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B nocneaHue ronbl MIMPOKO 00CYKAAETCSl POJIb FeHETU -
YeCKOIM IIPEApacIOIOKECHHOCTH B IIATOTEHE3¢ XPOHU-
YyecKoil oOCTpyKTUBHOM Oosie3Hu nerkux (XOBJI).
CeroaHsi, Oyarogapsi BHEAPEHUIO MOJIEKYJISIPHO-TeHe-
TUYECKNX UCCIICIOBAHNI B KIIMHUYECKYIO IIPAKTHUKY, MBI
MMeeM BO3MOXHOCTD OIPEACISITh XPOMOCOMHYIO JIOKa-
JIN3ALIUIO U TTOJUMOP(U3M KOHKPETHBIX TEHOB, OTBET-
CTBEHHBIX 3a (OpMUpPOBaAHUE MPEAPACITOIOKEHHOCTU
K pa3IMYHBIM TIOJIMTEHHBIM 3a0ojieBaHusaM. I[laToreH-
HBbIC MyTalliM B 3TUX T¢HaX HE BCEIIa IMIPUBOIST K 3a00-
JIEBAaHUIO, HO TIPU 3TOM PUCK €ro pa3BUTHSI MOBBIIICH.
CoBpeMeHHbIE JaHHbIE O MATOTEHETUYECKUX MEeXaHU3-
max XOBJI nmo3BoJisitoT paccMaTpuBaTh B KaueCcTBe KaH-
IUOATHBIX — TeHBI, KOOUPYIOIINE KOMIIOHEHTHI CUCTE-
MBI TIPOTEO0JIM3—aHTUIIPOTEOJN3, aHTUOKCUIAHTHOM
3al0UThI, CypdaKTaHTHbIE OEJIKU, KIETOYHbIE MEAUaTO-
pPbI BOCIIAJIEHUSI 1 amonTo3a, pepMeHThl OuoTpaHchop-
MallMyi KCEHOOMOTHUKOB U 1p. [1, 2].

Ha ceronnsiiHumii neHb K Hauboee M3y4YeHHBIM HaC-
JIEACTBEHHBIM T'€HETUYECKUM (haKTOpaM pHUCKa pa3BU-
s XOBJI oTHOCSAT HEAOCTaTOYHOCTD Q1-aHTUTPUIICU-
Ha (a-AT). a;-AT mpuHAIICXKUT K CYIepCeMeicTBY
VHTUOUTOPOB CEPUHOBBIX MPOTea3 — CepIIMHAM, U €ro
OCHOBHOI (hyHKIIMEH SIBISIETCS MHAKTUBALIMS IIIMPOKO-
ro CIeKTpa nporeas, B T. U. 2j1acTa3bl HeiiTpoduios (HD).
IIpu HOpManbHOM copepxkaHuu «;-AT B CBIBOPOTKE
KPOBU TOIACPXKMBAETCs TaKoe cooTHolleHue o -AT /
HD3, npu KoTopoM U30BITOK 3J1aCTa3bl, MPOAYLIMPYEMbIi
AKTUBUPOBAaHHBIMU HEWTpodMiIaMu B odare BoOCITajie-
HUsI, MOXeT OBITh MHAKTUBUPOBAH aIcKBAaTHBIM YBEJIH-
yeHueMm npoaykuuu o -AT. I[Ipu nedunure a-AT 31O
paBHOBecHe HapyliaeTcsi, U cooTHolueHue a-AT / HD
CIABUTAETCS B CTOPOHY YBeanuyeHus1 Koanyectsa HO [2].
B Takoii cutyannmy m30BITOK 3J1aCTa3bl IIPUBOINUT K He-
00paTUMON NECTPYKLIMHU SJIACTUYECKUX BOJIOKOH, Pa3-
BUTHIO 9M(PU3EMbl I OOCTPYKTUBHBIX SIBJICHUI.

WM3BecTHO, UTO CBOI BKJAa B Jerpagaluio ajibBeo-
JIIPHBIX CTEHOK IIpu 3MdbuieMme, momMmumo HD, BHOCAT
U Ipyrue TPYIIILI MpoTeas. B mepByto ouepenn, 3T0 MaT-
PUKCHBbIE MeTajuionpoTerHasbl. CeMenucTBO MaTpUKC-
HbeIX MeTtautonporenHas (MMP) npencrasaeno > 20
OUHK- W KaJbIINi-3aBUCUMBIMU 3HIOIEITHIA3aMU,

CIIOCOOHBIMM PACHICIUISITh ITOYTH BCE KOMITOHEHTEI
BKCTpale/UTIoNIpHOTO MaTtpukca (BDLIM). [eiicTBue
MMP nogaBnsieTcsl TKaHEBBIMU MHTrUoUTOpamu MMP
(TIMP). CyliecTByeT MHEHUE, UTO B OCHOBE IaTOreHe-
3a XOBJI moxer ynexath mucbamaHc mexay MMP
u TIMP [4].

MarpukcHbIe METa/IONPOTEeMHA3bl, B OTJIUYMUE OT
CEpMHOBBIX MpPOTea3, BBIACISIOTCS B MEXKIETOUYHOE
MIPOCTPAHCTBO B HEaKTUBHOI (opme. 1T aKTUBAIIUMN
MMP nHeobxommma HD [4]. B Toxe BpeMs1 U3BECTHO,
yto MMP nopasnsior aktuBHOCTb a1-AT [5], B pe3yib-
Tate yero cootHoueHue a-AT / HD caBuraercs B moJyib-
3y HD. Kpome Toro, HD criocobHa Kak HEeMoCpeaCTBEH -
HO pa3pyllaTh 3JIACTUH, TaK 1 yepe3 akTuBauuio MMP
OITOCPEIOBAaHHO BJIMSTH HA IECTPYKIIUIO IPYTUX KOMIIO-
HeHTOB DMII (KosareHa u xenaTuHa). Tak ke U3BeCT-
HO, yTo MMP12 (MmakpodaraibHas MeTaIodaacTasa)
CITOCOOCTBYET BBICBOOOXKICHUIO (haKTOpa HEKpO3a OITy-
XOJIM-a MakpodaraMu, 4YTO MPUBOAUT K MOOUIM3ALINHU
HeliTpoduioB 1 BeipaboTke umu HD. Takum obpaszom,
CHCTEMBI CEPUHOBBIX M MaTPUKCHBIX METAJUIOIPOTEH-
Ha3 OKa3bIBAIOT CMHEPTUYECKOE MECTPYKTUBHOE BIIMSI-
HYEe Ha KOMIIOHEHTHI KCTPALICJUTIOIIPHOTO MaTPUKCa.

MMP1 (uHTEepCcTULIMAIbHAS KOJIJIareHa3a) ClocoOHa
nerpaaupoBatb KosutareH I, I1 u IIT TunmoB, MUHOpHBIE
kosyutareHs! VII u X Tunos, Ka3enH, a;-MaKpOIrIOOy/InH,
6enku DM — sHTaKTUH U arpuKaH. B HacTos1ee Bpe-
Ms1 U3BECTHO, YTo MMP1 cuHTE3upYyeTCs psIIOM KIETOK:
HOPMAaJIbHBIMU U TpaHC(HOPMUPOBaAaHHBIMU (hrbOpobac-
TaMM, XOHAPOIMTAMH, STHUTCIUATbHBIMU KICTKaMU
v Makpodaramu. Psggom ucciaemoBaHUil ObLIO Mpoje-
MOHCTpHUpPOBaHO, 4To nosmmMopdusm 1 607 (delG) rena
MMPI1 cBg3aH ¢ yBeJMYEHUEM YPOBHSI 3KCIIPECCUU
reHa. Takxke ObUIO MMOKa3aHO, 4TO rojauMmopgusm 1607
(delG) rena MMPI1 acconuupoBaH ¢ HapylIeHUSIMU
¢yHKLIMM JIeTKux [2].

MMP12 cunte3upyercss Makpodaramu, U ee CUHTE3
CTUMYJINpYeTCs aunoroaucaxapugamMmu. MMPI12 run-
poimu3yeT 3JacTUH. MI3BeCTHO, YTO pe3y/abraToM IOJIH-
Moppuzma MMPI12-82 (A>G) sBisieTcss yBeJIWYeHHE
apdUHHOCTU K OeJKy-aKTMBaTOpy (hakTopa TpaHC-
kpununn-1 (AP-1) u, Kak ciaencTtBue, 0ojiee BBICOKAS
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aKcmpeccust TreHa. [aHHas 1-HYKJIeOTHOHAs 3aMeHa
aCCOLIMMPOBAHA C ACTMOM y JE€TEW U B3POCJIbIX KypPUJIb-
muKkoB [6] n puckom pasutusi XOBJI y B3pocCibIX Ky-
punbliukoB [7]. B nuTepaType MMeEIOTCS CBEAESHUS
0 ToM, 4TOo Tayutotunt reHa MMP12, coctaBiieHHBIN U3
nonumopdusmoB 82 (A>G) u N357S (A>G), accouu-
WPOBaH ¢ yBeJauueHHo# npoaykuueit MMPI12 u moxeTt
BHOCUTb CBOI BKJIaj B pa3Butue XOBJI [7].

MHorouynciaeHHbIE UCCIENOBaHUS MTOKA3bIBAIOT, YTO
coueTaHue MOJUMOPGU3MOB Pa3TUYHBIX T€HOB OKa3bl-
BaeT OoJibllee BIMSIHUME Ha pa3BUTHE 3a00JeBaHusI, YeM
HapyiuieHue B 1 reHe. Tak, B pe3yibrate NpoBeJeHHOTO
uccienoBaHus [7] ObUIO MOKa3aHO, YTO COYETaHUE IO-
mumopdusmos 1 607 (delG) MMPI1 u N357S (A>G) re-
Ha MMPI2 xoppenupyeT ¢ OBICTPBIM CHUXEHUEM
byHKIIMY JIeTKUX.

JlerouHslii cypdakTaHT — CIOXHasI cMech (pocdom-
nunoB (pochaTUuanaxXonuH, GochaTUIUITIULIEPOI,
dochaTUAMAMHOZUTON W JUIMONPOTEUHBI), KOTOPYIO
CHHTE3UPYIOT, XPaHIT U CEKPETUPYIOT aJTbBEOJIOIUTEI
II Tuma. CypdakraaTaeiii mporerd C (SFTP-C) — ato
TpaHCMeMOpaHHbII 0€JI0OK, CUHTE3UPYEMbI I CEKPEeTU-
pYeMBbIii KaK KOMITOHEHT JierouyHoro cypdaxkranTa. Iua-
podoOHbIN 6enok cypdakTanTa C, UrparolInii BaXKHYIO
poJib B POPMUPOBAHUN, OPTAHU3AIINHT U (DYHKIIMOHHUPO-
BaHUM cypdaKTHATHOI "TIEHKU", HEOOXOAUM JJIsT CTa-
OuIM3aLMKU ajdbBeOJ UM PAaBHOMEPHOIO pacripeiesieHus
cypdakranTa. Myrauuu B reHe, kogupytomeMm SFTP-C,
ACCOLIMMPOBAHEHI C PAa3IMYHBIMU BapUALIMSIMU CEMEITHOM
UHTEPCTULIMAJIBHOM JIETOYHOM MHEBMOHMM, BKIIIOYAs
MIMOIATUYECKUIA JIETOUHbIN (pubpo3 [8] u Hecneuudu-
YECKYI0 MHTEPCTHIIMAIBHYIO ITHEBMOHUIO Y B3POCIBIX
u neteit [9, 10]. Ha ceromHsmmAMiA AeHb ONTMCAHBI M M3y~
YaloTCs 3HAYMMBbIE, CLICTUIEHO HaceayeMble IOJIMMOp-
dusmbr N138T (A>C) u N186S (A>G) B rene SFTP-C.
M3BecTHO, YTO CHIMKEHUE MU OTCYTCTBUE aKTMBHOCTH
reHa SFTP-C cBs13aHO ¢ miporpeccupyloiieit 601e3HbI0
JIETKUX (B YaCTHOCTH, Y HOBOPOXKIEHHBIX) CaMbIX pa3-
HeIX TUNoB. Tak, Mmyramum N138T (A>C) m NI186S
(A>G) accoumupoBaHbl C pecrUPATOPHBIM JUCTPECC-
CHHIPOMOM B IEPHOJ paHHE HOBOPOXICHHOCTH 1, KaK
CJICICTBUE, SIBJISTFOTCSI OCHOBHBIM (haKTOPOM pHCKa pa3-
BUTUSI OpOHXOJIETOUHOI Aucraasuu [11].

CuynTaeTcst, 9TO CYIIECTBEHHBIN BKJIAA B pa3BUTHE
XOBJI BHOCUT OKCHAATUBHBIA CTpecC, CBSI3aHHBIN
C BBIPAOOTKOM aKTUBHBIX (hOPM KMCIOpPOIa KJIETKaMM
BOCIaJieHUs, B TEpBYIO ouepelb — HeWTpobuiaMu
u mMakpodaramu [12]. Tlpu psiae MaToIOTUYECKUX CO-
CTOSTHMI BO3HUKAET IUCcOaTaHC B CUCTEME OKCUIAHThI—
AHTHMOKCHUIAHTHI, YTO BEACT K Pa3BUTHUIO "OKCUIATUBHO-
ro crpecca”, T. €. (hOPMUPYETCsT CUTyallust TP KOTOPO
BBIJEISIETCS OOJIbIIIOE, 3HAYMTEJBHO ITpEBBINIAIONIEe
(pu3monornueckre MOTPeOHOCTH, KOJIMIECTBO CBOOOI-
HBIX PaaUKalioB, 0OJAJaIOIINX MOIIHBIM MOBPEXIalo-
IIMM AeficTBUEeM. B 3aiure Jerkux oT BAbIXaeMbIX TOK-
CUYHBIX TIPOAYKTOB M aKTUBHBEIX (POpPM KHCIOpoIa
BaXXHYIO POJIb UTPAIOT (PEPMEHTHI CUCTEMBI OMOTpaHC-
dopManm KCEHOOMOTHUKOB, B T. 4. MUKpOCOMaJbHas
anokcuaruapoasa, konupyemasi reHom EPHXI1. Ipo-
11ecc JeTOKCUKAIMM OOBIYHO BKIIIOUAET B cebsl 2 Tocie-
nmoBatebHbIC (pasel. B 1-if (paze meTokcmKaIum mocTy-

MaloIlIKe B OpTaHU3M IYKepOITHBIC COeTUHEHMS (KaHIIe-
pPOTeHBI, JIeKapCTBa, IIPOMBIIILICHHBIE SIIBI U TIP.) aKTH-
BUPYIOTCS C TOMOLIbIO0 (DEPMEHTOB CEMENCTBA LIMTOXPO-
MOB WJIA MUKPOCOMAJIbHBIX 3TTOKCUITUIPOJIa3, 00pasys
KOPOTKO KMUBYIIHE ITPOMEXKYTOUHBIC 3JIEKTPODUILHEBIC
MeTaboIUThl, KOTOphble 00J1afal0T F€HOTOKCUYECKUMU
cBoiicTBaMU. 3areMm, B Iipolecce 2-il ¢asbl, 3TU Tpo-
MEXYTOYHBIC METAa0OJHUTHI C ITOMOIIBIO (EPMEHTOB
ceMeiicTB ryTaTuoHTpaHchepas, YD -rmoKypoHCyIb-
dotpanchepas, N-ametunrpancdepas mpeBpaliaoTcs
B BOJOPACTBOPUMbIE HETOKCUYHBIE MPOAYKTHI U BBIBO-
ISTCS M3 opraHu3Ma. M3BecTHBI 2 (DyHKIIMOHAIBLHO 3Ha-
yuMbIX nonmmopdusma reHa EPHX1 B 3-m (T-337C)
u 4-M (A-415G) sK30HaAX, TIPUBOAAILINE K aMUHOKHC-
notHbIM 3ameHaM Y113H (T>C) u HI39R (A>G) coot-
BETCTBEHHO, UTO U3MeHsIeT cBoiicTBa (hepmenTa [13]. ITo-
mumopdusm T-337C OTBeTCTBEHEH 3a CHIXKEHHE
akTuBHOCTU (hepMeHTa Ha 50 % ("MemneHHbIH" alljielib),
a nonumopdusm A-415G — 3a MOBBILLIEHWE aKTUBHOCTU

npuMepHo Ha 25 % ("ObIcTphlii” aieib). MUHOPHBIE

BapMaHThl YKA3aHHBIX MMOJIMMOPGU3MOB Yallle BbISBIISI-
1otcs y manueHToB ¢ XOBJI.
[MpuBoauM onvcaHne KJIMHUYECKOTO CIyvast.

BonbHoit U. 40 net, 6usHecMeH, MOCTynuia B KIUHUKY 24.12.09
¢ XajobaMy Ha KallleJib ¢ OTJIeJIEHUEM CIIM3UCTO-THOMHON MOKPOTHI,
TIOBBILIIEHUE TeMItepaTyphbl TeJa 10 38 °C, 6011 B TPYIHON KIIETKE TTPU
IbIXaHWM W Kallie, BBIPaXeHHYIO Cl1ab0CTb, MOTIMBOCTb, CHUXEHUE
armeTuTa, Kaxmy.

U3 anamnesa 3a6oresanus: B mapte 2009 r. mocine OP3 nosiBuiics
CyXOii Kalllesib, He Tpoxoasiuuii B TeueHue 1,5 mec. bonbHoi 06pa-
tuics B AO "MeaunmHa", rae emy ObUT TOCTaBJIEH AMArHO3: OPOHXMUT.
TTocne HazHaYeHUs MyKoauTuueckux cpeacts (ALLL), GpoHxonuTrKa
tuotponust O6pomuaa (CrmpuBa) M aHTUOAKTEpUATbHOW Teparuu
(ropxunonom nesodokcaumHom (TaBaHuK) B cpeaHeTepaneBTHYEC-
KUX 032X HAOIIONAIOCh YIYIIICHNE COCTOSTHUS, Kallleb IPeKPaTuiI-
cs. B TeyeHue sera GOJIbHOW YyBCTBOBas cebst xopolio. B oktsaope
2009 . BHOBB IMOSIBUJICSI CYXO¥ KallleJib, TOBBICHJIACh TeMIIepaTypa Te-
Ja 10 cyoheOpWIbHBIX 3HAUSHUI, 4epe3 MecsIl MPUCOSAUHIIIOCH
0o0uIbHOEe HOYHOE nmoTooTaenaeHue. K Bpauy 60abHOIT He obpaluaics,
JiedeHue He nposoauiock. Ha atom doHe B cepenune aekadps 2009 .
y OOJILHOTO BHE3aIHO MOBBICKIACH TeMIepaTypa Tena 10 39,5—40 °C,
KOTOpasi COMPOBOXIATACH 3AI0KEHHOCTBIO HOCA, 3aTPYIHEHUEM HO-
COBOTO JIBIXaHUSI CO CBETJIBIM CIIM3UCTBIM OTAESIEMBbIM U3 HOCA, Tep-
LIEHUEM U OOJIbIO B ropJiie, CyXoi Kallleslb CMEHUJICS] BIaXKHBIM CO CJIH-
3UCTOI MOKPOTOIA. YUaCTKOBBIM TePATIeBTOM ObLT TTOCTABJIEH TUATHO3
rpuni. boipHOMY Ha3HaueHa MPOTUBOBUPYCHASI Teparusl OCeJbTaMu--
BupoM (Tamudutio) B Teuenue 5 gHeit. Ha 6-it meHb, B CBSI3U ¢ coxpa-
HSTIOIIEeNCsT BbICOKOH Temmepatypoii (38—39 °C), 6onbHOI oOpaTuics
B AO "Memuimna" (o c0B GOJIBHOTO, B KPOBU OTPEIEIISICS JIEHKO-
1IMTO3, MUKPOOUOJIOTUIECKOE MCCIeNOBaHNE MOKPOTHI HE TIPOBOIU-
JIOCh), /i€ MallMeHTY BHOBb ObL1 Ha3HaYeH aHTUOMOTHUK JeBoduioKca-
uuH (TaBanuk) 500 mr B cyrku B TeueHue 10 gHeit. YiydiueHue
COCTOSIHUST y OOJIbHOTO HEe HACTYMUJIO: TeMIeparypa Teja He CHUXa-
J1ach, YCWJIMJIUCH C1a00CTh, XKax/1a (BbIMUBAJ 10 3 J1 KUIKOCTHU B IEHb),
Kalllesb, XapaKTep MOKPOTHI M3MEHWICS IO CIU3UCTO-THOITHOTO. Ye-
pe3 3 1Hs1, MOoc/ie OKOHYaHMS aHTUOAKTEepUAJIbHOI Tepanuu, ¢ TeMIie-
patypoii 38 °C 1 60JIbIO B IPYIHOI KJIETKE NP AbIXaHUU U Kalllie 00JIb-
Hoii rocniutanuzupoBad B KB No 7 st o6cienoBaHus v JIeYeHUSI.

Bpeonvie npusviuku. BoabHON He KYpWT, aJIKOTOJIEM HE 3JI0YTIOT-
peosiet.

H3 nepenecennvix 3ab601e6anuii. B Bo3pacte 7 JIET repeHec BUPYC-
HBII TenaTuT A.

CuuTtan cedst 310poBbIM 10 36 JeT. B 36 seT mociie moaBoaIHOro
TOTPYKEeHUsI Ha TIIYOUHY 32 M Pa3BWJICS JIEBOCTOPOHHUI TTHEBMOTO-
pakc, rocnutanuzuposad B HUW CIT um. H.B.Cknudocosckoro, rae
Obl1a oOHapyXeHa Oyie3Hast 60Jie3Hb JIerknX. PekomeHaoBaHO orie-
paruBHOe seuenne. 30.06.05 B OTHENEHMM TOPAaKaIbHOW XUPYPTUHU
HMXII um. H.U.TTuporosa npousBeieHa BUAECOTOPAKOCKOIUSI C Kpa-
€BOM pe3eKIineii 6-To cerMeHTa IMPaBoro JIETKOTO € OO 1 Pe3eKIIHst
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OyJUTBI 8-TO CETMEHTA JIEBOTO JIETKOTO; MEXaHMUECKUN U XUMUUECKUI
maespoae3. Ha cepuu KoMmnbloTepHbIX TOMOrpaduii OpraHoB rpyaHOM
kietku (KT OI'K) no onepatium (puc. 1A—B) onpenensiinch Bo3mylii-
HBbIE MTOJIOCTU B O0OUX JIETKUX.

Ha KT opraHoB rpyaHoii KJIETKHU Mocie onepanuu (puc. 2) B 6-M
CerMeHTe MPABOTro JIETKOTO OMpeIeisach BO3MYIITHAS TIOJIOCTh C TOJ-
CTBIMU CT€HKaMu (OyJu1a) 1MaMeTpoM oKoJio 1 cMm.

IIpu nocmynaenuu. Cocrosinue cpemHeil Tsokectu. KoxHble Mmo-
KpOoBbI — runeprunpos. Hocosoe npixanue cBodoaHoe. YactoTa apixa-
Hust — 20 B MUHYTY. [1epKyTOpHO HaJl IETKIMU BBICTYIITBACTCSI JIETOU -
HBII 3ByK C KOPOOOUHBIM OTTEHKOM. JIpIXaHUE KECTKOe, eAMHUYHbIE
cyxue XpuIibl. TOHBI cep/iiia MPUIIYIIeHbI, ITYMOB HET, PUTM TIPABUIb-
HBII1, YaCTOTA CEPACUHBIX COKPAIIEHUI — 88 B MUHYTY. ApTeprabHOE
nasieHue — 140 / 90 MM pr. cT. SI3bIK BIaXHbIA, Y KOPHS 00JI0XKEH Oe-
JIbIM HaJsieToM. 2KMBOT MSITKUIA, TTPU MAJTbITAIINN TyBCTBUTEIBHBIN B TIpa-
BOM mnonpebdepne. [leueHp yBenuueHa Ha 2,5 cm.

Mukpobuonoeuueckoe uccaedosanue (ot 24.12.05). TloceB KpoBu:
pocta HeT. [ToceB MOKpOTHI: Streptococcus pneumoniae — 103 KOE / M
(4yBCTBUTEIBHOCTh K LE(PTPUAKCOHY, OKCAUMJUIMHY, pUhaMITUHY,
BaHKOMULIMHY, cyJibliepa3ony); Candida sp. — 10° KOE / mi.

Obwuii anaausz kposu (ot 25.12.05). Temornooun — 137 r / ; neii-
Kouutsl — 7,05 X 10° / i1; aputpountsl — 4,93 X 102 ki1 / 71; TpOMOO-
uutel — 319 X 10° / 1; Heittpoduisl — 48 %; s03uHODMIBI — 3 %; Oa-
30¢huiasl — 1 %; mumbountsl — 33 %; moHouutsl — 14 %; COD —
36 MM / 4.

buoxumuueckuii ananu3z kposu (ot 25.12.05). AcnaprataMuHOTpac-
depaza (ACT) — 93 en. / i1, amanuHamMmuHoTpaHchepasa (AJIT) — 189
en. / i, mwenouHas ocdarasza (ILD) — 157 en. / a, JAT — 506 en. / 7,
kpeatnHdochokunnaza (KOK) — 247 exn. / 1, raMMa-IayTaMUITPAHC-
depasza (I'TT) — 102 ex. / mut. OcranbHble MMOKa3aTean — 6e3 0COOeH-
HOCTEIA.

BUY, RW, HbsAg u Anti-HCV He oOHapyKeHBbI.

Obwuii anaaus mouu (ot 25.12.05) — 63 0COOEHHOCTE.

[Mpu uccrenoBaHuM (GYHKUMU BHEUIHEro IbIxaHus ot 27.12.05
HapylLIeHUI He 0OHAPYXKEHO.

Penmeenonocuueckoe uccaedosanue (ot 25.12.09). YeuneHue jerod-
HOTO PUCYHKA 32 CUET MHTePCTUIIMATBHOTO KOMIIOHEHTa, THEBMO-
CKJIepO3, aMpu3eMa Jerkux. B HIDKHUX 10J1s1X 000MX JIETOYHBIX TTOJIeH —
HaJIM4YKe OTePaIMOHHbIX cCK0O. KOpHM JIETKUX paclIMpeHbl, YIUIOTHE-
Hbl. CBEXHMX 0YaroBbIX TEHEl He BBISIBICHO. 3aKIIIOUeHUE: PEHTTEHO-
snornyeckast kapruHa XOBJI.

Ha KT opranos rpyaHoii kinetku ot 28.12.09 nuHaMuku He oOHa-
PYKEHO.

Y3U 6prownoit norocmu. Y3V-Tipr3HaKK TrenaTocIijieHOMEeTalIuu,
nud@y3HbIX MU3MEHEHUII B MEYEHU U TOIXKEIyIOUYHOM XKejie3e Ha
OCMOTPEHHBIX yyacTKax, AeopMalius, X0JIeCTePO3 KEIUYHOTO My3bIps.

VYuuTtbiBas HallMuMe B aHaMHe3e Y 60bHOTro OyJUIe3HbIX 00pa3oBa-
HUII B 0OOMX JIETKUX, OCJOXHUBIIMXCS DPa3BUTHEM CIIOHTAHHOIO
MTHEBMOTOpAKCa, a TAKXKe 3aTSDKHOE TeUeHMe 00OCTPeHUIT XpOHUIeC-
KOT0 OPOHXHUTA Y HEKYPSILLEro MalKeHTa, ObLIO MPOBEAECHO FeHeTuIec-
KOe UCClieIOBaHKMe Ha HaJTMuue psiaa OTMMOP(MU3MOB, SIBIISTIOIIMXCS
bakTOpamMu prcKa pa3BUTUS NEPBUYHOIM dMbu3zembl terkux u XOBJI.

AHanu3z eenHemuveckux noaumopghuzmos. bbuio MpoBeIeHO UCCIeno-
BaHUE psila T€HOB, YYACTBYIONIMX B (DOPMUPOBAHUU TPEAPACIIONO-
s)keHHOCTH K XOBJI. BBISIBJICHBI 2 TOMO3UTOTHBIX IMTOJMMOp(dU3Ma B Te-
He cypdakranToro nporenHa C (SFTPC N138T CC u SFTPC N186S
GG), rerepo3UroTHbI MOJIUMOPHU3M B FeHe MaTPUKCHOM METaJUION -
porenHasbl-12 (MMP12-82 AG), a TaK e reTepo3uroTHbIi MOJIMMOP-
Gu3M B reHe MUKpocoMaibHO# snokcuaruaponassl (EPHX1 Y113H
TC). HapyuieHuit B reHe MaTpUKCHOI MeTajionpoTerHasbi-1 (MMP1
1607 delG) u cucteme ¢ -aHTUTPUIICMHA OOHAPYXKEHO He ObLIO.

Yemanoenen duaenos: o6oCTpeHUE XPOHUYECKOTO OpOHXUTA 3a-
TSDKHOTO TeUeHUsT OGaKTepualbHOI aTrosoruu (Streptococcus pneumo-
niae) Ha hboHe OyIIe3HOI dSM(DU3EMBI JIETKUX C Pa3BUTHEM THEBMOTO-
pakca; COCTOsSIHUE TOcjie BUIEOTOPAKOCKOMUM C KPAaeBOM pe3eKlueit
6-TO cerMeHTa IMpaBoTo JIETKOTO ¢ OYyJUIoif U pe3ekiueil OysuIbl §-T0
CErMeHTa JIEBOTO JIETKOT0; FeHEeTUYEeCKast MPeapacrioioKeHHOCTh K pa3-
BUTHUIO XPOHMUYECKUX OPOHXOJIETOYHBIX 3a00JI€BAHUI; TOKCUYECKUIA
renaTur.

BonpHOMY ObUIa MpoBeleHa KOMIUIEKCHAsl Teparnust aHTUOUOTH-
kamu, unedanocnopuroM 111 mokonenus (Lledorakcum) u aHTMOMO-
TUKOM 13 IPYIIIbI JMHKO3aMUHOB (JIMHKOMUIIMH), aHTUOKCUIAHTAMU
(MeKcuion BHYTPUMBIIIEYHO; AeBUT), MyKOJUTUKaMU (DIyruMymt
nnu AlLLL); rematonporektopamu (Pochorus, [enTpan) aHTUMUKO-
TUKaMu ((hIIOKOHA30HOM).

3aMeTKM 13 NpaKTUKK

Ivanov O.G fhtional Med.Surg Center

amb
*07-Apr-1969
28-May-2005

» 5% 5 ¢
> Distance; 3,09 cm

3 o
\ 2 Distance: 1.82.cm
L4
L ¢
v 4

’

Puc. 1. KT OI'K no onepauuu (28.05.05)

Ivanov 0.G. National Med.Surg.Center|

am Sensation 4|

*04-Jul-1969

Nov-2005
9:09.91

H-SP-CR

Puc. 2. KT OI'K nocne onepauuu (10.11.05)

http://www.pulmonology.ru



Muodkosckuii H.A. u dp. Cinydaii MHOXECTBEHHBIX TeHETUYECKMX HAPYILIEHUI B Pa3IMUHBIX CUCTEMaX 3allUThI JIETKUX

B pesysnbrate mpoBeJeHHON TEpANTMK COCTOSTHUE OOJIbHOTO YTy4Ilv-
JIOCK: KallleJIb CTaJl PeIKUM; MOKPOTHI, OJBIIIKY, 00JIeli B IpyIHOM KJIeT-
Ke He cTano. OnHaKo y 00JIBHOIO COXPAHSIUCH cyOodeOpUIbHAs TeMIIe-
patypsl Tena (no 37,2 °C) B BeuepHHUE Yachl, OCUTUIOCTb TOJIoca, CyXOit
]'IOBerHOCTHbIVI Kauiejb, YMEpEHHas MOTJINBOCTD. Z[aHHBIG CUMIITOMBI
ObUIA paclLieHEeHbl KakK IPOSIBIEHME 3aTSKHOUM pecrMpaTopHO BUPYC-
HOW MHGEKLIMU, U K JICYSHUIO ObUIO PEIIEHO MPUCOSIMHUTD AaHTUBUPYC-
HBII TIpernapaT — peKOMOMHATHBIN nHTephepoH anbda (Budepon).

BosbHOMY OBUIO MPEIOXKEHO MPOIO/LKUTL MPUEM aHTUOKCHUIAH-
TOB, I€MaTONPOTEKTOPOB, a TAKXKE MPOBECTH KypC Teparuy PeKOMOM-
HaTHBIM UHTepdepoHOM asb(da (3 MIIH e/1.) 10 cXeMe B TeYeHHEe MecsILia.

C LEJIbIO l'[pO(bI/IIIaKTI/IKI/I JNaJlbHEHIIEero pasBUTUA HpOHBI[CHPIfI
XOBJI manueHTy peKOMEHIOBAHO TIPOBOANTH CBOEBPEMEHHYIO KOMII-
JIEKCHYIO Tepanuio 000CTPeHMIA pecriMpaTopHbIX MH(MEKIIMIA, OH TIpe-
JOYIPEXKIACH O BPEAC KYpEHUA, B T. 4. TIACCUBHOTO. PeKOMCHI{OBaHO HE
KOHTAKTUPOBATb CO BPEIHBIMU XMMUYECKUMM BELLECTBAMU BO M30e-
JKaHUE UX BIABIXaHWA. He PEKOMEHIOBAHO 3aHUMATLCA IMOABOIHBIMU
TOTPYXKEHUSMHU, & B YCIOBUSIX BBICOKOTOPbsI KeJaTeJlbHa MTOCTENEH-
Has U JJIMTeSIbHas ajanTalus 0e3 MHTEHCUBHBIX (1)H3I/I‘{CCKI/IX Harpy-
30K. Takke HeoOXoauMO M30eraTh TSIKEIbIX (PU3WYECKUX HArpy3okK,
0COOEHHO CTaTMYECKOTro Xapakrepa (ImoabeM Tsikecteil). B To xe Bpe-
M4 2KE€JIAaTCJIbHbI YMEPEHHBIC (bHBM‘{CCKI/IC Harpy3km AMHaAaMU4YE€CKOIo
xapakTepa (TuiaBaHue, Oer, e31a Ha BeJocurene u ap.). Pekomennosa-
HO IIpOBEACHME CEeMEMHOro reHeTU4YeCKOoro HCCJIeJ0BaHMsAd, 0COOEHHO
o0cenoBaHue JeTell manueHTa IJIsl MPOBEAECHUSI UM TIPU HEOOXOIU-
MOCTHU BCEro KoMIuiekca HpOCI)l/lJ'IaKTI/I‘ieCKI/IX MepOHpMﬂTMﬁ.

Yepes MecsL 1ocsie BLITMCKHU Y MALMEHTa HOPMaIM30Balach TEM-
neparypa, ucuesnu oduias caadocTb, Kalllesb, OCUTUIOCTb rojioca.

Takum o6pazom, y 60JBHOTO C O0OCTPEHUEM XPOHU-
YeCKOT0 OPOHXMTA 3aTSDKHOTO TeUeHMS Ha (hoHe OyIIIe3-
HOI 5Mdu3eMbl JerKUX C pa3BUTHEM ITHEBMOTOpakKca
B aHaMHe3€ BbISIBJIEHbI MHOXKECTBEHHbIE 1e(HEKThI B Psi-
Jle TeHOB, YYaCTBYIOILMX B Pa3JIMUHbIX CUCTEMax 3alllv-
THI JIeTKUX. M3BeCTHO, YTO 2 TOMO3UTOTHBIX ITOJIMOP-
¢usma B reHe cypdakrantHoro nporenHa C (SFTPC
N138T CC u SFTPC NI186S GG), obHapyKeHHBIE
Y 1aHHOTO OOJILHOTO, SIBJISIFOTCSI 3HAYUMBIMU U CITOCO0-
HBI OKa3bIBaTh BIUSHIE Ha pa3Butue 1 teueHre XOBJI.
Kpome Toro, B aurepaType HUMEIOTCSI CBEACHUS, UTO
JaHHbIE 1-HYKJIEOTUIHbIE 3aMEHbI MOTYT OBITh ACCOLIM-
MPOBaHbI ¢ XPOHUYECKUMU UHTEPCTULIMATBLHBIMU 3200~
JIEBAHUSIMU JIETKMX, BO3HUKAIOLIMMU BIIEPBBIE WJIU
MMEIOIIMMMU ceMelHbIN aHamHe3 [1]. BeIsiBIeHHBII y Ha-
1Iero ramueHTa aedekT B reHe, KOAUPYIOLIEM KOMIIO-
HEHTBI CUCTEMbI MPOTEOJU3—aHTUIIPOTEOIN3, & UMEHHO
TreTepO3UroTHBIN MOIMMOP(U3M B FTeHE MATPUKCHOM Me-
TajnornporenHasbli-12 (MMP12-82 AG), accoumupoBaH
¢ yBenumyeHHoI mpoaykuueii MMP12 u MoxeT Takxke
BHOCUTH cBoii BKian B pazButue XOBJI [7]. O6Hapy-
JKEHHBIM Y MallMeHTa TeTePO3UTOTHBIN ITOJIUMOPGU3M
B reHe MUKpocoMaibHOI amokcuaruapoaassl (EPHX1
Y113H TC) MoxeT MoneanpoBaTh aKTUBHOCTh JAHHOTO
¢epmeHTa M, TakuM 00pa3oM, BbI3bIBATH AucCOaTaHC
B CUCTEME OKCUJAHTbl—aHTMOKCUIAHTHI. TakuM oOpa-
30M, Y Halllero 00JIbHOTO MMEJIM MECTO IF€HETUYECKUE
nedeKThl B pa3IMYHbIX CUCTeMax 3allUThl JErkux (Je-
TOYHBIM cypaKTaHT, aHTUIpOTea3Hasl cucTemMa, aHTU-
OKCHIAHTHAsI CUCTEMa), YTO MOXKET JIeXKaTh B OCHOBE Te-
HeTuuecKkoit npenpacrnonoxeHHoctr K XOBJI.

BaxkHo 0TMETUTB, UTO y OOJIBHOTO Pa3BUJICS TOKCUYEC-
Kuit renatut. MoxHO roJjiaratb, 4To (hakTopamu, Crocoo-
CTBYIOILIMMM Pa3BUTUIO TOKCUUECKOTO TeraTuTa, SBUIMCh
KOMOMHUPOBaHHAasI aHTUOAKTepUalbHasl Teparusi, Halu-
qyye TSKeJIOoW pecrupaTOpHO BUPYCHOIM MH(pEKLIMY, Ha-
JIMYMe renatuTa A B aHaMHes3e, a TakXke MOJMMOop(u3M
B TeHe MMKpocoMasibHOM asmnokcuaruaponassl (EPHX1

Y113H TC). Kak n3BecTHO, JaHHBIN ITOJIMMOPMOU3M CITO-
cobeH Hapyliath Ipoiecc OnoTrpaHchopMalud KCEHO-
OMOTHUKOB (B T. U. aHTUOAKTepUAJIbHBIX MPENapaToB), YTO
MOXKET YCUJIMBATh UX TOKCHUYecKoe AaericTrue [13].
3aMeTHOe YIy4dlleHUe COCTOSIHUSI O0JILHOIO (1cuesiia
BBIpaXKeHHAas1 00Iasi CIad0CTh, MOBBIIICHHOE MTOTOOTIC-
JIEHUE B HOYHOE BPEeMsI, OCUILIOCTh IOJIOCa, HOPMaJIM30-
Bajlach TeMITlepaTypa) ObLJIO JOCTUTHYTO TOJIBKO TIPU JIO-
MOJIHUTEIBHOM Ha3HAYEHUH IIPOTUBOBUPYCHOM TePaIu.
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