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PONb AUCNIIA3UMN COEQUHUTENbHOW TKAHU B ®OPMNPOBAHUU
XPOHUYECKOIO OBCTPYKTUBHOI'O 3ABOJIEBAHUA NEMKUX
(OB3OP JINTEPATYPbI)

IIpoBenén ananu3 BO3MOXHOH B3aMMOCBSA3M MEXIY HACIEACTBEHHBIMH HapyIICHHSIMH
COCAMHUTEIBHON TKaHM M XPOHHYECKHM OOCTPYKTHBHBIM 3a0oJieBaHHMEM JIETKHX. Bricka-
3bIBAa€TCS MHEHHE, YTO HAa OCHOBE JAJbHEHIIIET0 H3YYeHHS POJIH HACIIEACTBEHHBIX HAPYIIEHUH
COEMHUTENILHOM TKaHU B (POPMUPOBAHUY XPOHHUECKOTO 0OCTPYKTUBHOIO 3200JIeBaHuUs IETKUX
BO3MOXHO CO3/laHHE 3(PPEKTUBHBIX LIEJICHAMPABICHHBIX METOAOB paHHEH MPO(QUIAKTUKH,

JieYeHHsl ¥ peaOrIUTaINN.

Knroueewie cnosa: nacneocmeenuvle HapyuieHus cOeOUHUMENbHOU MKAHU, OUCNIA3Us, ubpos,
XpOoHUYecKoe 06CmpyKmugHoe 3a00nesanue 162KuXx.

3anocnennue 20-25 net u3MEHUIIOCh KIIacCH-
YecKoe KIIMHNYECKOE TeYEHUE MHOTHX U3BECTHBIX
Oore3Hei, HaOIIIA0TCS MPOrPECCUPYIOIISE YBE-
JIMYCHHUE B MOMYJIIAINUA KOJIMYCCTBA JIUII C TUCTIIIacC-
THYECKUM (DEHOTHUIIOM, POCT alIEPTUUYECKUX U
ayTOMMMYHHBIX 3a00JIeBaHUH, yUaIatoTcs CITyJIan
BHE3AITHON CMEPTH CpelH HACeNeHUs PazHBIX
BO3pacTHBIX rpynt [1, 2]. laHHbIe sIBJI€HUS pac-
CMaTPHBAIOTCS KaK Pe3yJbTaT BO3ICHCTBHUSI HOBBIX
MYTareHHbIX (akTOpOB CONHUAIBHOTO, TEXHO-
TeHHOTO M HKOJIOTHYECKOTO XapakTepa, KOTOpbIe
(OpMHPYIOT yBEIHYCHUE TaK HA3bIBAEMOTO I'eHe-
TH4eckoro rpysa [2]. C Hagana 90-x rogoB mpoii-
JIOTO BEKa MYOJUKYIOTCS pabOThI, OOBSICHSIOIINE
MacIITabHOCTh maToMopd03a MHOTHX OoJie3Hel
nucrasueit coequautensHoi Tkanu (JCT). Us-
3a IMOITMOPTAaHHOCTH U ITOJTUCHCTEMHOCTH ITOpaXe-
Huit ipu JICT BO3HWMKaeT HEOOXOAMMOCTh H3Y-
YeHUs JaHHOW MPOOIIEMBI C IPUBICYCHUEM YUE-
HBIX Pa3Iu4HbIX cneluanbHocTel [1—4].

TouHbIe CTAaTUCTHYECKHE JaHHBIE O PACIIPOC-
TpaHéHHOCTH JICT OTCYyTCTBYIOT, UTO CBSI3aHO C
Ppa3INYHbIMHU TEPMHUHOJIOTUYCCKHUMU, KJIaCCI/I(I)I/I-
KallMOHHBIMU W JUAarHOCTHYCCKHUMU IIOAXO0JaMu,
a TaKiK€ C BO3paCTHBIMU, IMOJIOBBIMHA Y OTHUYCCKU-
MH 0COOEHHOCTSIMH paclpelesieHust OTIeIbHBIX
ITPU3HAKOB. Ilo JaHHBIM pa3JIMYHbIX aBTOPOB, YacC-
tota JICT cocrasnser ot 9 no 85 % [1-6].

JCT — HacnenCcTBeHHbIE HAPYILIEHUS COCTUHU-
tenpHOM TKauw (HHCT), csi3annbie ¢ nedexramu
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CHHTE32a U/UIK pacmaga OeJIKOB SKCTPaLeILToIsP-
HOTO MaTpuKca, 0ObeqUHEHHBIE B CHHIPOMBI U
(EHOTHITBI Ha OCHOBE OOIIHOCTH (PEHOTUIIHYEC-
KHUX U KIIMHUYECKUX MposBIeHui [7].
CoenuHuTenpHAs TKaHb cocTaBisieT Oomee 50 %
MAacChl YEJI0BEYECKOTO TeJIa ¥ BBITIOIHSET B Opra-
HU3ME MHOTOUYHCIEHHBIE (QYHKIUU: Tpodudec-
KYI0, OKCUTEeHEPHPYIOIIY0, 3allIUTHYIO, OTIOPHYIO,
MEXaHUYECKYI0, TOMEOCTAaTHIECKYT0, CTPYKTYPO-
ob6paszyromyto. CHCTEMHOCTh TOPaXeHUs MpHU
MaTOJIOTUU COCTUHHUTENIbHOW TKaHW BO MHOTOM
CBsI3aHa CO BCEOOBHEMITIOIIUM PaCcTIPOCTPaHEHUEM
eé B opranusMme uenoseka [1, 8]. CoOcTBEeHHO
COEJMHUTENbHAS TKaHb MPEICTaBICHA PHIXION U
IUIOTHOM COEAWHUTENbHOW TKaHbIO. Pbixnas
COEJMHUTENbHAs TKaHb TIPE/ICTaBlICHa B OPraHu3-
M€ MTOBCEMECTHO: COCTABIIIET CTPOMY OPTaHOB,
OKpY’KaeT KPOBEHOCHBIE COCY/IBI, HEPBBI, MBIIIIIBL,
¢acmm, o6pasyer 6a3aibHYI0 MeMOpaHy KIETOK,
apTepHUH MBIIIEYHOTO THUTIA, APTEPHOIBI M COCTOUT
13 KIIETOK ¥ BHEKJIETOUHOTO MaTpukca. B opranms-
Me IPOUCXOTUT ITOCTOSTHHOE OOHOBJICHHE KOMIIO-
HEHTOB PBIXJIOM COEAMHUTENbHON TKAHU: KIJIETOK
(pubpoObnacTel, TyyHbIe, ITa3MaTHYEeCKHUE, YHIO-
TEJIMAJIbHBIC KJIETKH, a TaK)Ke KJICTKH KPOBH),
MEKKIJIETOYHOTO BellecTBa (BHEKJICTOYHBIH Mart-
pHKC). MEXKIIETOUHOE BELIECTBO — MOTYKHUIKHMH,
BSI3KHI T'ellb, B KOTOPOM PACIIONAraloTcsl KIETKU
M BOJIOKHA COEAMHUTENbHOIN TKaHW (KoJare-
HOBBIE, DIIACTHYECKIE U PETHKYIApHBIE). Pubpo-
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0JacTHI Y9acTBYIOT B CHHTE3€ BOJIOKOH COE/IHHU-
TEJIHHON TKaHH, MPOTEOTTMKAHOB, ITTHKO3aMHUHO-
TJIMKAHOB, JIUMUIOB, MPOCTATNIAHINHOB, ITHKIIH-
YeCKHUX HYKJICOTHIOB. TydHbIE KIETKU CUHTE3U-
PYIOT TeMapuH, MPOTEOJIUTUYCCKUE (HEPMEHTHI,
MYKOTIONTHCAaXapH/Ibl, TIPH UX JIerpajaiuy oopasy-
IOTCA TUCTaMHUH, CEPOTOHUH, 3031/IHO(1)I/IJII)HI>II>'I
¢axrop. KomnareHoBbIC BOJOKHA COCTOST U3 (PUO-
PUILISIPHBIX OEJIKOB KOJUIAT€HOB — OCHOBHOTO
KOMITOHEHTa 3KCTPaLEeIIONIPHOr0 MaTpUKCa.
Kommarenamu oGecrneumBaeTcs moaaepKanme
CTPYKTYPHOH IIEJIOCTHOCTH TKaHEH, arperamuu
TPOMOOIITOB, XEMOTAaKCHC, YIacCTHE B OHTO- U
OopraHoreHese. JNacTHIECKIe BOJIOKHA — KOMIIO-
HEHTHI BHEKJIETOYHOTO MaTPHUKCA, TOIEPKUBAIOT
YIPYTOCTh TKaHEW (JETKO pacTATUBAIOTCS U CO-
kparmmatorcs). [Torepst anacTuueckux BOIOKOH CO-
MIPOBOX AT MPOLIECC CTapeHUs M MPUBOIUT K
Pa3BUTHIO TSDKENBIX COCTOSHHUN (dMQu3eMa JIEr-
KUX U JAp.). PeTukyngapHbie BOJIOKHA pacmo-
JIararoTcsi B CTPOME OPTaHOB, T7I€ PhIXJas COeANHU-
TCJIbHAA TKaHb CBA3aHa C KallUJUJIApaMu, HCPB-
HBIMH W MBITIIEYHBIMU BOJIOKHAMH, B KPOBETBOD-
HBIX TKaHAX. [[IoTHAs coenwHWTENbHAS TKaHb
MOpa3eNsIeTcs Ha TUIOTHYIO HEO(POPMIIEHHYIO U
IOTHYO odopmiteHHy0. [InoTHas HeodhopmiteH-
Hasl COEMHAUTEIbHAS TKAHb COCTOUT M3 KoJllare-
HOBBIX BOJIOKOH, JIeXKamuX JHO0 B OIHOW IJIOC-
KOCTH, THOO B pa3HBIX HAIPABJICHUSX, TUO0 Oec-
MOpAAOYHO, UYTO MO3BOJISCT BBIACPKUBATH 60J'II)-
1I0€ pacTsHKeHHE B HAIPaBICHUM XO/a BOJIIOKOH
(armoHEBPO3bI, CETUATHIN CIION AEPMBI, KarlCcysbl U
000JI04KH cene3éHKU, TUM(AaTHIECKUX Y3IIO0B,
MBI, HepBOB). [10THAs coeHNUTENbHAS TKAaHb
COCTOHT U3 OTIPEIENIEHHO HAIIPABJICHHBIX U CTPOTO
YIOPSIIOYCHHBIX B OJHOM TIJIOCKOCTH KoJiare-
HOBBIX BOJIOKOH, YTO ITPHUIAET TKAHU 0COOYIO TIPOY-
HOCTH Ha pa3phbiB. [itoTHas oopmienHas coenn-
HUTENbHAsl TKaHb 00pa3zyeT CBA3KH, CYXOXKHUIIUS,
XpALH, KocTy. [ [puHIINHIanpHOE OTIHYNE COSH-
HUTEIILHOM TKaHU OT JIFOOOTO THITA TKAHU — U30bI-
TOK BHEKJIETOYHOM MaTpulbl IpHU CPABHUTEIBLHO
HeOOJIBLIOM YHCIIE KIIETOK, COCTABISIOIINX TKaHb.
B MosnekynsapHOW OMOJIOTUM BHEKJICTOYHAS Mat-
pHILIa oIpeaesieHa Kak CI0KHas ceTh, CHOpMHUPO-
BaHHAasi MHOT'OYHCIIEHHBIMH CTPYKTYPHBIMU MaK-
poMoreKyaamMu (TIPOTEOTTIMKaHAMH, KOJUTaT€HaMH,
AIIACTHHOM). B3anMoneicTBys IpyT ¢ IPYTOM H C
KJIETKaMH, OHH MOAAEPKUBAIOT MEIOCTHOCTh
TKaHeil. Marpuiia ob6ecrieunBaeT cpexy, B KOTOpOoi
MUTPUPYIONIHE KIETKA MOTYT MEpeMemaThcs U
B3aMMOJICHCTBOBATH APYT ¢ ApyToM. | ermeoOpazHas

cpena opmMupyeTcs MPOTeOTTMKaHaMH, OCHOBHBI-
MU 73 KOTOPBIX SIBIISIOTCS XOHIPOWUTHHCYNIb(AT
MPOTEONINKAH U TeMapaHCcyIb(ar MPOTEOrTHKAaH.
OTH MPOTEOTTINKAHBI BKIIOYEHB B 00pa3oBaHue
OCHOBHOM CTPYKTYpBI resist. Myranuu B XOHAPO-
WUTHHCYNb(}AT NpOTEOrIMKaHaX MOTYT IPUBOAUTH
K CKEJICTHOM nuciiia3uu. [ enapancynbdar nporeo-
[JIMKaH y4acTBYET B KJICTOYHOM ajre3un, o0naaaer
AHT'MOI'CHHBIMU CBOﬁCTBaMI/I, TCHETUYCCKUEC OC-
q)CKTI)I B I'€HC MOT'YT BbI3bIBATb HE TOJILKO CKEJICT-
HYIO JUCIUIA31I0, HO ¥ XPOHUYECKYI0 MHOTOHHIO.
KomrareHoBsie BOJIOKHA MPUAAIOT COCAHHUTENb-
HOI TKaHH MNPOYHOCTh U J0NroBe4yHOCTh. Kosia-
TeHbI — OJIHU U3 Hamboyiee OOMIBHBIX OEIKOB BO
BHEKJIETOYHON MaTpULIE U B COEAUHUTEIBHOU
TKaHu. B reHOMe "uenoBeka oxono 50 reHoB, Kogu-
pyOIIUX pa3Iu4Hble BUABI KOJUIAr€HOB, U IIPO-
JIyKTBI 3THX T'eHOB 00pa3yroT 6onee 20 THUIIOB
KOJJTAr€HOBBIX BOJIOKOH [1]. PeMopenupoBanue
(merpajmamus Wi MPOTEOIU3) KOJIATCHOBBIX
BOJIOKOH BHEKJICTOYHOM MaTpulbl IPOU3BOAUTCA
MOCPEICTBOM MATPUKCHBIX METAJIONPOTEHHA3
[1, 8]. HecOanancupoBaHHBIN MPOTEOIH3 KOMITO-
HEHTOB BHEKJIETOYHOM MAaTPHUIIbI, TTOPOKIAEMBIN
M30BITOYHON AKTHBHOCTHIO MATPHUKCHBIX METAJIIO-
MPOTENHA3, JeTPAANPYIONIeH OOIBIINHCTBO KOM-
MTOHEHTOB BHEKJIETOYHON MaTPHIIbI, CBS3aH ¢ (hop-
MHpOBaHHEM (UOPO3a, aTepOCKIepPO3a, AHEBPH3-
MO# a0pThl. AKTUBHOCTh MaTPUKCHBIX METaJIO-
MIPOTEUHA3 — OJMH U3 OCHOBHBIX MPEIOIaraeMbIX
MmexanusmoB paszButus HCT c paspyumeHuem
KOJIJTATEHOBBIX BOJIOKOH. CTPOMENU3UHBI, KOAU-
pyeMble TeHaMU MaTPUKCHBIX METAJUIOMPOTEHHA3,
CIIOCOOHBI JIErPaNPOBATh MPOTEOTITUKAHBI, PUO-
POHEKTHH, JJAMUHWH, KoJutaress! [V tuma. B Oa-
3aTbHBIX SIUTEIHATBHBIX KJIETKaX CTPOMEITN3NHEI
aKTHBHUPYIOT SKCIPECCUIO MaTPUIM3HHOB U BMECTE
y4acTBYIOT B pemapanuu TKaHu. Hapymenue
(GyHKIIUN 3THX OEJKOB acCOIMUPOBAaHO ¢ (Huod-
pO30M JIErOYHOM U Apyrux TKaHen. IoHbl Maruus,
KaJIbIHs, [IMHKA, JKeJe3a, MU, a TaKKe acKop-
OMHOBAs KUCIIOTA, BATAMHUH B6 SBISIOTCS Hecte-
nupuIecKuMu (pakTopaMu, BIUSIONIMMHA HA CHH-
Te3 KoJlareHa, anactuna [ 1, 9—11]. UsBectHO, uTO
Ne(UIUT MarHusl MPUBOANT K YBEIUYCHUIO CyM-
MapHOW aKTMBHOCTU MAaTPUKCHBIX METajao-
MpoTenHa3 u Oojee arpecCHMBHOM Jerpajanuu
KOJIJTATEHOBBIX BOJIOKOH, YTO TAaKXKe YXyIMIaeT
MEXaHWYECKYI0 MPOYHOCTh COCNMHUTEIbHOMN
TKanHm [12, 13].

Jlokazana poib B pa3BUTHH (HUOPO3a MHOTHX
OpTraHoB, B TOM YHCIIE U B JETKHUX, DITUTEITNANTb-
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HO-ME3CHXUMaIbHON TpaHchopmarmu. Dnure-
TUalbHO-Me3eHXUMallbHas TpaHcpopMarus —
CIIO)KHBI MHOTOCTYIIEHYATHIN TpoIecc, Xapak-
TEPUIYIOMIUICS MOTepeil amuTenneM ero ¢eHo-
Tunuyeckux ocodennocteit (E-kaarepuna, odec-
MEYHBAIOIIETO KJIETOYHO-KJIETOYHYIO aAre3HI0 U
MOJIIPHOCTH KJIETOK, SKCIPECCUIO IUTOKEpaTH-
HOB) U NMPUOOPETEHHEM CBOWCTB ME3CHXHMAb-
HBIX KJIETOK ((huOpo061acTonogo0Hy 0 Gopmy, FKC-
npeCcCrU0 BUMCHTHHA, aJII)(i)a-I‘HaI[KOMI)IIHC‘IHOFO
aKTHHA, CITOCOOHOCTH K MHBA3WU W BHIPAOOTKE
AKCTPALIEIUTIONSIPHOTO MaTpukca) [14].

Benymyro pons B dopmMupoBaHuu HeoOpa-
TUMOTO KOMITOHEHTa OpOHXHAITFHON 00CTPYKIINU
IIPH XPOHIYECKOM OOCTPYKTUBHOM 3a00JI€BaHUN
nérxux (XO3JI) urpatot mpomecchl peMoeiTH-
POBaHHS CTEHOK OPOHXOB U (POPMHUPOBAHHE ITHEB-
MO(pHUOPO3a BCIICACTBUE MOBBIIICHNS AaKTUBHOCTH
KOJUTareHooOpa3oBaHUsl v OTCYTCTBUS () HEKTHB-
HOU pe3opOumu coeAnHUTeNpHOH TKaH!. [Iponece
peMoaenupoBaHusl CTEHOK OpOHXOB U (popmu-
pOBaHHHE MHEBMO(PUOPO3a 3aBUCAT OT MHOTHUX
(hakTOpOB, TIIABHBIM 00Pa30M OT BHIPAKEHHOCTH
U JUIUTEILHOCTH BOCHAJIEHUS. XPOHUYECKUN BOC-
MaJUTETHHBIN Mpo1ecc B OpOHXOIETOYHOM arma-
pare CTUMYIHPYET OITOCPEIOBAHHBIE PA3THIHBIMH
OUTOKMHAMH H JPYTUMH (aKTOpaMu MpPOIECCH
HakoruTeHUs prOpHHa B TPOCBETE alTbBEOJT U MEJI-
KHX 6pOHXOB, COIIPOBOXKAAOIIUECC ITOBBIIICHUEM
KOJUTareHoOO0pa3oBaHus B JIErkux [15].

JACT — nonureHHO-MYIbTH(HAKTOPHUATBEHOS
COCTOAHUC, IPOSABJIAIONICCCA BHCIITHUMU U BHYT-
PCHHUMU q)eHOTI/IHI/I‘IeCKI/IMI/I IMpU3HaKaMH U KJIU-
HHUYCCKH 3HAYUMbIMH OJUCIIIIACTHUKO3aBUCUMbIMU
HapymeHusIMHA (GYHKIUH OPTaHOB U CUCTEM C TIPO-
rpeIMeHTHBIM TeueHueM [ 1, 16].

Oenorurmmueckue npuzHaku JICT MHOT000-
pasHbL. Mcmone3yeTcst mpakTudeckasi Kiaccugu-
kanus J[ICT: nucniacTHKo3aBUCUMEBIEC H3MEHEHHMS
OpPTaHOB U CHCTEM W COCTOSHHSI, aCCOIIMMPOBAH-
uele ¢ JICT.

Ecmn JAUCIIIACTUKO3aBUCHUMBIC U3BMECHECHUS CO-
OTBETCTBYIOT OJHOMY M3 KJIaCCH(PHUIIMPYEMBIX
HHCT, 1o craBar Ho300rn4YecKkuii nuarao3. Eciau
K€ UMCIOIIIUECA USMCHCHUS HE YKIIAAbIBAIOTCA HU
B OJIMH y>K€ U3BECTHBIN AUCIIJIACTUYECKUN CHH]I-
poM, To takoi Tun HHCT oTHoOcCAT K Hekmac-
cupuupyemMpiM uin HenrddepeHTMpoBaHHBIM
ACT [7, 17-19].

Crenyer OTMETUTh, YTO B MexTyHapoaHOU
kimaccudukarnun 6onesnert (MKB-10) nenudde-
pennupoBanHblie BapuanThl JICT He BbIIENIECHBI B

OTJENbHYIO pyOpHKY, YTO, HECOMHEHHO, 3aTpyl-
HAeT paboTy mpakTH4Yeckoro Bpada. lIposBie-
Hust JICT MOXKHO HaWTH MIOYTH BO BCEX pazjeiax
MKB-10. ITpn BHUMaTENEHOH padoTe ¢ KIaccH-
(ukaiueit MOXXHO HAalTH COOTBETCTBYIOIIUI KO
g moboro npossienus JCT. Hanpumep, au-
arto3sl «134.1. Ilponanc MUTpaIbHOIO KiIaraHay,
«71.2. AueBpusMa u pacciioeHue aopTbl», «I83.
BapukosHoe pacmmpeHye BeH HIKHUX KOHEYHO-
creit» B pyopuke 100—99 «bone3nu cucteMbl
KpOBOOOpaIeHs» OTYETINBO XapaKTEPU3YIOTCs
HAapYUIEHUSAMA CTPYKTYPhl COCTUHHUTEIbHOMN
TKaHu. Jpyrue npumepsl: «HS52.1. Muonusy,
«H27.1. IlogBeIBUX (BBIBHX) XpycTamnkay, «K07.
Anomanuu npukyca», «K40. ITaxoBas rpeibkay,
«K41. benpennas rpeika» u T. 4. [12, 19].

Ha ocHoBaHMM KIMHUYECKOH U (PEHOTHIIH-
YeCKOM OOITHOCTH MOKHO BBIJICIISTh CICAYIOIINE
BECbMa PacIpOCTpaHEHHbIE IHUCIUIACTUYECKUE
cuHIpoMbI U penotunsl: 1. [lepBuuHsIii nposarc
MUTPAIBHOTO KiamnaHa. 2. MapdaHouaHas BHEI-
HOCTh. 3. MapdanonogoOHsii penoru. 4. Dnep-
conoAo0HEIH eHoTHIr. 5. CMemanHbIN (eHOTHIT.
6. CuHAPOM THITEpMOOMIFHOCTH CYCTaBoB. 7. He-
kimaccudumupyemserii penorur. Ilomumo mepe-
YUCIICHHBIX CHHIPOMOB M (DEHOTHIIOB HEOOXO-
JIUMO BKJIFOYUTH B TIEPEYEHb BO3MOKHBIX ITPOSIB-
neanii ICT nBa HeAWarHOCTHYECKHUX 3aKITIO-
yeHus. K HUM OTHOCSATCS «ITOBBIIIICHHAS JUCILIAC-
TUYECKasi CTUTMATU3ALNsD) U «ITOBBIIICHHAS, ITPE-
UMYIIECTBCHHO BUCIIEPATIbHAS, TUCTUIACTHYESCKAs
crurmatuzanus» [7, 19].

YcraHoBIEHa TECHAs B3aUMOCBSI3b MEXKIY CTe-
MEeHBIO BBIPAXKCHHOCTH BHEIIHUX JUCILIACTHU-
YECKMX U3MEHEHHUH 1 U3MEHEHHSIMA COCAMHUTEIh-
HOTKaHHOTO KapKaca BHYTPEHHIX OPTaHOB — BHYT-
peHHUMHU PEHOTUTTHICCKUMHI IIPpU3HAKaMH ¢ Gop-
MHPOBaHUEM TIOJTHMOPTAHHON TTATOIOTHH [7].

Uewm Oompimiee gucito npusaakos JICT nmeercs
Y KOHKPETHOTO WHAMBHAYyMa, Ye€M paHbIe OHU
MPOSIBIISIIOTCS, TeM fgoctoBepHee auarno3 JCT u
xy>ke nporHo3. Eciu B nerckom Bozpacte JICT BbI-
CTYyMaeT MPEUMYINECTBEHHO KaK BEeayIIasl MpH-
YIHA MaTOJIOTHH, TO B CPETHEM BO3pPAcTE MOXKET
BBICTYTIATh U KaK BeTyIliasi IPUYKMHA, U KaK (pakTop,
M3MEHSIONINHA TeUeHUE «KIACCUIEeCKUX» 3a0ore-
BaHui. B cTapiieit Bo3pacTHOM KaTeropuu mpeBa-
mupyert Bnusare JICT Ha TedeHne 0CHOBHOM Ta-
tonoruu [6, 17].

K 6ponxonérounsiM nmposieiieansiMm HHCT ot-
HOCSITCS TpaXxeoOpOHXHATbHAS TUCKUHE3US (IKC-
MUPATOPHBIN KOJJIAIIC Tpaxeu W KPYMHBIX OpOH-
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XOB); TPaxeoOpPOHXOMAJAIHUS B TPaxeoOpOHXO-
Meranus; JEro4yHasl TUMEePTEH3Us; OIUKICTO3
NETKUX; aluKaJlbHble OyJjIbl, HOATBEPKIEHHBIE
peHTreHorpau4ecKy; CHOHTAHHBIH ITHEBMOTO-
pakc, BEHTWISIMOHHbBIE HapyleHus (00CTpyk-
THBHBIE, PECTPUKTUBHBIE, cMemanuble) [1, 17,
20, 21]. HexoTopble aBTOpPHI OMUCHIBAIOT OPOHXO-
nérouynsle n3menenus npu JCT kak reHeTHUeCKH
00yClIOBIEHHBIE HApPYIIEHUS apXUTEKTOHUKHU
JIETOYHOM TKaHU B BUJE AECTPYKIUU MEXKaJb-
BEOIISIPHBIX MEPETOPOAOK, HEOPA3BUTHUS DIIACTH-
YECKHUX 1 MBILIIEYHBIX BOJIOKOH B MEJIKUX OpPOHXaxX
u OpOHXMONAX, YTO HPUBOIUT K IOBBIIICHUIO
PaCTSKUMOCTH M CHYMKEHUIO JJIACTUYHOCTH JIE-
royHoit Tkanu [20].

C yuéroM aHaIM3a NPHUYNHHO-CIEACTBEHHBIX
cBs3el mopaxkeHus opraHoB asixanus npu JCT
MOYKHO pa3JIeNIUTh Ha iBe rpynmsl. [lepBas — auc-
MJIACTUKO3aBUCUMBbIE U3MEHEHUS, AETEPMHUHU-
pOBaHHBIC HAPYIICHHEM OOMEHHBIX ITPOLECCOB B
COETMHUTETIHHON TKaHU. DTH U3MEHEHUS OXBAThI-
BaIOT BCE TPaxeoOpOHXHAIBHOE JEPEBO H JIeKAaT
B OCHOBE OTJEJIBHBIX MATOJOTHYECKUX CHHIPO-
MOB: BpOXIEHHAS TPaxeoOpOHXOMaNSLUSI U
TpaxeoOpoHxoMeranus, CHHIpOM Buibsimca —
Kemmbenna. Bropas cBs3aHa ¢ BOSHUKHOBEHHEM
MAaTOJIOTUYECKUX MPOLECCOB, aCCOLMUPOBAHHBIX
¢ JICT. B pesynasrate MOop(hOIOTHIECKAX U3Me-
HEHHUH B CTEHKE OPOHXOB BPOXKAEHHAS CIa0OCTh
COEIMHUTENBHOTKAHHBIX CTPYKTYP JIETOUHOM TKa-
HU CITIOCOOCTBYET Pa3BUTHIO BET€TaTUBHBIX HAPY-
HICHUH PeryJsIUU JbIXaHus, a TAK)Ke HapyILIEHUIO
MEXaHHKH JbIXaHus1, Hanboiee SpKUM IPpUMEpOM
Yero SBJISIETCS TPaXe0OpOHXHATbHAS AUCKUHE3US
[20]. BposxknéaabI MOpGONIOTHISCKUN neheKT
XPSIIIEBOTO M COCAMHUTEILHOTKAHHOIO KapKaca
Tpaxen u OpPOHXOB («pa3MATICHHEY ) TPUBOIUT K
MOBBIILICHHON MOABMXHOCTH Tpaxeu U OPOHXOB,
CITOCOOCTBYS BO3HHKHOBEHUIO OPOHXODKTA30B,
ITHEBMOCKJIEPOTHYECKUX M3MEHEHUN. BBIsBIEHO
MOBBIILICHHE TIOABUKHOCTH TPaxeu u OPOHXOB BO
BpeMsI IbIXaTeNbHBIX MaHEBPOB — TPaxeoOpOHXHU-
aJbHas JUCKUHE3HS C YpE3MEPHON HHBAarMHALIMEH
MeMOPaHO3HOM CTEHKH (IKCITUPATOPHBIH IPOJIAIC)
C BBICOKOH 4YacTOTOH pa3BUTHsI OpoHXOcCMma3zMma
nepudepudeckux 6ponxos. JICT crmocoOcTByeT
nmporpeccupoBaHuio Gudpo3a JIEroUHON TKaHH.
Hapymenune dyHKINM cOeTMHUTENFHON TKaHU HE
TOJIBKO BHJIOM3MEHSET TeYeHHE JIETOYHBIX 3a00-
JIeBaHUM, HO ¥ IPUBOAMUT K HEOOPATUMBIM H3Me-
HEHUSIM, GOPMHUPYET TSHKENBIE OCIOKHEHUS, YXya-
aeT MpoTHO3 Oome3nwm [22].

ITpu ACT nmeet mMecto HapymieHue Gpopmu-
pOBaHHS 3JACTHYECKOTO KapKaca JETKHX, YTO
00ycIOBIMBaeT KIIATAaHHBIA MEXaHW3M OpOHXU-
aJpbHON OOCTPYKIIMU M 0Opa3oBaHUe dMprzema-
TO3HbIX 6yJ'IJ'I, MOCJICACTBUCM KOTOPBIX MOXKET
OBITH CIOHTaHHBIN THEBMOTOPAKC. BpoxnéHHbIIH
I[C(I)CKT XpAWECBOIO U COCAUMHUTCIIbBHOTKAHHOTO
KapKaca Tpaxeu 1 OpOHXOB IPUBOJIUT K ITOBBILIECH-
HOW MX MOJBUKHOCTH, BOSHUKHOBEHHUIO OPOHXO-
9KTa30B, THEBMOCKIIEpo3a. TpaxeoOpoHXHUaIbHAS
IHUCKUHE3HS CIIOCOOCTBYET Pa3BUTHIO OpOHXU-
aJbHONW OOCTPYKIIMU M XPOHHYECKOTO KA, a
MOCPEACTBOM MEXaHW3Ma THINEPBEHTUIISAIHHA U
JIOKAJIbHOTO BOCHAJICHUS MPHUBOANUT K PA3BUTHUIO
aM(pu3eMBbl JIETKUX, XPOHUIECKOTO OPOHXUTA H
nérounoro cepana [7, 20].

C BozpacToM Ha (hOHE YCHIJICHHS BBIPasKCH-
HOCTH AedopManmii CKelleTa MOXKET CTpajiarh U
Oponxonérounas cucrema. [lpu pa3Butum Tyro-
MOABUKHOCTH B PEOEPHO-TI03BOHOYHO-TPYANHHBIX
COWICHCHHMAX HAYUMHACT CTpaJgaTb TOpaKoaua-
(parmanbHebIif anmapar. [Tocnenaee crmocoocTByeT
PECTPUKTUBHBIM HapyIIeHUAM (YHKIHH BHEIII-
HEro JIbIXaHWs, KOTOPblEe CYUTAIOTCA CHEeIu(u-
YeCcKoi (hopMOoii AUCIIIACTUKO3aBUCHMBIX HapyIIie-
HAW MexaHuku aprxanws y aur ¢ JICT [6, 17].

Kpome toro, nmpu ACT mpoucxomut Hapy-
menne (yHKINH MYKOIIITNAPHOTO KIHPEHCa, YTO
CHOCOOCTBYET YXYIIICHHUIO STUMUHALINY TaTOTeH-
HBIX ar€HTOB B YCJIOBUAX U3MEHEHHOU UMMYHHOMN
PCAKTUBHOCTHU U CITIOCOOCTBYET JUIUTEIILHOM Tep-
CUCTCHIIUY UH(EKIMOHHBIX areHToB [1].

Bponxonérounas naronorus Ha ¢pone HHCT
oTHYyaeTcs 0co00 THKETBIM TEUEHUEM, CKIIOH-
HOCTBIO K XpOHHU3AIMH BOCTAINTEIFHOTO TPOIIec-
ca, MPaKTHYECKH HEOOpaTUMBIMH OOCTPYKTHB-
HBIMH U3MEHEHISIMH B JIETKAX C KIMHHYECKAMU
MIPOSIBIICHUSIMH OpOHXOcIa3ma [2].

[Ipeanoceuiky 11T BOSHUKHOBEHUS JTHC-
TUTa3WH CKIIIBIBAIOTCS BO BHYTPHYTPOOHOM ITepH-
oJie, OTHAKO KIMHUYECKOE 3HAUYCHHUE OHA MOXKET
MPUOOPECTH B Pa3IMYHBIC MEPUOJIBI KU3HH Ye-
JIoBeKa. BaxkHYI0 CTUMYITUPYIOIIYIO POJIb B TAKOH
«KJIMHAYECKOW pealin3alliuy MOPOKOB Pa3BUTHUS
MOTYT ChITPaTh pa3anuHbIC (PaKTOPHI BHEIIHEH U
BHYTpPEHHEH Cpeflbl, B TOM YUCIIC M HeOIaronpu-
SITHBIE TIPOU3BOJCTBEHHBIC YCIIOBHS [23].

Knuauko-mnaraocTudeckrne CUMITOMBI 3200-
JIEBaHUU JBIXaTEIHLHOW CHCTEMBI y PaOOTAIOIINX
B HEOIIAaTONPHUATHBIX yCIOBHSIX BHEITHEH Cpeibl
(Bo3meiicTBHE TTPOM3BOACTBEHHONW IBLIH U T. II.)
MIPH HATMYXW JUCTUIA3UN COSTUHUTEIHFHON TKaH!
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PETUCTPHUPYIOTCS CTATHCTUIECKH JOCTOBEPHO Ya-
me ¥ GOpPMUPYIOTCSA NPU 3HAYMMO MEHBIIIEM
cTake: OPOHXUT OT MBUTH XPU30THUII-acOecTa — Ha
7 neT, CUINKO3 — Ha 4 roja, TOKCHUKO-IBIIICBOM
OpOHXHUT M MHEBMOKOHHO3 OT BO3JICHCTBUS CME-
MIAaHHOM MBEUTH — Ha 3,5 rofa, acbectos — Ha 2,5 ro-
na [23]. YV 0oJbHBIX ¢ MPU3HAKAMH JUCILIA3UU
COCTMHUTENHFHOM TKAaHU JOCTOBEPHO PaHBIIE Ha-
CTYyMaeT JCKOMIIEHCANUs 3a00JIeBaHMIA JIETKHX.
JlaHHYT0 KaTeropuro MarMeHToB CIeIyeT paccMar-
pUBaTh KaKk IPyMITy PUCKa MO paHHeMy (popmmu-
POBaHUIO MBUIEBOI MaToJOTHH. B ycrmoBusix Bo3-
JIEHCTBYS TPOU3BOICTBEHHOH BTN Y TTAITUEHTOB
C MPOSIBIEHUAMH JTUCIIIA3WH COSTUHUTEIBHON
TKaHH! JIOCTOBEPHO YaIlle PETHCTPUPYIOTCS CHJIH-
K03 U TPO(eCCHOHANBHBIH TOKCHKO-TTBLIEBOM
oponxwut [23].

BrusiHre Ta0akoKypeHUs peaau3yeTcs B pe3y-
JILTAaTe aKTUBAIIUU HEUTPO(QUIBHOTO BOCIAICHUS
Y BBIPAXXCHHOTO MCOaIaHCa B CUCTEME «OKCHIaH-
ThI—aHTHOKCHJIAHTBD» U «IPOTEa3bl—aHTUIIPOTE-
a3bl» 3a CUET CHIDKEHHUS 00I1Eel aHTHOKCHUIAHTHOMN
CIOCOOHOCTH CHIBOPOTKU KPOBH 1 Pa3BUTHS OTHO-
cutenapHOTO AeduuTa ol -anturpurncuaa. OTMe-
YEHO IMOBBIMICHUE HEUTPOGHUIBHON 3J1acTa3bl B
Mokpote Kypsaumx ¢ JCT [24]. Craructuyecku
JIOCTOBEPHO MMEJIO0 MECTO MPEBHIIICHNE MOKa-
3aresei aHTUTEN K AJIacTa3e HeUTPO(HIIOB TOJIBKO
y 40 % nauuentoB ¢ XO3JI, npuyém B rpymnmne
nanueHToB ¢ XO3JI ¢ HopMaTbHBIMH TOKA3aTEsI-
MU TPUCYTCTBOBAJIM MPEICTABUTEIU BCEX CTEIIC-
Hel TshkecTH 3a00JIeBaHus, a CpeIu OOJIbHBIX IMa-
TOJIOrMYECKOM IPYIIBI HAOIONANICS YPOBEHb, ITPe-
BBIIAatOIIUKA HOpMYy B 2,1 u maxe B 3,3 pasa
(p<0,05), y manmmeHTOB CO CpPEeaHETSKENBIM U
TSOKENBIM TeueHneM 3a0oneBaHus. OYeBUIHBIM
SBJISETCS Pa3BUTHE ayTOMMMYHHOW arpeccuu
MIPOTHB COEMHNUTENFHON TKaHH y Psijia MAIEHTOB
¢ XO3JI, 9ro, BO3MOXKHO, 00yCIIOBIIEHO BO3ZCH-
CTBHEM HEONMarompusATHHIX (pakTopoB (KypeHwue,
WH(EKIIMOHHBIC areHTHI, MPOMBIIIICHHBIE
MOJUTFOTAHTHI U Jp.) Ha (pOHE WHAMBUAYATBHOMN
TeHETUYECKOM MpeApacionokeHHOCTH. [1o100HbIe
M3MEHEHUS UCKaXatoT QYHKIMIO GruOpoOIacToB,
4TO BeAET K pa3BUTHIO Hubpo3a, sMpu3eMbl
NETKKX U, KaK CICICTBUE, HEOOPATUMBIX OpraHU-
YECKUX U3MEHEHUM [25].

PazpaboTan AuarHOCTHYECCKHUN aJTOPUTM He-
muddepernupoBarabIx JCT, BKITIOTArOIITHIA:

® aHATN3 KIIMHUKO-aHAMHECTHYECKHUX JaHHBIX:
cOop aHaMHE3a; COMOCTABIIEHUE C KIMHHYECKU-

MU JaHHBIMH OOBEKTHBHOIO OCMOTpa (BHELIHHE
¢denorunmaeckue npusHaku JCT);

¢ 1a00paTOPHYIO AUATHOCTHKY: OMOXUMHYEC-
Kye (onpeneseHne HapyILeHn i MeTaboInu3Ma KO-
JlareHa: YpOBEHb TMAPOKCHUIIPOINHA U TJIH-
KO3aMHHOTJIMKAHOB B OMOJIOTUYECKUX JKUKOC-
TSX — KPOBU U MOYE, a TaK)K€ YpPOBEHb MarHus B
spuTpouunTax (3HauuTeNbHO cHIbKeH npu [ICT)),
TeHETUYECKHUE HCCIIeI0OBaHMS;

® HHCTPYMEHTAaJbHbBIC JHArHOCTHYCCKHIE Me-
TOABI: PEHTTeHOrpa(HI0 OPraHOB IPYAHON KIETKH,
3NEKTPOKapIUOTrpaduIo, AONIIIEP-IXOKapAHOrpa-
(buro, XONTEPOBCKOE MOHUTOPUPOBAHHE, PEOITYIIb-
MoHOrpaduio, cnuporpaduo, KOMIbIOTEPHYIO
ToMorpaduro (1o ToKa3aHusIM), a Takxke Y 3U op-
TaHOB OPIOITHO# MOIOCTH, (PUOPOTACTPOAYOAECHO-
ckomnuio (o mokazanusM) u ap. K penrtrenosno-
rudeckuM mpusHakaM [ICT oTHOCST yMeHBIIICHHE
TUTOILA/IY JIETKUX, BBICOKOE CTOSIHUE TUadparmsl,
CMEIIeHNE CPEJOCTEHbsI B CTOPOHY MaTOJOTHH,
nedopMariuro JIEroyHoro pucyHka [1, 4, 26].

Ha ocHoBaHnu aHamM3a COBOKYITHOCTH IPOSIB-
neaudl JICT MOXHO HNPOTrHO3UPOBATH TKECTh
TEUCHHUS OCHOBHOTO 3a0oireBanms [27].

JledeOHO-TIpOPIITAKTHIECKUE MEPOTIPUSATHUS
npu JACT moapaznenstor Ha HeauddepeHu-
poBaHHBIE (00IIIHE) — MCIIOIB3YIOTCS AJIS BCEX Ta-
uueHToB ¢ JICT ¢ uenbro mpenynpeskaeHus pas-
BUTHSI XapaKTEPHBIX CUMIITOMOKOMIUIEKCOB M HX
OCIIOKHEHUH, a Takxke AuddepeHIupoBaHHbIE —
B 3aBHCUMOCTH OT NpeodiajaHus CUMITOMO-
KOMIIIEKCOB ¥ C(hOPMHUPOBABIINXCS OCIOKHEHUH
[1, 19, 20].

[Mpu ananuze npuant cMepTa 60nbHBIX ¢ ACT
Ha TIEPBOM MECTE CTOMT MATOJOTHs JETKUX U TY-
0epkynés [21], uTo moaTBepKAaET HEOOXOIUMOCTh
cBoeBpemenHoi nuarHoctuku JICT, a Takxke
JUCIIIACTUKO3aBUCHUMBIX U aCCOLMHPOBAHHBIX
COCTOSTHHIA.

Takum 06pa3oM, HaCJIeICTBEHHbIE HAPYIIEHHS
COEIMHUTENFHON TKaHHU LIUPOKO PacIpocTpaHe-
HBI, YaCTO BCTPEYAIOTCs B NMPaKTHKE Bpauel pas-
JUYHBIX TOpoduiei, CciayxaT OCHOBOH
(opMupOBaHUsI pa3TUUHBIX XPOHHYECKHX 3a00I1e-
BaHMIA, B TOM YHUCIIE XPOHUYECKOTO OOCTPYKTHB-
Horo 3a0oyieBanus érkux [18, 23, 27, 28]. Kpome
TOTO, HACJIEICTBEHHbIE HAPYIIECHUS COCAUHU-
TENbHON TKaHW M3MEHMIIM KIMHUYECKUE CHMII-
TOMBI MHOTHX 3a00JIEBaHHI 1 CIOCOOCTBYIOT (hOp-
MUPOBaHHIO TSDKEIBIX OCJIOKHEHUI C BOBIIEYE-
HHUEM AMCIUIACTHKO3aBUCHUMBIX OpraHoB. B cBs3u
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C 5TUM Ba>XXHO JUAarHOCTUPOBATH JaHHBIC COCTOs- HapymeHHﬁ COCHHHHTCHBHOﬁ TKaHU B (I)OpMI/I—
HUS KaK MOXXHO paHbIIE€ C MOCJICAYIOIIUM IIPO- PpOBaHUU XPOHUYECKOT'O OGCTPYKTI/IBHOFO 3a0o7e-
BCICHHUECM KOMIIIICKCA p€a6I/IJ'II/ITaI_II/IOHHO—HpO(1)I/I— BaHMS JETKUX OTKPOET HOBBIE BO3BMOXXHOCTH 3(1)—
JJAKTUYCCKUX MepOHpHHTHﬁ. I[anLHeﬁmee n3yyc- (I)CKTI/IBHLIX LCJICHAIPaBJICHHBIX METOAOB PaAHHETO

HUEC POJIM U MCXaHU3Ma YU4aCTHA HACJICACTBCHHBIX IpEAYNPCIKACHUA U JICUCHUA 3TOT'O 3a00JIeBaHus.
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B.A. Kanycmnuxk, A.fl. Menenesuu

POJIb JUCIJIA3Il CIIOJAYUYHOI TKAHUHHM Y ®OPMYBAHHI XPOHIYHOI'O OBCTPYKTHUBHOI'O
3AXBOPIOBAHHS JIETEHD (OIVIA JIITEPATYPH)

[IpoBenenuii aHasi3 MOKIMBOTO B3a€EMO3B 3Ky MK CIIaAKOBHMH HNOPYIICHHSMH CIIONYYHOT TKAaHUHH 1
XPOHIYHUM OOCTPYKTHUBHHM 3aXBOPIOBAHHIM JIETCHb. BHUCIOBICHO OYMKY, IO Ha OCHOBI IONAJIBIIOTO
BHBYCHHS POJIi CIaJIKOBHX MOPYIICHHb CIOMYYHOI TKAHWHHU Y (POPMYBaHHI XPOHIYHOTO OOCTPYKTHBHOTO
3aXBOPIOBAHHS JIET€Hb MOXKJINBE CTBOPEHHS €(DEKTUBHUX LLIECIPSIMOBAHUX METO/IB PAHHBOI IPO(DITAKTHKH,
JiKyBaHHS Ta peadimiTamii.

Knruosi cnoea: cnaokosi nopyuweHHs CnoayuHoi MKAHUHU, OUCNIA3is, Pidpo3, XpoHiuHe 0OCMPYKmMueHe
3aX80PI0BAHHS Nle2eHb.

V.A. Kapustnyk, A.Ya. Melenevich

ROLE OF HERITABLE DISORDERS OF CONNECTIVE TISSUE IN FORMING OF CHRONIC OBSTRUCTIVE
PULMONARY DISEASE (LITERATURE REVIEW)

It was dedicated the analysis of probable interrelationship between heritable disorders of connective tissue
and chronic obstructive pulmonary disease. Authors come out with a suggestion about the possibility to
elaborate a new effective methods of an early prevention, treatment and rehabilitation of chronic obstructive
pulmonary disease on the basis of improvement our knowledge about the role of heritable disorders of
connective tissue in forming of chronic obstructive pulmonary disease.

Key words: heritable disorders of connective tissue, dysplasia, fibrosis, chronic obstructive pulmonary
disease.
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