAMH M FPaMOTPHLATENbLHLIMH 11aJ104-
kamu (pue.3). AGcomoTHoe umcao MuKpoopratuamos Ha 100 kaerox
BAC cocrasuno 450. ITpu axokapauorpauu npHaHakoB XpoHHYECKOro
JICrOMHOTO cepila ie Buisedters—lIpH yabTpasByKOBOM HCCJIEJIOBAHHH
opratioB 6piolNioil MoNOCTH OGHApPYXKeHB NPH3HAKK XPOHHYECKOTO
xoneuucTHta. Buiio nHasHaueno JeueHde auTHOGHOTHKaMH (rapamu-
UMHOM, MaKCaKBHIOM), MyKOJNHTHYCCKHMH, (pepMEHTaTHBHBIMH, BHTa-
MHHHLIMH Tpenapatamu, (pH3HOTepanus, yNbTPasByKoBble HHTaJISILHH,
Macca) rpyjiHoi KneTky, nevebuas (puskynstypa. Cocrosinue 60J1bHOr0
YAYHIUIHIOCH: HOPMaZH30Ba/lach TEMIEpaTypa, B JICTKHX YMEHbIIHI0Ch
KOJIHYECTBO XPHIIOB, MOKPOTa MpHobpeia ciM3uCTbIit XapakTep. BosbHok

6Ll BLIMHCAH B Y/IOBJIETBOPHTEJILHOM COCTOSIHHH C peKOMEeHAaUMsIMU
MPOJIOJIXKHTH MYKOJIHTHUYECKY!IO, (DePMEHTATHBHYIO TeParHio, MOCTYpabHbli
apenax, JIPK.

Knunnueckuit auarnos. MyKoBHCUMI03, CMelaHHAs JIerouHO-KH-
weuHast GopMa ¢ NpeHMyLIeCTBEHHbIM MOPAXKEHHEM JICTKHX, CpeiHei
TSDKECTH Teuenue, oboctpenne. Jeduuut anna-1-nuruburopa nporeas
reTePO3HIOTHOE HOCHTENLCTBO). XPOHHUECKHH THOMHO-06CTPYKTHBHBIf
Gponxut. Amdusema Jerkux, auddysuviii nuesmockgepos. JH 1L
XpoHHYeCKHH TOHSHIINT, peMHccHsl. XPOHHUECKHIT /IBYCTOPOHHHI THOHHBIH
raiiMopur, pemuccHst. ITosinnos Hoca. XpoHHUECKHH XOJICLMCTHT, PEMHCCHSI.

Takum o6pasom, onucaHHoe HabJIIOAEHHE TIPEACTABIISIET,
Ha Hall B3NS, MHTEpeC B CBSISH C YJy4lleHHeM B
rocJie/iHee BpeMs AIMarHOCTHKH HaCJIeICTBEHHBIX MOPaXKEeHHUIT
aerkux. Caydyau coueranuss MB u geduumra anbga-1-
HHrHOUTOpa MpoTeas ABAAIOTCA KpaliHe peakumu. BosbHoit J1.,
19 ner, asasercs komnaynaom no MB, To ecTb MyTauus
neavra F508 B opHol XpoMocome coderaeTcst ¢ MoKa He
onpejieJIeHHOH MyTalHeH B Jpyrol Xxpomocome, GoJiee
“msrkoit”, uem gesibra F508, uTo H 06bSICHSIET OTHOCHTENBHO
GaaronpusitHoe TeueHHe 3abosieBanus. HeopHo3HauyHo#

" NIPeJICTaBJSIETCS POJIb FeTEPO3UTOTHOIO HOCUTENBCTBA I'eHa

neduuuta anbga-l-uHrubuTopa nporeas, B YaCTHOCTH
anb(a-1-anTurpuncuna. BosblHHCTBO HccaenoBaTesel
CUMTAET, YTO reTePO3HroTHOE - HOCHTEJILCTBO reHa Jedu-
uuTa anabga-l-uHrHbHuTOpa NMpoTeas npejcTaBisieT co6oH
Julb (akTop pHcKa, Ha (oHe KOTOporo B G6oJiblIeH
CTENeHH MpOosIBJISeTCs MaToreHHoe JiecTBHE SK30IeHHBIX
M 9HIOreHHBIX (pakTopoB. Jlpyrue nosaraior, 4To rerepo-
3HTOTHOE HOCHTEJILCTBO CaMo Io cebe MOXKeT ObITh ITPHUHHOK
nepBHYHO# sMPpusemb serkux [7, 8]. B naurem nabmonenuu
OTHOCHTEJILHO OJ1aronpHsiTHOE TeyeHHe 3abosieBaHHs 0Obsic-
HSIeTCSI OTCYTCTBHEM Y GOJIbHOrO “TepMHHAJbHBIX” HIIH
“)kecTkuX” MyTauni. 3a TakMMH GOJLHBIMH HEO6XOHMO
HabJloieHHe U JleueHHe B TeYeHHe BCeH HX JKHM3HH.
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