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EMPHYSEMA: SYSTEMIC MANIFESTATIONS
V.I.Nechaev

Summary

The peculiarities of nutritious status, respiratory tract physiology and the prevalence of genetics sighs of
connective tissue systemic dysplasia have been studied in emphysema patients. It was shown that significant
disorders of patients’ nutritious status and subsequent development of complex anatomical and functional changes
which characterize systemic sighs of connective tissue dysplasia in the respiratory tract and in the whole organism
take place in emphisema patients under prolonged exposure of risk factors particularly of tobacco use. It was
supposed that emphysema is an independent disease with certain stages of course and with clinical sings
appropriate to a systemic process.

Pesiome

M3y4eHbl 0COBEHHOCTM HYTPUTMBHOrO CTaTyca, PpU3MONOrMYECKUX CBOWCTB OPraHoB AbIXaHus U
PacnpOCTPAHEHHOCTb FEHETUMECKMUX NPU3HAKOB CUCTEMHOM AUCTNA3MM COBAVHUTENBHOM TKaHN Y 60NIbHBIX IMpH3EMOi
nerkux. MokasaHo, YTO NPV ANUTENLHOM BO3AelcTBuUM (GakTopoB pUcka, B HaCTHOCTM KypeHus, npu amopuseme
NErkvx NPOMCXOOAT 3aMETHbIE HapYLUEHWSt COCTOAHUA NUTaHWA GONbHBLIX C PasBUTUEM CJIOXHbLIX aHaTOMO-
DYHKUMOHANBHBLIX USMEHEHWI, XapaKTEPU3YIOLWMX CUCTEMHbIE NPORBAEHUSA AUCNNIA3UN COBAUHUTENBHON TKaHU
PEcnMpaTopHOro OTAena Nerkux, AbIXaTeNbHbiX NyTei ¥ OpraHu3Ma B UenoM. BbiCKasbiBaeTCsi MHEHue, 4TO
amdu3ema nerkvx npeacTasnseT coboit camocTonTensHoe 3abonesanne C ONPeaeneHHON STaNHOCTLIO TeYeHUS

N KIMHUYECKMMU NPpU3HaKaMu, XxapakTepHbiMu Ans CUCTEMHOrO npouecca.

CoBpeMeHHbIE TIPENCTABIEHHS O MaToreHese aMQpHaeMbl
nerkux (DJI) cBHAETENBCTBYIOT, YTO CJIOXKHBIE B3aHMO-
JIeHCTBHS MEXAY KOMIIEKCOM 3K30TeHHbIX H 3HIOTEHHBIX
NOBpeXAAoKMX (AaKTOPOB M CHCTEMOH KJETOUHOH H
ryMOpaJibHOM 3alllUTHl OPraHOB JBIXaHHSI B KOHEYHOM
UTOre MPUBOAAT K HCTOLIEHHIO mocyeHel. PesyibraTom
TaKHX HepaBHbIX B3aUMOOTHOLIEHHH fBJISeTCS Jerpafalus
CTPYKTYPHBIX GEJKOB CTPOMbI JIETKOrO H IOBBILIEHHAS]
9KCKpeLusi Hx MeTaboanToB. [TpH 9TOM NPOAYKTH Aerpaza-
LMK CTPOMAJIbHBIX CTPYKTYP JIETKOrO CaMH SBJISIOTCS XeMO-
TaKCHHAMH I TPUTOKA HOBBIX TMOPLHH KJeTOoK, o6Jiana-
JOIHX 3JaCTOJUTHYECKOH aKTHBHOCTBIO. CylllecTBOBaHHe
TaKHX MeXaHH3MOB JOKa3aHO 3KCNePUMEHTaNbHBIMH H
KJIMHUYeCKUMH ucchenoBanusmu [7,10,15, 16,25].

[Ipx 3ToM CTaHOBHMTCS O4YeBHMAHBIM, uTO mpH DJI, co-
POBOXKAAIOLIEHCS MOBbILIEHHBIM PACXOIOM CTPYKTYPHbIX
6eJIKOB CTPOMEI JIETKOTO, B ONpEeleJIeHHOM BPEMEHHOM
NpOMEXYTKe MaTOJNOTHYeCKHe H3MEHEeHHsl NMpHoOpeTaioT
cucTeMHBIN XxapakTep. [Ipexje Bcero B TakHe MpoLECCH
BOBJIEKAIOTCSI IBIXaTeJbHbl€ MYTH, Tle TPOHCXOMHMT IO-
BPEXXJIEHHE 3/1aCTHYECKOro Kapkaca GPOHXOB C HapylLIeHHeM
ux hynkuuu. Knunudeckoit ManudecTauues Takux uame-
HEHMH sIBNIsieTCs TpaxeobpoHxHanbHas nuckuHesust (TBJL),
BO3HHKaloL1asi BCJEACTBHE CHMYJIbTaHHOTO NOBPEXAEHHS
3JIaCTHYECKHX CTPYKTYp 6poHXoB M Jjerkux [2,20,28].

[ToaTBepKieHHEM CHCTEMHOCTH MOpaXKeHHs AbIXaTeJIbHBIX
nyTei ¥ Jerkux npu AJI cayXHT H YacToe ee coyeTaHHe
C IM30HTOreHEeTHYECKUMH 3a60/IeBaHHSIMU OPraHOB JIbIXaHHs!
[1,19,26].

JHeduuut maces Teaa (IJMT) npu DJ1 conpoBoxaaercs
BBIPaXKEHHBIMH HapYIIEHHAMH 6eJsIKOBO-3JIEKTPOJHTHOrO
M JIPYTHX BHAOB 'OMEOCTa3a, B 3HaYHTEJbHOH Mepe omnpe-
NeJISIeT COCTOSIHHE 3aIUMTHBIX CHJI OpPraHH3Ma H ero (pusH-
4yecKOH paboTOCNOCOOHOCTH, ABJSAETCS NMPOsIBJEHHEM AaJlb-
HeHIIero MporpecCHpOBaHUs NECTPYKIMH JIETOYHOH TKaHH
W MPOTHOCTHYECKH HebaarompusTHHIM dakropom [3]. B
KiauHHueckoM maaHe JIMT nmpHBOAMT K 3HAUYHTENBHOMY
CHHXKEHHIO paboTOCIOCOGHOCTH GOMBHBIX H HCTOIIEHHIO
y HUX ABIXaTeJbHOH MYCKYJaTyphl C Pa3BUTHEM PECIHpa-
TOpHBIX paccTpoiicTs [18,22—24].

H3syueHne reHeTHYECKHX MapKepOB JHCIJIA3HH COENH-
HUTeJbHOM TKaHu npH DJI npencTaBisieT KIMHHYECKHH
MHTEpeC H3-3a YaCcTOro ee coyeTaHHsl C HaCJEACTBEHHO
JeTepMHHHPOBAHHBIMH CHCTEMHBLIMH 3a60/IeBaHHSIMH CO-
eMHHUTENbHOM TKaHH (reHepa/naoBaHHast GHOPONHCIIA3HS
Anepca-Iauio, cunapom Mapdhana, nporepus), HMeIOLH-
MH pasjIMYHYIO 3THOJIOTHIO, HO CXOJHbIE NMaTOreHeTHYec-
KHe MEXaHH3MBI, IPUBOJSILIME B KOHEYHOM HTOre K JIerpa-
JalMH 3J1aCTHYECKHX CTPYKTYpP COENWHHTEJIbHOH TKaHH,
B TOM YHCJIe H OPTaHOB JbIXaHHS (8,17,21 u mp.].
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~ 3KCNO3UUNA OK3OTEHHBIX M SHAOTEHHBIX GAKTOPOB
~ pucKa (BKAloNas reHetuyeckue aedekTo)
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Puc.1. Cxema passutusa 3J1 kak CMCTEMHOro npouecca Aucnnasuv coeau-
HUTENLHOW TKaHW.

[To-BHAUMOMY, CJIelyeT COrIacuThCsl ¢ MHeHHeM J.Tra-
vis et al. [27], cunralonumu, yto JI npencrasisieT co6om
HEKOHTPOJIHPYEMBIH TPOTEONH3 OEJKOB COeAHHHTENbHOH
TKaHH, BBI3BAHHBIM NMPOTEHHA3aMM KJETOK, CTHMYJHpO-
BaHHBIX MPEX/Ie BCErO KOMIIOHEHTaMH TabayHOro AbMa.

B mesnoM, ouenuBass DJI Kak CHCTEMHBIH Mpolecc
TNepBUYHOM MJIM BTOPHYHOH AMCIJIA3HH COEAMHHTENbHOH
TKaHH C NMPEUMYLIECTBEHHbIM NMOPaXK€HHEeM pecr1paTop-
HOrO OTHeJa JIETKHX, JABIXaTeJbHBIX MyTeH H APYTHX
OpraHoB CJie[lyeT BBIJIENHTb, Ha Hall B3IJIs, OCHOBHBIE
sransl ee passutusi (puc.l).

C 3THX Mo3HLKE TPaKTOBKH DJI H3yUyeHbl KIHHHYECKHE
TpOSIBJIEHHS] CHCTEMHOM JUCIJIa3HH COEMHUTEbHOM TKaHH
y 58 6oabubix DJI (48 myxuuH, 10 XKeHILIHH; CpefHHH
BospacT coorBercTBeHHO 48,7+4,5 u 51,3+6,4 roxa),
BLISIBJIEHHBIX TPH 3MHAEMHOJIOTHYECKOM O0OC/Iel0BaHHH
cpeny 1324 nuu (678 myxuuH, 646 XeHUMH; cpeaHHH
BO3pacT cooTBeTcTBeHHO 38,4%6,9 u 34,5+7,0 roxa)
OpPraHH30BaHHOH MOMYJSUHH PabOTHHKOB IMPOMBILIJIEH-
HBIX TNPEANPUSATHH U arpoNpoOMBILIIEHHOTO KOMILIEeKca H
MPOLIEAUIHX YIVIYOJIeHHOe KIHHUKO-(pYHKIHOHANBHO., PEeHT-
reHo(hyHKLHOHAJIBHOE, SHAOCKONHYECKoe H JlabopaTOpHOe
HCCJIEIOBaHKS, BKJIIOYast BepH(HKALHIO AHarHo3a MeTo0M
KOMIbIOTEpHOH Tomorpadpun. OKOHuYaTeJbHbHIH AHarHo3
9JI ycraHaB/MBa/i Ha OCHOBAaHHH KOMILJIEKCA KJIMHHKO-
(GYHKUMOHANBHBIX ¥ PEHTTEHOJNIOTHYECKHX NPH3HAKOB T'H-
NepHHGJISAIMH JIETKHX NIPH OTCYTCTBHH HJIH CJ1aGoBhIpa-
XEHHBIX CHMIITOMaX XpPOHHYECKOro 6pOHXHTa.

PacnpoctpanerHocts DJI B Hcc/eyeMo# MOMYJISIAH
cocTaBuJa B 1eJioM 4,4 Ha 100 o6cenoBannbix (95% JIU
3,4—5,7), B ToM uncie cpenu myxuud — 7,1 (95% U
5,2—9,3), xenumn — 1,5 (95% U 0,7—2,8). Pacnpo-
cTpaHeHHocTh DJI cpemd MyXuuH Obula B 4,7 pasa
Gosblliel MO OTHOLIEHHIO K XXeHiuuHaM. [Tepeuunas DJI,
o6ycnoBnenHas aepuuutom o-UIl (PiZZ-penotun), nu-
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Puc.2. [1030-3aBucuMBbIi 3PHEKT IKCNO3ULUMM KypEeH1A Ha puck passutus ).

Mo ocu abeumuce — akcno3uums Kypenus no Brinkman's Index (konW4ecTso curaper B
AEHb X KONWMYECTBO NET KypPeHus), N0 OCU OPANHAT — OTHOCUTENbHLIA puck (OP).

arHocTHpoBaHa y 1 o6cJjieJOBAHHOTO MYXKUYHHBI, YTO CO-
ctaBudio 0,07 Ha 100 o6enenoBanHbix o60ero noaa (95%
JIN 0,002—0,4) 1 0,15 Ha 100 o6cie10BaHHEIX MYKCKOH
nonyasiuus (95% U 0,004—0,8). B ocTanbHbIX ciyyasx
“Mesia MecTo BTopuyHas DJI, cBA3aHHasi ¢ GPOHXHAILHOH
06CTpYKLHEH.

KomniekcHast olieHKa (hakTopoB pHcKa Nokasasia 60JbLLIyIo
pacnpoCcTPaHEHHOCTh KypeHHs cpeiu OoG6CJeNOBaHHbIX,
KoTopasi coctaBuaa 45,4 Ha 100 o6cienoBaHHBIX 060€ro
nona (95% I 41,8—50,0), B ToM YKCIIEe CPeiH MY>KYHH
80,5 (95% U 73,6—87,7), xenmus — 8,3 (95% MU
6,5—11,1). [Tpu 5TOM SKCMO3HLKMSI KYPEHHsI OKasbBaja
OTYETJIHBHIA [0303aBHCHMBIH 3(D(eKT Ha PHCK pPa3sBHTHSA
J1 y myxuus (puc.2). ¥ xeHUwuH $HakTop KypeHHs He
sIBAISIIICST pucKoM IJI.

YYHTEIBask BO3MOXXKHOE BJIMSIHHE KYPEHHSI Ha COCTOSIHHE
TMIUTaHHUs1 00CJIeJIOBAaHHbIX, NIPOBEEHbl HCCJIEOBAHHS MacCo-
pocToBoro uuaekca (MPH) cpeu KypsiLMX U HEKYPSILLAX
auu. Ilpu atom okasanock, yto BeauunHsl MPH cpenu
HEeKypSIMX MyXUHH cocTaBuiH 26,7£0,6 kr/M°, y Ky-
pamux — 24,0£0,4 kr/m° (1=3,6; p<0,01). Cpenu
HEKYPSILHMX H KypSILUKX XKeHIHH BesunHsl MPH cocraBu-
M COOTBETCTBEHHO 25,8%5,1 kr/M° 1 27,1%3,8 kr/m’
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Puc.3. MameHeHus macco-poctosoro uHaekca (MPU) y Hexypsawumx (1) v
KYPAWMX (2) MyX4uH B pas3nnyHbIXx BO3PACcTHbIX rpynnax. Mo ocu abeumce —
BO3PAacCT B rofax, No 0Cu opAvHaT — sennunHsl MPU.

— 55 —



Tabnuua 1

Macco-pocToBbie MHAEKCH! Y NPaKTUHECKN 3[,0POBbIX KYPSLMUX MYX4MH U GonbHbix 3J1

Konuuecrso cnyvaes, %
MPY, oP 2
xr/m? MpakTuyecku 3opossbie Baiciie 3N (95% AW) X p
Kypunbuwmkm

30—25 111 (21,7) 2 (4,2) 0,1 (0,02—5) : 8,6 <0,02
24—20 328 (61,2) 14 (29,2) 0,3 (0,1—0,6) 14,9 <0,001
19—15 72 (14,1) 32 (66,6) 10,8 (5,7—20,3) 54,7 <0,0001
Utoro: 511 (110,0) 48 (100,0)

MpumeuyaHue. OP — oTHOCUTENbHBIM puck, 95% AW — 95% noBepuUTENbHbLIN UHTEpBarn.

(t=1,1; p>0,05). MHbIMH cJIOBaMH, Y KYPSIUHX MY>XYHH
oTMeuaJloch JocToBepHOoe cHHXeHHe MPH no orHolue-
HHIO K HEKYPSILLHM, 4YTO JaeT OCHOBaHHME MoJaraTh OTpH-
LATEJNbHYIO POJib BJIHSIHHS KYPEHHsI Ha HYTPHTHBHBIH
CTaTyC CPefid 3TOH rpymnmbl 06c/aeJOBaHHbIX. DTO NOATBEP-
XKIaeTcsi Tak)Ke JaHHBIMH BeJqnynH MPU B pasnvuHbIX
BO3paCTHHIX AManasoHa (puc.3), rie HabJoAaI0Ch OTYET-
nuBoe cHuxkeHHe MT B cTapluux Bo3pacrax, 4To, NO-BH-
JUMOMY, CBSI3aHO C JUIHTEJbHOH 3KCMO3HLHEH KypeHHSI.
Jauubie o BeqMuMHax MPH y mnpakTHyeckH 310pPOBHIX
KYPHJIBIIMKOB K 6osbHBIX DJI npeacTasieHsl B Tabi. 1.

PesysibTaThl, npeacTaBieHHble B TabJ.1, nokassiBaioT
OTYETJIHBOE YBeJH4yeHHe pHcka DJI y KypslMX MYXKUHH
no mepe HapactaHus y Hux JIMT. 91o B nepsyio odyepepb
Kacajoch o6c¢JiefloBaHHbIX ¢ BesnuiHamu MPH menee 20
kr/m2. Takum obpa3oM, cjefyeT MoJiaraTh, C ORHOH
cTopoHbl, 4yTo BblpaxkeHHbH JIMT saBasercs mocrosep-
HbIM pakTopoM pucka DJI cpemu KypsllMX MYXYHH, C
APYroii — $IBJSETCS MapKepoM CHCTEMHOH AHMCIIasHH
COENIMHUTEJILHOH TKaHH NpH 3ToM 3aboseBaHuH. [locnenHee
MOJIOXKEHHE TOATBEPXKAAETCS HCCJIeloBaHHEeM KOMIIOHEHTOB
MT, paccuMTaHHHIX MO cleuHalbHBIM (opmyaam [5], a
TaKxe J1abopaTOPHBIMH AaHHBIMH. Tak, copepxaHue 06-
Llero Xupa B opraHuame y 6ouabHbXx DJI cocTaBHIIO
6,6+0,9 xr, uau 63,9% wuneansuot MT (MMT), Towas
mMacca Tema coctaBuaa 59,3x1,1 kr (87,4% HMT),
colleprKaHHe Bofisl B opranusme — 40,8+0,7 kr (88,1£1,6%
UMT). ITo naHHBIM J1a6OPaTOPHBIX HCC/ENOBaHHH y 14
(24,1 %) 6oabHBIX DJI 0OTMEUEHO CHHXKEHHE aGCOMQTHOTO
KosiyecTBa JuMpouuToB KposH (Menee 1800 M), yd
(8,6%) — runoans6ymunemusi, y 12 (20,7%) — reme-
panu3oBaHHasi TMIIOAMHHOALHAEMHS H YMEHbIIEHHEe I10-
KasaTeJsisi KpeaTHHHH-POCT.

Ha Haw Barjsn, Takde HapylIeHHS HYTPHTHBHOrO
cTaTyca, ONnpefesSioIero sHepreTHYeckue H MeTabonyec-
KHe pe3epBbl OpraHH3Ma, CjefyeT, o-BHAHMOMY, paclie-
HHUBaTb KaK CBOeoOpasHble NPOSIBJEHHS CHHIPOMA XPOHH-
yeckoro (B OTJIHUYHE OT KPUTHYECKHX COCTOSIHHH) THIep-
MeTaboJK3Ma, SBJSIOLIErocs: KJAOUYeBbIM 3BEHOM, 3alyc-
KaloLMM MPOLECCHl Pa3BUTHS MOJHOPraHHOH HeJ0CTaTOoy-
HOCTH, B OTBET Ha CHCTEMHOE MOBpeX[eHHe BHe 3aBHCH-
MOCTH OT HCXO/IHOTO 3THOJIorHYecKoro dakropa [6,9,13,14].

Wsyuenue ¢GyHKUMH BHELIHEro JAbIXaHHS C MOMOLIBIO
obwei nietuamorpaduu (Ta6u.2) Mokasao, 4To y GOIbHBIX

DJ1 Ha doHe yMepeHHOro yBeJHYeHHs oblero 6pOHXH-
aJIbHOTO COMpPOTHBJIEHHS, B LEJIOM OTpaxaioulero o6-
CTPYKTHBHbIE IPOLECCH B JIETKHX, HMEJIOCh YMEpeHHoe
yeBeaquueHre OEJI u ee mepecTpoiika B CTOpOHY pocTa
OOJI u ero nonu B ctpykType OEJI, B cpenem Ha 11,2%.
[Ipu atom Heob6xomuMo otmeTHTb, uTo OOJI sBAseTCH
OIHUM M3 HauboJiee YYBCTBUTENbHBIX H BEICOKOHH(bOPMa-
THBHBIX MPH3HAKOB GPOHXHAJIbHOH OOCTPYKLHMH, YBEJH-
yeHHe KoToporo npu DJI xapakTepuayeT Npouecc peayKLuuH
3JIaCTHYECKHMX BOJIOKOH JierouHod TKaHH [4]. CymecTso-
BaHKe MOJOOHBIX MEXaHH3MOB Y 06C/IeI0BaHHBIX GOJIBHBIX
MOATBEPXKAAeTCs U CHHXXeHHeM nokasartesei 2KEJI, Esx
u POBBIA, OTpaXKalOIKMX COCTOSIHHE 3JIaCTHYECKOH TSTH
JIETKHX W H3MEHEeHHe ee HalpaBJeHHOCTH B CTOPOHY
PECIHpALHH, a TaKXKe yBeJIMYeHHe KOJIHYeCTBa HEBEHTH-
JUpyeMbIX 30H Jierkux [4,11]. B oTHOWeHHH HapyLIeHHs
AH(PPY3HOHHOH COCOGHOCTH JIETKHX CJIELYyeT OTMETHTB,
yto cootHomenue J1JICOsn/ JICOyc y o6ciiejoBaHHbIX
GonbHbIx DJI cocrasuio 1,2 (Hopma 1,4 o P.d.Kaemenmy,
1989), YTO CBMAETEJLCTBYET O NPEHMYIUECTBEHHBIX Ha-
pyLIEHHSIX MEMOPAHHOTO KOMIIOHEHTA AU dY3HH JIETKHX,
KOTOpble NMPHOGPETAIOT peliaiollee 3HAUYeHHe 1O Mepe
nporpeccHpoBaHus DJI U ABASIOTCS CHAEACTBHEM JHCTPO-
(hHUYEeCKHX H3MEHEHHH M NeCTPYKLUHH pecIHpaTOPHBIX

Tabnuua 2

Mokaszatenu obwei nnetuamorpadum u andpdysmoHHoOM
cnoco6HOCTU nerkux y 6onbHbix 3J1

Napamerpoi Mzm % AONXHOW
Rtot,kPa/s ™' 0,46+0,09 153,3+30,6
TGV, 1 6,01%0,2 171,2+12,6
RV, 1 3,99+0,4 158,0+15,3
TLC,1 7,78+0,6 119,7+23,9
RV/TLC,% 56,1%5,4 126,2+11,3
ITGV/TLC,% 72,36,1 134,4+10,7
\VC in, 1 2,75+0,5 62,1£12,9
ERV, 1 0,61%0,2 62,0+9,4
IC,1 2,14+0,4 76,7£14,6
DLCOsb mMol/min”'/kPa™" 3,84+0,7 42,3+7,5
DLCO ss mMol/min"'/kPa™ 3,20+0,4 71,1%8,5
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Tabnuuya 3

PacnpoCcTpaHeHHOCTb M CTeneHb TpaxeobpoHxuansHon
puckuHesnn y 6onbHbix 3J1

Konuuectso CreneHb TpaxeoOpPOHXManbHON AUCKUHEsun*
BonbHbie 3J1
Ll I I 1l I Il
My>XHUHbI 48 5(10,4) 29 (60,4) 14 (29,2)
JKeHWwuHbI 10 5 (50,0) 3 (30,0) 2 (20,0)

MpumeyaHue. B ckobkax — rnokasaresb B NPOLEHTax.
* — Kputepun M.U.Mepenbmana n coast. (1976).

otnenoB [12]. Takum o6pasoM, pe3yabTaThl (yHKUHO-
HaJMILHOTO HCCJIENIOBAHUS AAIOT OCHOBaHHE NpejrnoJararh
HalHuue y 06c/ieloBaHHBIX 60JbHBIX DJI cCHMYJIbTaHHBIX
TpOLECCOB B BO3JYXONPOBOASALIMX MyTAX M PECHHPATOP-
HBIX OTJeJIaX JIETKHX, KOTOpble OTPaXaloT CJOXKHEIE aHa-
TOMO-)YHKIMOHAJbHBIE CIBUTH, XapaKTepH3YIOIIHe Mopa-
JKEHHEe OPTaHOB JIbIXaHHS B LIEJIOM. DTO M03BOJISET CYAHTh
0 CHCTEMHOM XapakTepe TaKHX H3MeHEeHHH.

IIpu HcclefoBaHuH (YHKLUHOHAJIBHBIX HapYIIEHHH Tpa-
Xe0OPOHXHAJBLHOrO JiepeBa, NPOBEJEHHOM C NPHMEHEHHEM
peHTreHOhYHKIUMOHAIBHBIX (MHTeHCH(HIMPOBAHHOE TPO-
cBeunBaHHe, cepuiiHasi YPHdumooporpadus, cepuiiHas
YPU-pmoopobporxorpadusi) ¥ 3HAOCKONMHYECKHX METO-
no, TBJI 6bl1a nHarHocTHpOBaHa y BcexX GosibHBIX DJI,
OJIHAaKO BhIPaXKEHHOCTb ee Oblla HeofMHaKoBoH. [laHHble
0 pacrnpoCTPAaHEHHOCTH M CTeneHH BhipaXKeHHOCTH TBJI
y obciiefoBaHHbIX GoabHEIX DJI mpeacTasaeHsl B Ta6i1.3,
M3 KOTOPHIX BHJAHO, YTO Yy MYXKUYHH npeobGJsajia/id BhIpa-
)KeHHble (YHKIHOHAJIbHbIe H3MEHEHHs CO CTOPOHbI AbIXa-
respHbix nyTedt. Tak, II u Il crenenn martosornyueckon
TNOABHXXHOCTH TpaxeH U OPOHXOB BHISIBJISUIHCH Y 3TOH

rpynmnsl o6c/eloBaHHbIX COOTBETCTBEHHO B 5,8 1 2,8 pasa
yame, yem I crenenpr TBJ. Y XeHmuH Gosee 4yacTo
BcTpeyasachk I crenens TBJI, koTopasi Gblia OTMeYeHa B
nosioBuHe ciayyaes, tToraa Kak II u III crenens nuarHoc-
THPOBAJIMCb 3aMeTHO pexke. [ToBUAHMOMY, BhIpaXKe€HHBIE
(yHKUHOHAJIbHBIE HAPYLIEHHUS TPaXeH W GPOHXOB Y GOJILHBIX
DJI KaK OfHH M3 KJIMHUYECKHX MPOSIBJEHHH CHCTEMHOM
[MCIJIa3UH COEMHHUTENbHOM TKaHH CJIEAyeT pacCMaTpH-
BaTh B €JMHCTBE C HAPYIIEHUAMH HYTPUTHBHOrO CTaTYyCa,
OTMEYEHHOro y KypSILKX MYXKUYHH.

PacnpocTpaHeHHOCTb T€HEeTHYECKHX MapKepoB AHMCII-
JIa3HH COENMHUTENLHON TKAHH CPENH HCCIENyeMOK Momy-
JUMKM B uesioM coctaBuia 2,9 Ha 100 o6csenoBaHHBIX
o6oero mona (95% AU 1,9—4,0). Ilpu atom caenyet
OTMETHTb, YTO y GosbHEIX DJI pacnpocTpaHEHHOCTb CHC-
TEMHBIX AUCIIACTHYECKHX H3MeHeHH# cocraBusa 19,5
(95% U 8,9—37,0) npotus 2,2 (95% OU 1,4—3,3)
Cpefli IPaKTHYECKH 3/I0POBBIX JIHL. YacToTa BCTpeyaeMocTH
reHeTHYECKHX MapKepOoB JUCIIIA3UH COEJMHHTEJIbHOH TKa-
uu npu AJI konebanach B npenenax ot 2,3 g0 51,2% u
Gbuta Boille B 8,9 pasa no cpaBHEHHIO C MPaKTHYECKH
3[I0POBBLIMH 06CJIEIOBaHHEIMH 060€ro rnoJjia. 1o, B CBOIO
ouepensb, npenonpenenusno nocropepHeii OP 3JI y HocH-
Tesiel MPaKTHYeCKH BCeX reHeTHYECKHUX MapKepoB JHCII-
Na3uM COENMHHUTENbHOMN TKaHU (Ta6i1.4).

Takum o6pa3oM, pe3ysbTaThl MPOBENEHHBIX HCCJENo-
BaHMH JAlOT OCHOBaHMe MoJiarath, 4yto DJI HMeeT uepThHl
BTOPHYHOT'O CHCTEMHOTO NMOpPaXKeHHsI COEAMHHTENIbHOH TKa-
HH KaK pe3yJbTaT JJIMTEJbHOH SKCIMO3HLHH (haKTopOB
pHCKa, B YaCTHOCTH KypDEeHHSl, Ha COCTOSIHHE MHTaHHA
GOJIbHBIX C PAa3BHTHEM Y HUX B ONpefieJIeHHOM BPEMeHHOM
MPOMEXYTKE CHHAPOMa XPOHHYECKOro runepmerabonusma
B BH/IE CJIOXHBIX aHATOMO-(YHKUHMOHAJbHBIX CJBHIOB,
XapaKTepHU3YIOLHX HECOCTOSTENbHOCTh COeJHMHHTEJbHO-
TKaHHBIX CTPYKTYP PECHPaTOPHOro OTAeJsa JIerKHX, Jbl-
XaTeJIbHEIX MyTeH W BCEro OpraHu3Ma B LIeJIOM.

Tabnuuya 4

PacnpocTpaHeHHOCTb reHeTU4YeCKUX MapKkepos gucnnasmu COEOMHUTENbHOM TKaHW Y NPaKTU4eCcKu 300pPOBbIX vy U

6onbHbix JJ1 (062 nona)

Konuyecrso cnyvaes (%) o ;
FOHSTIINCKIS ManKepu MpakTUiecku 3R0poBbIe BonbHbie 3N (95% Au) X P
(n=1007) (n=58)

MMnNepanacTos KoXwm 27 (2,7) 7 (12,1) 7,2 (3,1—16,9) 20,7 <0,01
MMnepmMobunbHOCTL CYCTABOB 31 (3,1) 10 (17,2) 9,7 (4,9—19,2) 40,5 <0,001
Hanuune noaKoXHbIX Yy3eNKOB Ha 11(1,1) 7{A2;1) 17,9 (7,4—40,1) 48,8 <0,001

roneHsax
AHOManuu yaneyku asbika 3(0,3) 1(1,7) 8,1 (0,07—965,6) 0,74 >0,05
YMeHue cBopaumnBaTth A3blK B TPYOOUKY 12 (1,2) 22 (37,9) 88,5 (54,4—146,0) 318,9 <0,0001
“rotuyeckoe” nunu apkosuaHoe He6o 4 (0,4) 3(5,2) 19,1(5,2—76,7) 18,3 <0,02
AHoManbHoe npopesabiBaHne 3y6os 6 (0,6) 3 (5,2) 12,7 (3,2—49,4) 13,2 <0,02
AHOManbHas nanoHHas cknagka 1(0,1) 2(3,4) 50,0 (7,4—340,0) 16,5 <0,02
MaxoBble, NynoyHble, 6eapeHHbIe 54 (5,4) 12 (20,7) 6,7 (3,6—130,3) 32,7 <0,01

rpbbku
BapukoaHble paclumpeHus BeH 99 (9,9) 3,6 (1,8—7,1) 12,9 <0,02
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Taxko#i moaxon, Ha Hall B3IVISIA, [O3BOJISIET C HOBBIX

NO3HLKK TpakToBaTh DJI KaK caMOCTOSATEJIbHYIO HO30J10-
rHYecKyio (opMmy, HMEIOLLYI0 AOBOJBHO OTYETJIHBBIE JH-
arHOCTHYECKHE KPHTEPHH CHCTEMHOro 3a60JIeBaHHUS, YiIyy-
KT €€ KIHHHUYECKYIO AHarHOCTHKY, OCOOEHHO Ha PaHHHX
CTajusaX, a TakXKe pa3pabaThiBaTh palliOHaJbHbIE TPOdH-
JaKTHYECKHe U JieyeOHble MepONpHSTHS.
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