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Knwouegvie cnosa: BpoxnenHas HeauddepeHIUpOBaHHAS AUCILIA3US COSIUHUTENbHOMN
tkanu (BHACT), 6ynne3nas sm¢uszema, CHOHTaHHBIA THEBMOTOPAKC.

Peztome.  [lpusedenvt  pezynomamsl  UCCIE008AHUSL  NPUSHAKOS  BPONCOEHHOLU
HeougGepeHyuposanHol OUCNIA3UU COCOUHUMENbHOU MKAHU ) NAYUEHMO8 CO CHOHMAHHbIM
NHEe8MOMOPOKCOM.

Resume. Here are presented t he results of the study of congenital undifferentiated
connective tissue dysplasia in patients with spontaneous pneumothorax.

AkTyaabHOCTh. [lo ompenenennio, crnoHTaHHBIM MHeBMOTOpakce (CII) —
BHE3aITHOE COCTOSIHME, KOTOpOE€ XapaKTEepH3yeTCs CKOIUICHHEM BO3AyXa B
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IUIEBPAJIbHOM TMOJOCTH NPHU BO3HUKHOBEHHUU €€ MaTOJIOTMYECKOrO COOOIICHHUS C
BO3JIyXOHOCHBIMU MYTSIMH U HE CBSI3aHO C TPAaBMOM U JI€4COHBIMU BO3/ICUCTBUSAMHU
[1]. CIT OwiBaeT mepBuYHBIM (pa3BuUBacTcs y Jjuil B Bo3pacte a0 30 Jer,
NPU3HABABIIMXCS /0 STOr0 3J0POBBIMH) M BTOPUYHBIM (BO3HUKAeT Ha (oHE
BbISIBIICHHBIX 3a00eBanuit: XOBJI, Tydoepkynes, mykoBucuunos u ap.) [1, 2, 3.

CII, pa3BuBatonmiicsi 0€3 BUAMMBIX MPUYUH Y KIMHUYECKU 3J0POBBIX
JIOACH, NPOAOJDKACT TMPHUBJIEKAaTh BHHUMAHUE HCCIEAOBATENCH B CBSI3U C
YBEIMYCHUEM 4YHCIa OOJILHBIX C JaHHOW mnarosioruer [2]. Beimensror psin
daxTopoB, crocobcTByromux pazpututo CII, a Takxke Teopurn BO3HUKHOBEHHUS.
[lpowsBonsmmMu  (pakTOpaMu  SIBIISIIOTCS.  Pa3pblB  y4acTKa MaTOJOTHYECKU
U3MEHEHHOM JIETOYHOW TKAaHM M BBIXOXKIEHHE BO3/yXa B II0JIOCTh IUIEBPHI,
BCJIC/ICTBHE PE3KOr0 MOBBILICHUS BHYTPUJIETOYHOTO AABJICHUS NPU (PU3MUECKUX
Harpys3kax, kanwvie u ap. [4, 5]. IIpempacrnonararoumivu (GakTopamu SBISIOTCS
KypeHue, mpoOJeMbl SKOJIOTUM OKPYXArolled Cpenbl, MepEeHECEHHbIE paHee
JerOYHbIC HHPEKIMH, aCTCHHYECKOE TEIOCIOKEHUE, My CKo mo [4, 5, 6].

B 71-95% mnpennonaraemoit mpuuunoii CII siBnsiercst OymnesHast smpuzema
nerkux [6]. Cpenu Teopwuii, 00BACHSIONIMX MATONEHE3 Pa3BUTHSA dM(PH3EMATO3HbBIX
U3MEHEHUW B JIETOYHOW TKaHM, MO>KHO BBIJIEJIUTH CIIEAYIOIIME: TeHeThYeckKas,
(depMeHTaTUBHAs, OOCTPYKTHBHAsl, MEXaHUYecKasi, WH(EKIMOHHAs, COCYAMCTas,
ayTouMMyHHas [6].

Hambomee pacmpocTpaHeHHON SIBISETCS TEOPHS, COIVIACHO KOTOPOit
OyresHas TpaHcopmarusi JIETKUX TMPOMCXOAUT BCJCACTBUE aucOanaHca B
CUCTEME TMPOTEa3bl-aHTUIPOTEA3bl, 3AKIIOYAIOLICHCS B HEJOCTAaTOYHOCTU ol-
AHTUTPUIICUHA M TOBPEXIAIONIEr0 JCUCTBUS HEUTPO(UIbHOW »dracTa3bl Ha
COCIMHUTEIbHOTKAHHBIE ~ JJIEMEHTBHl ~ MEXKaJIbBEOJSIPHBIX  NepeMblieK. B
UCCIIEIOBAHUSAX MOCJEAHUX JIET MOSIBWINCH JaHHbIC, HE BBISIBUBIIME CHIKEHUS
KOHIICHTpAIMK O 1-aHTUTPUIICUHA B CHIBOPOTKE KpoBu marmeHToB co CIT [8].
Takum oOpa3oM, HM OHA U3 JAHHBIX TEOPUH HE B COCTOSIHHMM B TOJIHOM Mepe
OOBSCHUTH ATHOTIATOTEHE3 Pa3BUTHUS CTIOHTAHHOTO ITHEBMOTOPAKCA.

B nureparype B HacTosi1ee BpeMsl MOSBIIIUCh €AMHUYHBIE BICKA3bIBAaHUS O
cesu CII ¢ nucnnazueit coenunutensHoi Tkanu (LACT). IHog ACT monumaror
CUCTEMHBIN NPOIPEIUEHTHBIM MPOLIECC, B OCHOBE KOTOPOIO JIEXKAT F€HETUYECKU
JeTepMUHUPOBAHHBIE JE(EKThl BOJOKHUCTHIX CTPYKTYp M OCHOBHOI'O BEIIECTBA
MEXKKJIETOUHOTO MaTpUKCa COCAMHUTEIbHON TKaHU, MPUBOISIIME K HAPYIICHUIO
dbopMooOpa3oBaHrs OpPraHoB W CUCTEM U  ONPEIEISIONIME OCOOEHHOCTH
acconuupoBanHoi marosoruu [3, 7, 9]. Emmboi wimaccudpukarmum JICT no
HACTOSIIEr0 BpPEMEHW He pa3paboTaHo. B mpakTudeckod AESITEILHOCTH TIO
stronormaeckuM ¢pakropam JICT moapasgensior Ha auddepeHurupoBaHHbIE U
BpOsKJIeHHbIE HeAu(depeHIMPOBAaHHbIE AHUCIUIA3UM COCAUHUTEIILHOW TKaHU
(BHACT) [2, 3, 9].

BHJCT — 310 Takue n3MeHEHUsI COCTUHUTEIHHON TKaHH, (DEHOTUITHYECKHE
U KJIMHUYECKHUE MPOSIBICHUS NPU KOTOPBIX, C OJTHOM CTOPOHBI, CBUJIETEILCTBYIOT O
HAJIMYUU  COEIUHUTEIILHOTKAHHOTO JedekTta, a ¢ JpYyrod CTOpPOHBI HE
YKJIAABIBAIOTC HU B OJWH M3 W3BECTHBIX B HACTOSIIMHA MOMEHT I'€HETUYECKH
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OOYCIIOBJIEHHBIX ~CHHIPOMOB ME3EHXUMAaJbHOM HEIOCTaTOYHOCTH (CHHIPOM
Mapdana, cunnpomom Dnepca-Jlanino, CUHAPOM HECOBEPIIEHHOTO OCTEOreHe3a U
ap.) [10]. Bemymmum B mnocranoBke BHJCT sBmsiercs ompeneneHue psaa
(deHoTUNIMYECKUX KpUTepueB. B nmTeparype omuckiBaeTca npeoOiiaiaHue cpeau
NAIEHTOB CO CIIOHTaHHBIM ITHEBMOTOPAKCOM JIML, UMEIOIINX aCTEHWYECKUM TUII
KOHCTUTYLIMH, OJHAKO HUKakuxX Apyrux npmsHakoB mnpasienuss BHJIICT, kak
paBUIIO, HE MMPUBOIUTCS.

Heab: oUEHUTH BBIPAKEHHOCTh mposiBiieHMd cuHapoma BHJ/ICT vy
MAIUEeHTOB ¢ OyJute3HoOM ampu3zemo, ocioxkueHHo# CII.

3agaun:

1. OOGcnenoBaTh KIMHUYECKH TAIMEHTOB C OyJule3HOW 53MbU3EMON,
ocnoxHeHHou CIL

2. BeisiBute mposiBiaernst cuaapoma BHJICT y maruenTtoB ¢ OysuresHo#
sambpuzemoii, ocrnoxxkaeHHou CI1.

3. Caenarb 3aK/IF0OYEHUE TIO MOJTYYEHHBIM PE3YJILTATaM.

Matepuanbl u MetToabl ucciaenoBanus. B 2014-2015r. B otnenenuun
topakaapbHOU xupypruu 10-it 'Kb ropoma Muncka nposedmiics 71 mamueHT Imo
nopo 1y 3nm3ona CI1. Cpenu nanueHToB npeodnanamm Myxaunnsl (80%). Cpennuit
BO3pacT MalMEHTOB cocTaBui 38+18 mer. MerogoM ciydyallHOW BBIOOPKH MbI
otobpamn 40 denoBek B Bo3pacte n0 30 neT M 0OCieOBaM MX Ha HATUYHUC
nposiinenuit BHJICT. Cpegnuii Bo3pacT MalMeHTOB B BBIOOPKE cocTaBmi 24+4
roga. Myxuun Obu10 77,5% . CII 1 BeposiTHbIe MPUYMHBI €r0 BO3HUKHOBEHUS
YCTAaHABIUBAINCH MPU TNOMOUIM PEHTTEHOJOTMYeCKHMX METOJIOB JIMarHOCTHUKU:
0030pHOI1  peHTreHorpaduu OpraHoB TPYAHOM KIETKHW U  KOMIIBIOTEPHOM
toMmorpaduu opraHoB rpyaHou kierku (KT OI'K). M3ywaimm te mposiBieHUS
BHACT, xotopble Moriau oOHApYyKUThb ©0€3 HHCTPYMEHTAIbHBIX METOOB
UCCJICIOBAHUS: U3MEHEHUsI CO CTOPOHBI KOKH, OTIOPHO-JIBUTATENILHOTO alapara,
ra3. Mcnosb30Banuck onpoc U KIMHUYECKOE UCCIIE0BaHNE aeHToB. Hannune
BH/ACT onpenensiyim Ha OCHOBAHMHM BHEIIHUX JIUArHOCTUYECKUX KPUTEPHUEB,
npeioxkeHubix WM. HewaeBoii u WM.A. Bukrtoporoit [9]. Jlns ompenencuHus
crenenu Tsxkecth BHICT ucnone3zoBamu kputepun T. MunkoBcka-{MMuUTpOoBOT
u A. Kapxkamesa B monuduxammmu P.P. unsesa u C.H. lllansHoBo#. ['nmaBHBIC
KPUTEPUU: IUIOCKOCTOIMUE, pAaCUIMPEHUE BEH, TUIEPMOOUIBHOCTh CYCTaBOB,
HapyIlIeHue 3peHus, aegopmaliis NO3BOHOYHHUKA U TPYAHON KJIETKH, YBETUUYCHHE
PaCTSKUMOCTU KOXHU. BTOpOCTENEeHHbIE KPUTEPUU: aHOMAIMU 3YOOB, BBIBUXU U
NOJABBIBUXU CycTaBoB, nrepurofaktuims. Jlerkas crenens BHICT onpenensnace
pY HAIMYUU JBYX TJIABHBIX MPU3HAKOB. CpeaHss CTENEeHb — MPU HAJTMYHUU TPEX
TJIaBHBIX U JBYX-TPEX BTOPOCTENEHHBIX (TPEX-UEThIPEX TJIABHBIX U OJHOTO-IBYX
BropocteneHubix). Tsbkenas creneHb BHJICT ycraHaBnmuBanmach Npu HaTUYHUH
TSITH TJIABHBIX U TPEX BTOPOCTENECHHBIX KpuTepues [8].

PesyabTaThl Mcciieq0BaHUST W MX OO0CYyxKIAeHHe. ACTCHUYECKUN THII
KOHCTUTYIIMU umenn 62,5%. Munekc maccel tena (MMT) coctaBun B cpenHeM
19,5£1,7. Bonee uem y yerBepTH OOCHEAYyEMBIX HAOMOAAICA AEUIUT MacChl
tenma. [Ipu atom UMT y neBymek Owim jgoctoBepHo Hrke (1=3,4; p<0,05).
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PerynspHpiMu KypWIbIIMKaMU SBISIHCH 62,5% manueHToB, BCE OHHU OBLIH
myxunHbl. Peruauser CIT Habmogamice y 60% Kypsmmx marueHToB (KpUTEpHid
Kpackena-Yommuca cocrasuin H=5,2; p<0,05). 33 maruentam Boimonasan KT OI'K.
Cpenu npuaun CII npeobnanana OysuiesHas sMmbuszema Jerkux, JOKaIu30BaHHAs
IPEUMYIIECCTBEHHO B 001acTH Bepxyiuek Jerkux (88%), y 6% — wmabmromancs
SHIOMETPHO3HBIA ovar 1ieBpel, emE y 6% npuunna CII ve Oblia ycTaHOBIEHA
npu nomouw KT OI'K. Yame Habmroanach OJHOCTOPOHHSS JIOKamM3amus OyJul.
[Ipeobanana mpaBOCTOPOHHSS JIOKATU3AIMS THEBMOTOPAKCa, YTO COOTBETCTBYET
muteparypubiM  gaHHbiM - [1].  Kmuandeckue mnposBaenuss BHJICT  Obuim
JUarHOCTHPOBaHbl y Bcex marueHToB co CII (pucyHok 1) M MMenu pasHyIo
CTCTICHb BBIPOKECHHOCTH. YaIie BBISBISAIACH CPEAHSAS CTENCHb BBIPAKESHHOCTH
BHJICT.

60% _[,,--' o, &, /0

50% 14 +2,5/0

40% -

30% ]

20% £ | 5%

10% 1

0% Jei] . . I IZ 7
Jlerkasn Cpenuns Taxenaan

Puc. 1 — Pactipenenenue namuenToB co CII B 3aBUCHMOCTH OT CTETIEHH BBIPAXKEHHOCTH
BHJICT.

Hambonee wacto BCTIpeYaIMCh W3MEHEHHS CO CTOPOHBI  OTMOPHO-
JIBUTATEILHOTO ammapara: ckomo3 (30%), rumepmMoOuIbHOCTE cycTaBoB (22,5%),
jgerkoe BaasjieHue Ha rpyauHe (17,5%), muockas rpyanas kierka (12,5%), kudos
(10%), miockoctonue (5%). Co CTOPOHBI KOKHM M MBI YaCThIMH HPHU3HAKAMH
nposiieHnss BHACT Obutu: moBwIIeHHas pacTsKUMOCTh Koxu (27,5%), ToHKas
koxka (20%), murmenthsie maTHa (17,5%), BBIpaKCHHBIA BEHO3HBIM PHCYHOK
(15%), remopparuueckue npusHaku (13%) mbimeunas runotonus (5%), rpeiku
(2,5%). Co cToponsl T1a3: muonus (62,5%).

BbiBobI:

1) V Bcex nmanmentoB co CII umerorcs mposiBaeans BHJICT, npeodnamaror
HAPYIICHUS CPEIHEH CTEICHN TSIKECTH.

2) W3 wxmnamyeckux nposiacHuii BHJICT mnpeoGianaroT W3MEHEHHUS
OTOPHO-IBUraTEILHOTO arapara.

3) IlammenTamM ¢ DHEBMOTOPAKCOM B aHAMHE3€ O00SM3aTE€IbHO HYIKHO
OTKa3aThCs OT KypeHusi, ocooenHo npu Hammuuu BH/CT.

4) KT OI'K HeoOXOAMMO BBITIOJIHATH BCEM IAIMEHTaM C BIIEPBBIC JKU3HU
Pa3BUBIIMMCS THEBMOTOPAKCOM JIJIsl YTOYHEHHUS JUarH03a M BHIOOpa JaiibHEHIIIeH
TAKTUKH JICUCHHSI, B T. 4. C I[ETIbIO MPO(UIAKTHKY PEIU/HBA.
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5) HeoOxoaumo KOMILIGKCHOE oOcienoBanue mnamueHtoB co CII mms
BeIsiBJIcHHs mposiBiacHU BHJICT m mocnemyromeir mpoHUiIakTHKH BO3MOKHBIX

OCJIOKHEHHM.
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