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Spontaneous pheumothorax and dysplasia of the connecting
tissue: phenotype characteristics

Summary

Results of observation of 642 patients with primary spontaneous pheumothorax are given in this article. To determine the etiology of bullous emphy-
sema we performed targeted search of phenotypic criteria of inherited connective tissue disorders. We found that 75 % of patients with primary spon-
taneous pheumothorax had signs of the connective tissue dysplasia such as the asthenic somatotype, low body mass index, the chest and the spine
deformities, joint hypermobility, mitral valve prolapse, myopia, varicose phlebectasia, etc. Results of the study confirm the fact that inherited disor-
ders of the connective tissue could play an important role in the pathogenesis of bullous emphysema.
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Pesiome

B cratbe mpeacTaBieHbl pe3yIbTaThl 00CAeI0BaHMsI 642 MAMEHTOB C TIEPBUYHBIM CITIOHTAHHBIM ITHeBMOTOpakcoM (CIT). [Iist yrouHeHus reHe3a
OyJUIE3HBIX U3MEHEHUI TIPOBOAUIICS 1IeICHATIPABICHHBIN MTOUCK (PeHOTUTUYECKUX KPUTEPUEB HACTEACTBEHHBIX HAPYIICHU COSTUHUTETbHON
TKaHU. YCTaHOBJIEHO, YTO 75 % mauueHTtoB ¢ nepBudHbiM CI1 MMenu npu3Haku QUCIUIA3MK COEMMHUTEIbHON TKAHU, TAKKE KaK aCTEHUYECKHit
TN KOHCTUTYLMU, HU3KUIA MHIEKC MaccChl Teja, aedopMmariusi TPYIHON KIETKM M IMO3BOHOYHUKA, TMIIEPMOOMILHOCTH CYCTABOB, MPOJArcC
MUTPAIBHOTO KJTallaHa, MUOINSI, BADUKO3HOE PaCIIMPeHKE BEH U Ap. Pe3ynbrarsl vccieqoBaHus CBUACTEIBCTBYIOT O TOM, YTO HAC/ICNCTBEHHbBIC
HapylIeHUs COSAMHUTENIbHON TKAHW MOTYT MMETh CYILECTBEHHOE 3HAaueHue B reHese Oyyie3HoOi oMdu3eMbl U MEPBUYHOIO CIOHTAHHOTO

IMHEBMOTOpAKca.

KiroueBble cioBa: CIIOHTaHHbII ITHEBMOTOPAKC, HACICACTBCHHBIC HAPYILICHUS COCAMHUTEILHON TKaHU.

CniontanHublil mHeBMoTOopakc (CIT) — cocTosiHue, KOTO-
poe XapaKTepu3yeTcsl CKOIICHIEM BO3IyXa B IIEBPaIb-
HOM TIOJIOCTU MPU BOSHUKHOBEHUM €€ TTaTOJI0TNYECKOro
COOOIIIEHNS ¢ BO3AYXOHOCHBIMU IYTSIMU U HE CBSI3aHO
C TpaBMOI WM JieueOHbIM Bo3aeiicTBueM. [lepBUYHbBIMI
(mmmormatnueckmit) CIT pa3BuBaeTcst 03 BUTUMBIX IIPH-
YMH Y KIMHUYECKHU 3IOPOBBIX JIOACH, HE CTpaTaroInux
00JIE3HSIMU JIETKUX, B OTJIMYKE OT BTOPUYHOTO (CUMIITO-
matuueckoro) CII, KoTopblil SIBJISIETCS OCJIOXKHEHUEM
KaKMNX-T100 3a00JIeBaHUI WX TTATOJIOTUICCKUIX COCTO-
SHU B nerkux [1]. Pe3ynbrarsl LIMPOKOTO IpUMEHEHUS
BUAEOTOPAKOCKOIUM, KoMIbloTepHoit ToMorpacuu (KT)
OpraHoOB IPyIHON KJIETKH, a TAaKKe TaHHbIE MOP(hOIOTH -
YECKOT0 MCCIIeAOBaHMS YOSIUTETbHO CBUIECTEIbCTBYIOT,
YTO HENOCPEACTBEHHON NPUYMHOM BO3HUKHOBEHMSI
nepsuyHoro CII gaBasgerca sMmdpuszeMa, Kak MNpaBUIIO,
OyJie3Hasi, ¢ pa3pbiBOM CYOTUIEBPATbHBIX BO3MYIIHBIX
00pa3oBaHUI — OYJUT M / Wik 6J1e60B, OOBIYHO PACIIOJIO-
JKEHHBIX B 00JlacTU BepxyllieK Jierkux [2—4]. TlepBuu-
Heiii CII BO3HMKaeT NMpEerMMYLIECTBEHHO y MalKUeHTOB
Mosiogoro Bospacta (10 30 jet), y MyxuuH — B 8—10 pa3
qaiie, 9eM y KeHImuH. PakropaMm pucKa SBISIOTCS
TakxKe ceMeiiHblii aHamMHe3 nepBuyHoro CII, kypeHue
Tabaka U aCTeHUYECKUI TUM KOHCTUTYluu. Hu ogHa u3
CYIIECTBYIOIINX B HACTOSIIIIEE BPEMsI TEOPUIA HE TI03BO-
JISIET OMHO3HAYHO OTBETUTH Ha BOIIPOC O IIPUYMHAX T10-

SIBJICHUST allMKaJIbHBIX OYJUI y MPAKTUUECKH 3IOPOBBIX
MOJIOBIX JIFoei. MexXIy TeM YMCIIO OOTbHBIX C TIePBUI-
HbIM CIT ¢ KaXIbIM ronoM yBeIUIMBACTCS, U XUPYPTU-
YyecKue BMeIaTeIbCTBa MO0 MOBOAY JaHHOW MaTOJOrMuU
coctaBisioT ~ 50 % OT Bcex CllydaeB HEOTJIOXKHBIX CO-
CTOSTHUIA B TOpaKaJabHOI xupypruu [3].

W3BecTHO, uTO BO3HMKHOBeHME BropuuHoro CIT xa-
DPAKTEPHO /11 HEKOTOPBIX TEHETUUYECKUX 3a00JIeBaHU,
CBSI3aHHBIX C TOPakKCHWEM COCIMHUTEIBbHON TKaHH,
B YaCTHOCTH UIsT cuHapoMa Mapdana u Diepca—/laH-
Joca [5]. B aHrnos13bI9HO# TUTepaType IIMPOKO 00CYK-
Jajach reTeporeHHOCTh MPOSIBICHUI cuHIpoMa Map-
(bana, B pesynabraTe 4yero ObUIa BBIIBMHYTA TUITOTE3a
"(beHOTUITMUECKOTO KOHTMHYYMa'", Ha OJHOM IIOJIOCE
KOTOPOTO HAXOHSATCS €NMHUYHBIC TIPU3HAKU HaCJeI-
CTBEHHOTO TOpaXXeHUsI COSAMHUTENIbHON TKaHM, a Ha
JIPYTOM — HO30JOTUYECKU OYepPUYCHHBIC TeHETUUCCKUE
cuHApoMEI [6]. B mocnennue necarmieTnst akTMBHO pas-
BUBaETCS HAIIpaBJICHUE, CBSI3aHHOE C M3yYeHUEM HaCe-
CTBEHHBIX HapylleHuii coenuHuteabHoi Tkanu (HHCT),
CTOPOHHHMKHN KOTOPOTO ITOMHMO MOHOTE€HHBIX TeHETH-
YEeCKUX CHUHAPOMOB BBIACISIOT OOIIUPHYIO TPYIITY
HHCT nonureHHO-MynbTU()aKTOPHUAIbHOM TIPUPOJIBI.
B oreuecTBeHHOli JuTepaType 3a TaKUMU (opMamu
HHCT mnpoyHo 3akpenwics TEPMUH "MUCIUIA3USI CO-
equautenpHoi TKaHU" (JCT) [7]. ¥ mammenrtos ¢ ICT
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oyuresnas smpuszema u CII perucrpupyrorest B ~ 5 %
cIyJaeB, IIpUYEM UCCIeIOBATEeIM OTMEYAIOT TEHACHIIUIO
K peLUAUBUPYIOLIEMY TEYCHUIO 3a00JIeBaHUSI U BBICO-
KYI0 BEPOSITHOCTb MOCJIEONEePALIMOHHBIX OCIOXHEHUI [8§,
9]. B To Xe BpeMsI IMpaKTUUECKH OTCYTCTBYIOT paOOTHI,
B KOTOPBIX OBLIO OBl ITOKa3aHO, HACKOJBKO 3HAUYMMa
poab ICT B atnonaroreHese nepsuuHoro CII mo cpaB-
HEHMIO C IPYTUMH (DaKTOpaMH.

Llempio HACTOSIIETO MCCISIOBAHUS CTAJIO OIIpeaese-
HHUe 4acToThl peHoTUnMUeckux mapkepon JACT y nmamu-
eHToB ¢ nepBuuHbIM CIT.

Matepuanbi 1 MeTOAbI

WccnenoBaHue mpoBOAMJIOCH Ha 0a3ze 2 KIMHUYECKMX
LIEHTPOB: OTAEJEHUSI TOpakaJibHOU xupypruu MY3
OI'KB Ne 1 mm. A.H.KabanoBa (r. OMcK) 1 Xupyprudec-
Kol KIMHUKK CBEepIIOBCKOIO 00JIACTHOTO JIETOYHOIO
nentpa (r. ExkatepunOypr). 3a mepuonm 2006—2011 rr.
B 000MX LIEHTpax Mo eAUHOMY JITOPUTMY ObLIM oOciie-
noBaHbl 642 nauuvenTa ¢ nepBudHbiM CI1. TlepBuuHbIiA
CIT BepudumpoBaicsi Kak 1UarHo3 UCKIIOYEHUsI MOC-
Jie TIIATeJIbHOTO aHaIM3a KJIMHUYECKUX U TapaKJIMHU-
YeCKUX JAHHBIX, B T. 4. pe3yIbTaTOB MYJIBTUCITMPATBHOMN
KT opraHoB rpymHOIi KJIETKH, BUIACOTOPAKOCKOIIUH,
a Takxke MOpP(MOJOrMUYeCcKOro MCCASIOBAHUS PE3eLUPO-
BaHHBIX YYaCTKOB Jierkux. B vccienoBanue He BKJIOYa-
qvch nanueHTsl ¢ CIT, pa3BUBIIMMCST KaK OCJIOKHEHUE
XPOHUYECKOI OOCTPYKTUBHOI 0OJIE3HM JICTKUX, MHTEP-
CTULIMATIbHBIX 3200JI€BaHUI JIETKUX, 3JJ0KAYeCTBEHHBIX
HOBOOOpa3oBaHU, TyOepKyje3a JErKUX U APYrux 3a00-
JIEBaHUH, HAJIUYME KOTOPBIX TO3BOJISIET TMATHOCTUPO-
BaTh BTOpruHEBIil CII.

I[ToMuMO TpPagUIIMOHHOIO KIMHUYECKOTO U J1abo-
PaTOPHO-UHCTPYMEHTAJIBHOTO MCCJIENIOBAaHUS Y BCEX
MallMeHTOB TIPOBOAMIICS IIeJeHAIIpaBIeHHbI TTOUCK
BHEIITHUX W BUclepadbHbIX Tpu3HakoB JICT cormacHo
obuenpuHATOMY ainroputmy. [Ipm HeobOXoguMoOCTH
MNPUMEHSIIA JOMOJTHUTEIbHbIE UHCTPYMEHTAIbHbBIE Me-
TONBI MCCIIEIOBAHUS M TIpHOeraM K KOHCYIbTaIlUsIM
cneumnanucToB. Yacrora otmenbHbIX npusHakoB JCT
B Irpyr1re nauueHToB ¢ nnepBuuHbIM CIT conocraBnsiiach
¢ JaHHBIMHM CKpUHWHTOBOTO obcienoBanust 300 moopo-
BOJIbLIEB 0€3 OyJiie3Hoi amduszembl u anu3on0B CII, co-
TMOCTaBUMBIX IO IOy M Bo3pacTy. [IporHoctmueckast
3HAYMMOCTb BBISIBICHHBIX ITPU3HAKOB OMpenessiach Ha
OCHOBaHMM MAaTOMETPUYECKOTO aIrTOpUTMa pacro3HaBa-
HUus A.Baavda B Momudukamuu A.A.lenkuna. Tlpn mo-
CTIDKEHUU AUAarHOCTUYECKOro Imopora ot +17 mo +23
MHUarHOCTUPOBAIM MaJIOBBIpaXkeHHBIE (IIPOTHOCTUYECKHU
onaronpusaTHeie) BapuaHThl JCT, npu 3Ha4ueHUU MTOPO-
ra > +23 — BbIpaxXeHHbIE (IPOTHOCTUYECKU Hebaro-
npustHeie) BapuaHTel JCT [10].

OnucaHue M cTaTUCTUYecKass oOpabOTKa IOJydyeH-
HBIX pe3yJbTaTOB IPOBOAMJIACH C YYETOM XapakTepa
pacripenieieHus U TWATA JaHHBIX. {7151 ommMcaHust KO-
YECTBEHHBIX NPU3HAKOB HMCIIOIb30BaIM MeauaHy (Me)
¥ MHTepKBapTWIbHBIN pa3max (LQ—HQ). g onucanus
KayeCTBEHHbIX MPU3HAKOB MPUMEHSIIM OTHOCUTEIbHYIO
yactoTy (%) u 95%-Hblil NOBEpUTEIBbHBI MHTEPBAI
(IN), paccuntannubiii mo popmyne Kinomnmepa—ITupco-

Ha. CpaBHeHME KAa4eCTBEHHBIX IIPU3HAKOB IIPOBOIAM-
JIOCh METOJIOM aHaju3a TaOJIUL] COMPSKEHHOCTU C MC-
MoJIb30BaHUEM Kputepust y2. s OUeHKU BIAMSHUS
(akTOpOB pHCKA MCIIOIH30BAIM IOKa3aTeJlb OTHOIIE-
aus maHcoB (OIIl). Kputnyeckoe 3HaUYeHUE YPOBHS
3HAYMMOCTH (p) NMPUHMMAJIOCh pPaBHBIM 5 %. AHanu3
JAHHBIX TTPOBOJWIICS C MCIIOJIb30BAaHUEM MPOrpaMMHO-
ro naketa Statistica 6.0.

Pesynbtathl

B o0enx KIIMHUKAX cpey MalMeHTOB ¢ TTepBUYHBIM CI1
npeobaaman My KUnHBI B Bo3pacte mo 30 yet. Peryisp-
HBIMM KYpPWIbIIMKAMU (> 1 curapeTbl B HEAEJIIO) SIBJISI-
JIMch 68 % OOJIbHBIX, OTHAKO aHAMHE3 KypeHUs B CHUITY
OTHOCUTEJbHO MOJIOJIOTO BO3pacTa 00CIeTOBaHHBIX ObLT
HeOompmmM (~ 3 mavek / jet). Pemmmmusupyrommii CIT
Habmomancsa y 30 % maluueHTOB, IIPAaBOCTOPOHHSIS JIO-
Kajauzalusl BCTpeyagach HECKOJbKO yallle, YeM JIeBO-
cropoHHSI. Kakmx-1Mb0 CTAaTMCTHMYECKH 3HAYMMBIX
pa3IMunii MeXIy TPYIIaMU BEIIBICHO He ObUTO. Xapak-
TEepUCTHKA MALIMEHTOB IIpeACTaBiIcHa B TaoI. 1.

YacToTa BCTpeyaeMOCTH OCHOBHBIX Mpu3HakoB JICT
cpenu nauyeHToB ¢ nepBuuHbIM CIT npuBeaeHa B TaoJ1. 2.
Kak BugHoO, y manmmeHToB ¢ nepBuuHbIM CIT moMuHMIpO-
BaJIv TIPU3HAKM, CBSI3aHHbIE ¢ HAPYIIEHUSIMU (hOPMOOD-
pa3oBaHMsI KOCTHOTO CKeJieTa, KOTOphIe XapaKTepu30Ba-
JIUCh KaK KOCTHO-cycTaBHOW cuHapom. [loutu 70 %
MAIlMeHTOB WMEIM aCTCHUYECKUI TUIl KOHCTUTYIIWH,
B> !/, ciyyaeB ObUIM AMArHOCTHPOBAaHbBI HapPYIICHMUS
OCaHKM 3a cyeT aedopmaliiy MO3BOHOUYHMKA, y /5 ma-
LIMCHTOB OBUIM BEISIBJICHBI pa3IWdYHBIC BapHaHTHI JIe-
dopmatm rpymHOI KIETKH, a TaKKe TUITOTOHMS U TH-
TOTPOMUS MBILIIILI.

HecMmoTtpst Ha To, UTO pe3yabTaThl 00CIeI0BaHMS ObI-
JIA IOCTATOYHO OJHO3HAYHBI, TPENCTABISIOCH LIEIeCcO-
00pa3HBIM IIPOBECTH CPAaBHUTEIBHBIN aHAIN3 YaCTOTHI
npusHakoB JICT y mareHToB ¢ nepBuyHbIM CIT B cpaB-
HEHUM C BHIOOPKOI COMOCTAaBUMBIX IO IOJIY 1 BO3pacTy
JINII, Y KOTOPBIX OTCYTCTBOBaAIM arm3oasl CIT n mpu3Ha-
KK Oyiie3Hoi 3Mpu3eMbl (10 JaHHBIM PEHTTEHOIpa-

Tabauua 1
Xapaxmepucmuxa nauyuenmoe c nepeuunovim CI1
A (n=286) B (n = 356)
Boapacr, net, Me (LQ-HQ) 23,0 (19,5-28,0) 24,0 (18,0-30,5)
Myxuunbl, n (%) 263 (92) 314 (88)
XeHwwmHbl, n (%) 23 (8) 42 (12)
Wnpekc maccel Tena, Kr / M2,
Me (LQ-HQ) 18,3 (17,3-19,5) 18,7 (17,5-20,0)
1-i anu3opa CN, n (%) 221 (77) 238 (66,8)
Peunpus CM, n (%) 65 (23) 118 (33,2)
MpasocToponHuii Cl, n (%) 189 (66) 251 (70,5)
JlesocTtoponHuii Cl, n (%) 92 (32) 99 (28)
2-cTopoHHwmii CIM, n (%) 5(1,7) 6(1,5)
KonuyectBo Kypunbiuukos, n (%) 196 (68,5) 304 (85,4)
AHaMHe3 KypeHus, nayek / ner,
Me (LQ-HQ) 3,0 (2,0-4,5) 3,5 (1,5-5,0)

Mpumeyanme: A - otaeneHue TopakanbHoi xupyprim MY3 OTKB Ne 1 um. A.H.KabaHosa,
r. Omck; b - Xupyprueckas knuxvka CBEpAn0oBCKoro 061acTHOr0 NeroYHoro LEHTPA,
r. ExatepuHbypr
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MpusHak

OpurnHanbHble MccnepsoBaHms

‘ MauuenTsbl ¢ nepenyHbIM CM (n = 642) ‘ pynna cpaBHenus (n = 300) ‘ OLU (95%-Hbiid W)

oo

\ Pr, % (95%-Hbiii M) \ n \ Pr, % (95%-Hbiii M) \

Tabauua 2

Yacmoma npusnaxos J[CTy nauyuenmos c nepeuunvim CII u 6 epynne cpasnenus
b p
df=1

ACTEHUYECKMIA TUN KOHCTUTYLMK 462 71,9 (68,3-75,4) 98 32,7 (27,4-38,3) 5,29 (3,9-7,2) 129,3 0,0005
Oedopmauus rpyaHoil KneTku 225 35 (31,4-38,9) 36 12,0 (8,5-16,2) 3,2(2,6-5,9) 53,0 0,0005
[Hedopmaums no3BOHOYHMKA 417 64,9 (61,1-68,7) 52 17,3 (13,2-22,1) 8,8 (6,2-12,6) 183,5 0,0005
TMnepMoOMNbHOCTb CYCTaBOB 144 22,4 (19,2-25,9) 9 3,0 (1,4-5,6) 9,3 (4,5-19,9) 55,3 0,0005
[HonuxocteHomenus 49 7,7(4,9-11,4) 7 2,3(0,9-4,7) 3,4 (1,5-8,4) 9,3 0,0031
ApaxHopakTnus 45 6,7 (4,9-8,9) 3 1,0(0,2-2,9) 6,2 (1,7-27,1) 9,4 0,0031
Mnockocrtonue 141 22,0(17,4-27,3) 28 9,3(6,3-13,2) 2,7(1,7-4,3) 21,3 0,0005
Matonorus koxu 105 16,9 (14,1-20,1) 1 3,7(1,8-6,4) 5,1(2,6-10,3) 29,3 0,0005
TMnoToHus, rMnoTpohus MbiLuLy 193 30,0 (26,4-33,8) 15 5,0 (2,83-8,11) 8,2 (4,4-15,2) 62,7 0,0005
MaTtonorus oprana apeHus 162 25,2 (21,9-28,8) 32 10,7 (7,41-14,70) 2,8(1,8-4,3) 25,6 0,0005
Bapuko3Hoe pacLuMpeHue BeH 96 14,9 (12,3-17,9) 7 2,3(0,9-4,7) 7,4 (3,2-17,5) 32,1 0,0005
Mponanc knanaHos cepaua 313 48,7 (44,8-52,7) 23 7,7(4,9-11,3) 11,5(7,1-18,5) 148,6 0,0005
HedponTo3s, BucueponTos 51 7,9 (5,9-10,3) 5 1,7(0,5-3,8) 5,1(1,9-14,6) 13,3 0,0009
Manbie aHomanuu passutus > 5 372 54,0 (51,7-61,8) 68 22,7 (18,0-27,8) 4,7 (3,4-6,5) 100,8 0,0005

(un). CratuctTuyeckuii aHaau3 yOemWTEIbHO Mpoje-
MOHCTPHMPOBAJI, UTO Bce aHaIm3upyembie ipusHaku JCT
JIOCTOBEPHO Yallle BCTPEYaIUCh Y NALMEHTOB C IepBUY-
HeiM CII. 3Hayenuss OILLl OblIM MaKCMMAaldbHBIMU TIPU
HAJIMYMU Y TALIMEHTAa aCTCHUYECKOro THUIAa KOHCTUTY-
nuu, necdhopMalry MO3BOHOYHUKA M TPYTHOM KIICTKHU
¥ neduIuTe MBIIIEYHO Macchl. Bbhicokue 3HaueHUS
OII mo Bcem aHanu3upyembiM npusHakam JICT cBuge-
TEJILCTBYIOT O CBSI3U MEXIY MATOJIOTHEN COeNUHUTEIb-
HOI TKaHU W BO3HUKHOBeHMeM TteppuaHoro CII.

IIpoBeneHHBI aHAIM3 UMEJ OIpeaeJIeHHbIC Orpa-
HUYEHUS, T. K. TOJTMOPTraHHbIA U MOJMCUCTEMHBIN Xa-
pakTtep JICT TpedyeT KOMIUIEKCHOI OLeHKU (PeHOTUMH-
YECKHUX 1 BUCLIEPAJIBHBIX KPUTEPHUEB C OIIPeAeICHUEM X
MPOTHOCTUYECKOM 3HAYMMOCTU B KaXKIOM KOHKPETHOM
ciayJae.

Pacnpenenenue nauuentos ¢ nepsuuHbiM CII B 3a-
BUCHMOCTH OT BBIPaKEHHOCTU (IIPOTHOCTHUIECKOM 3HA-
yumoctn) A CT npencrasieHo B tadiu. 3. Yacrora JCT
B rpymnre nauueHToB 0e3 nepsuuHoro CII cocraBuia
20 %, 4TO OBUIO OKMUITAEMO U COOTBETCTBOBAJIO JAHHBIM
JITEepaTyphl. B To ke BpeMs B IpymIie MalMeHTOB C TIep-
Bu4YHBIM CI1 BbIpaxkeHHbIE M MaJIOBBIpasKeHHBIE (DOPMBI
JCT 6bl1r 1MarHoCTUpOBaHbI B 75 %, uTo B > 3 pa3 BbI-
IIe, 4eM B TPYyIIe cpaBHeHUs. IlpumedaresnbHO, UTO
Y TTALIMEHTOB C IepBUYHBIM CI1 107151 MaJIOBBIPaKeHHBIX
¥ BeipaxkeHHBIX popm JCT Obuta MpakTU4YEeCKU OgMHA-
KoBoii (43,9 % u 31,0 % cOOTBETCTBEHHO), B TO BpeMsI

Kak B TPYIIIe CpaBHEHUS BEIpaXKeHHbIE (DOPMBI BCTpeUa-
JIUCh TOpa3io pexe U cocTaBuiu Bcero 4 % ot o0luero
yucaa. OTMETHM, UTO 3a 3 roja HaOJIIoAeHUST ObLIN 3ape-
TUCTPUPOBAHbBI TOJBKO 2 cllydasi pa3BUTUSI TIEPBUYHOTO
CIl y mauuMeHTOB ¢ MOHOT€HHBIMU CUHAPOMAaMU (CUH/-
pomoM MapdaHa), 9TO TTOATBEPXKIAECT OTHOCUTEIHLHYIO
PEIKOCTh JAHHOM MaTOJIOTMU B OOIIIEH JIeueOHOM CeTH.

00cyxaeHue

B aHI103bIYHOM JIUTEpAType IIPU OMMCAHUH TEJIOCIOKE-
HUs 60JIbHBIX ¢ TIepBUYHbIM CIT yare Bcero MCroab3yer-
cs BeIpaxkeHwue fall and thin ("BHICOKHME W XyIOILIaBEIe"),
B OTEYECTBEHHBIX pab0TaxX OTHAeTCs MPEAIIOYTeHHE TT10-
HATUIO "acTeHNYeCcKNit TUI KOHCTUTYUUn" . CyliecTByeT
HECKOJIbKO TMITOTE3, aBTOPbI KOTOPBIX IBITAIUCH OObSIC-
HUTb CBSI3b MEXIY PUCKOM BO3HUKHOBEHHUSI MEPBUY-
Horo CII u TenocinoxeHueM nauueHToB. B 1976 r
S.F.Stephenson OTMETWII HAJIMIME OCTPOTO BHYTPEHHETO
Kpas 1-ro u 2-ro pedpa y 28 u3 49 nmaimeHToB, IpooIie-
pUpOBaHHBIX MO nosony nepsuyHoro CII, B To Bpems
kak y nauveHtoB 6e3 CII atoT dheHOMEH HabmomaICs
ToJIbKO B 8 % ciyuaeB [11]. B mpyrux ucciegoBaHusIxX
BO3HUMKHOBEHME OYJLI OOBSICHSIOCH YXYILIEHUEM KpO-
BOCHAOXEHUs allMKaIbHbIX OTIEJIOB "IUIMHHBIX U Y3KKX"
JIeTKUX. bojblioe 3HaueHWe IMPHUIABAIOCH TPAINCHTY
BHYTPUTPYIHOIO AaBJICHUSI MEXIY aluKaJIbHbIMU U Oa-
3aJIbHBIMM OTAEJAMM JIETKMX, BCJIEICTBUE KOTOPOIO
MOIJIM OBl YBEJIMYMBATBCSI pa3Mephbl ajibBEOJI B 00J1aCTH

Tabauua 3

Ilpoenocmuueckas snavumocms penomunuuecxux npuznarxos J{CTy nayuenmos

‘ MauvenTsl ¢ nepenyHbim CI (0 = 642) ‘ lpynna cpaBHerus (n = 300) ‘

¢ nepeuunvim CIT

Mpu3anak fra p
‘ n ‘ Pr, % (95%-Hblii M) ‘ n ‘ P, % (95%-Hblii M) ‘ df=1
EnvHnyHbie npuaHaku JCT nubo ux oTcyTcTBUe 161 25,0 (21,7-28,6) 240 80,0 (75,0-84,3) 250,0  0,0005
ManoBbipaxeHHble (porHocTuyeckn GnaronpusTHbie) popmbl CT 282 43,9 (40,0-47,8) 48 16,0 (12,0-20,6) 68,8  0,0005
BbipaxeHHble (MporHocTuyecku HednaronpusTHbie) popmbl ACT 199 31,0 (27,4-34,7) 12 4,0 (2,0-6,8) 51,8  0,0005
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BepXyllIeK JIeTKUX U (opMupoBaThcs Oymibl. Perpo-
CIIEKTUBHBIN aHAIU3 TeMIla (PU3UIECKOT0o Pa3BUTHSI Ta-
1MeHTOB ¢ TNepBUYHbIM CIT Mo3BOIWI MPEaIoa0XUTh,
YTO K BO3HMKHOBEHUIO TPaJMCHTA JaBJICHUS IIpeapac-
roJjlaracT HEIPOMOPIMOHAIBHO OBICTPOE YBEJIUYCHUE
BEPTUKAJIBHBIX PasMEPOB IPYIHOU KIETKU B IEPUOL
"ckayka pocrta” B mydbepraTHOM nepuone [12].

B 1980-x rr. acTeHWYeCKUii TUIT KOHCTUTYLUMU CTaj
paccMaTpUBaThCsl HE TOJIBKO B ACIIEKTe MEXaHMYECKOTO
JIEUCTBUA yY3KOW TPYIHOM KJIETKWM Ha BHYTPEHHUE Opra-
HbI, HO ¥ KaK MapKep reHeTU4eCKU 1eTePMUHUPOBAHHOMN
CJ1a00CTU COEAMHUTENbHOI TKaHU. B ocHOBe 3TOro Ha-
TIpaBJICHMS JIeXKaJId PaOOTHI 110 U3YICHUIO KIIMHUIECKOTO
criekTpa cuHapoMa Mapdana, Diepca—/JlaHnoca, Tumep-
MOOUIBHOCTU CYCTaBOB, MpoJiarica MUTPAJIbHOTO KJlana-
Ha u npyrux HHCT [13]. Hanuuue geHOTUITMUECKUX
mapkepoB HHCT, B wacTHOCTM mpoJjiarica MUTPaJIbHOTO
KJ1araHa, ObUIO BbISIBJIEHO Y ~ 50 % maiueHTOB ¢ IepBUY-
HbiM CII cpa3y B HeCKOJbKMX uccaenoBaHusix [14, 15].
ABTOPBI TIPEATIONIOKMIIN, 9YTO 00a COCTOSTHUS SIBJISTFOTCST
MPOSIBJICHUEM OIHOTO IIPOIIeCcca, CBI3aHHOTIO C TTaTOI0-
TUEW COEAUHUTEIbHOM TKAHU, OJHAKO B AHIJIOSA3BIYHOMN
JIUTepaType JajibHeMIIero pa3BuTusl JaHHOE HarpaBe-
HUE He TOJIyYUJIO.

OTeuyecTBEeHHBIE HCCIIEIOBATEI COCPEIOTOYMINCH
B OCHOBHOM Ha M3yYEHUU IIMPOKO PaCIPOCTPaHEHHBIX
noaureHHo-myJsTU@akTopuaibHbix popm HHCT, 06b-
earHeHHbIX TepmuHoM CT. Yacrora nepsuuHoro CIT
y namueHToB ¢ JICT, 1Mo JaHHBIM pa3JIMYHBIX aBTOPOB,
coctaBmia 4—5 %, 4To ropasio Bhlllle, YeM B OOILLIEi 110~
nyasuuun. Ilo aHamoruu ¢ cuHapomoMm MapdaHa, Ha
stoM ocHoBaHuM CII cTany paclieHMBaTh KaK OIWH U3
kputepueB nuarHoctuku JCT [7]. B To Xe BpeMs octa-
BaJIOCh HESICHBIM, MOKHO JIM TOBOPUTDH O 3HAYUTEIHHOM
Bkiaane JCT B rene3 mepBuuHoro CII, ocHOBBIBasiCh
JINIITh HA JaHHBIX O HAJIMYWK Y OOJIBIITMHCTBA IallieH-
TOB aCTCHWYECKOTO TUITA KOHCTUTYLIMH, TIOCKOJIBKY UL
nuarHoctuku JJCT HeoOxoanma KOMIUIEKCHAsT OlleHKa
(beHOTUMUYECKUX U BUCLIEPAJIBHBIX KPUTEPUEB.

PesynpraThl HACTOSIIIETO MCCICIOBAHUS YOSIUTETh-
HO CBHMIETEIBCTBYIOT, YTO MALIMEHTHI ¢ TiepBUYHBIM CI1
OTJINYAIOTCSI HE TOJBKO BBICOKMM POCTOM U XyIOIla-
BOCTbIO — y OOJILIIMHCTBA U3 HUX UMEIOTCSI pa3InyHble
BUABI AeDOopMaIliy TPYIHON KJIETKHM W ITO3BOHOYHMKA,
TUIOCKOCTOITHE, BADMKO3HOE PACIIMPEHIE BeH, MUOIIHS,
TUTIEPMOOMIIBHOCTh CYCTAaBOB, MPOJIATIC CEPACYHBIX KJa-
MaHOB W [Ipyrue NPU3HAKU, MO3BOJIIOLINAE YBEPEHHO
CYIUTHh O HAJIMIUU TEHETUYCCKU NEeTePMUHUPOBAHHON
naTonornn coeguHuTenbHoi TKauu. JCT Obuta nuar-
HoctupoBaHa y 75 % GonbHbIX ¢ niepBudHbIM CII, mipu-
yeM y ~ !/, U3 HUX UMEJIMCh BhIpAaXKeHHbIE, IIPOTHOCTH -
YeCKM HeOJIaronpusaTHBIE TPU3HAKU ITOpakKeHUS
OTIEIbHBIX OPTAHOB U CHCTEM.

Pacnpoctpanennocts ICT B momynsuuu, 1o JaH-
HBIM pa3HbIX aBTOPOB, cocTaBisieT oT 8—9 mo 26—30 %
B 3aBUCHMMOCTH OT BBEIOPAHHOTO JIMAarHOCTHMYECKOTO
nonaxona. OmHako gois BelpaxkeHHBIX (popm JICT, Korma
y MalMeHTOB UMEIOTCS IIPU3HAKU TSKEJIOT0 TTOpaXkKeHU S
CO CTOPOHBI HECKOJBbKUX CHUCTEM, OOBIYHO COCTaBJISIET
< 5-10 % [10]. Yacrora BeipaxenHoii ICT (31 %) cpe-
IIU TTaIMeHTOB ¢ TepBUYHBIM CI1 3HAUMTETHFHO TPEBHI-

IIaeT caMble CMeJIble OLIEHKU pPacCIpOCTPAHEHHOCTH
JACT B nonyasauuu.

Mexanusmbl ¢opmupoBanust oyt npu JCT TpeOy-
IOT YTOYHEHMSI. MOXHO TMPEIITOJOXUTh, YTO 3a CYET
J1e(deKTOB KOMIIOHEHTOB COEIMHUTEIbHOM TKaHU (op-
MUPYETCSI HACJEACTBEHHBII (DOH — IMpPeapacioiokeH-
HOCTb, KOTOpasi peajqusyercs noj AeicTBueM (hakTopoB
cpenbl. B aToMm ciydae paxe HEMPOIOJIKUTEIbHBINA CTaX
KYpPEeHUs WM BO3AEICTBUE APYTrUX dK30Te€HHbBIX (haKTO-
POB 3HaUUTEIbHO yBeanunBaeT puck passutus CII. TTo-
JIy4YeHHBIE Pe3YJIBTaThl TIO3BOJISIIOT HAMETUTh HaIlpaBJie-
HUE OaJbHEUIINX WMCCICHOBAHWIA: MICHTU(PUKALINI
BO3MOXHbBIX TeHETUYECKMX 1e(PEKTOB, IOMCKA KOHKPET-
HBIX MEXaHU3MOB (hOPMHUpPOBAHUS OYJUI, YTOYHEHUS
pucka peunnuba CIT u oTgaaeHHOro nMporHo3a oysnes-
HOI1 sMbu3eMbl. PellleHre HaHHBIX 3a1ad IIPeACTaBIIs-
€TCSl BeCbMa IEPCIEKTUBHBIM JisI 000CHOBAHMSI HOBBIX
HampapJieHU# TpoGUIaKTUKU U JIedeHusl 3a00J1eBaHusI.

3aknioyeHue

1. Cpenu namueHToB ¢ nepBuuHbIM CII mpeobnamaior
MOJIOJIbIE MY>KUMHBI, UMEIOLIME B aHAMHE3€e CTaX Ta-
0aKOKypeHUsI, YTO MOATBEPXKIAIOT TaHHbIE MHOTO-
YUCIICHHBIX ITyOIUKAIINA.

2. Ipusnaku JCT BbisBieHbl Y 75 % 0G0OJNBHBIX (3TO
JIOCTOBEPHO O0JbllIe, YeM B KOHTPOJbHOW IpyrIe
qun 6e3 CIT) 1 HOCSAT MPenMyIIeCTBEHHO BbIpaXKeH-
HBII, TIPOTHOCTUYCCKN HEOJIarOMpUATHBIN Xapak-
Tep, C MOpaXkeHUeM cpa3y HECKOJIbKO OPTaHOB U CUC-
TEM.

3. MakcumanbHble 3HaueHuss OL B rpymnme OGO0JbHBIX
CII ormeuensr mist Takux npusHakoB JICT, kak acte-
HUYECKUU TUI KOHCTUTYLUM, OehopMalms MO3BO-
HOYHUKA W TPYAHON KJIETKMU, TUIEePMOOUIBLHOCTh
CYCTaBOB U TMMOTPOMUS MBIIIILI.

4. BoigBneHHble (EHOTUIIMYECKNUE MPU3HAKUA YyOea-
TeJIbHO CBUICTEIHCTBYIOT O BO3MOXKHOM ITaTOreHETH -
yeckoii cBs13u neppuyHoro CIT u ICT.
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