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®EHOTUIIMYECKUE MAPKEPHI JINCIIJIAZUU COEJIUHUTEJIBHON TKAHA
IIPU NTEPBUYHOM CIIOHTAHHOM ITHEBMOTOPAKCE

A.B. Muxees, C.H. Tpywun, M. A. backesuu

Psazanckuii rocy1apcTBEHHBIM MEIULIUHCKUN yHUBepcuTeT uM. akan. M.II. I1aBnosa, r. Pa3anb

B crarbe npeacraBjdeHbl pPe3yjabTaThbl 06CJI€)IOB3HI/IH 21 manmueHTa, Crpajaroumux
NEPBUYHBIM CIIOHTAHHBIM IMHCBMOTOPAKCOM C IMPUMEHEHUEM METOAUK OLECHKH (1)eHOTH-
NMUYECKUX KPUTEPUEB IUCIJIA3UH COEHHHHTeﬂbHOﬁ TKaHH.

Knrouesvie cnosa: cnonmannwiii nHesmomopdake, oucniazus CoeOUHUMeNbHOU MKAaHu,

Genomunuyeckue maprepul.

Cronrtanssiii  maeBmortopakc (CII) —
BHE3aITHOE, HE CBS3aHHOE C TPaBMOW FUTH
KaKUM-T100 Je4eOHO-THarHOCTHYECKUM
JeficTBUEM, HapyIIeHHE LEJIOCTHOCTH BHC-
LepaJIbHOM MJIEBPHl U MOCTYIUIGHUE BO3JyXa
13 JIETKOTO B INIEBPAJIHHYIO MOJOCTb.

CII ObiBaeT mepBUYHBIM (pa3BUBAETCS
y nun B Bo3pacte ot 20 no 40 ner, npusHa-
BaBIINXCS O 3TOTO 3AOPOBBIMH) M BTOPHY-
HBIM (BO3HHMKAeT Ha (OHE BBIABICHHBIX 3a-
6oneBanmit: XOBJI, TyOepkyne3, MyKOBHUC-
U103, ITTHEBMOLWCTHAs ITHEBMOHUSI, pak
JIeTKOTO | Ap.) [6].

IlepBUUHBII CHOHTAHHBI ITHEBMOTO-
pakc (IICIT) BbI3bIBaeT OCOOBI HAyYHBIH
HHTEpecC, T.K. BCTpeyaeTcs y JHI Hauboiee
TpynocmnocoOHoro Bo3pacta (20-40 ner),
MIPU3HABABIINXCS 10 3TOTO 310POBBIMH.

JlaHHasi MaToJIOTHS BO3HUKAET y MYXK-
yuH ¢ yactoto 7,4:100 000; y >xkeHIIMH -
1,2:100 000 Hacenenus B rof [3]. DTHOIOTHS
IICII go xoHIa He BHISICHEHA, HO BBIACIISAIOT
pAa paKTOpOB, CHOCOOCTBYIOMIUX €0 Pa3BH-
THIO, & TaKXe TeOpUr BO3HUKHOBeHUs. IIpo-
M3BOAALINMHA (DaKTOpaMH SIBIISIOTCST Pa3phIB
y4acTKa MaToJOrHYeCKd U3MEHEHHOM Jieroy-
HOM TKaHU W BBIXOXKIEHUE BO3[yXa B IIO-
JIOCTh TUIEBPBI, BCIEJCTBHE PE3KOI0 IOBEI-
IIEHWS BHYTPUJIETOYHOTO JABJICHUS TIPH
(u3uuecKux Harpyskax, MOTPY)XCHHH TIOJ
BoAy, Kauwie u ap. IlpeapacnonararomumMu
(dakTopaMH SIBISIOTCS KypeHHE, HPOOIEeMBI
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9KOJIOTUH OKPYXAIOIIeH Cpeabl, IepeHeCceH-
HBIC paHee JIETOYHbIE WH(EKINH, acCTCHUYe-
CKO€ TEJIOCTIOKEHHE, MY>KCKOI1 IToJI.

BrBIABUHYTO HECKOJBKO TEOPUH pa3BU-
TUsI OyJUIe3HOH dMQU3EMBI JIETKUX U CIIOH-
TaHHOTO ITHEBMOTOpAaKca: IOBpEeXIaroIiee
JieificTBUe HEHTPOQUIBHOM 3J7acTa3bl - YCH-
JICHUE €CTECTBCHHOW Jerpajallii MaTpHKC-
HBIX OCJIKOB - 3JaCTHHA, KOJUIareHa W Jp.;
teopust CreaHcOHA - TpaBMaTH3alMs BepX-
HHUX JIOJIeH JIETKMX IepBBIM M BTOPBHIM peO-
pOM TIIpH JBIXaHUM H3-32 AHATOMHYECKHX
0coOeHHOCTEH, M, Kak CIEICTBUE, IIOBpe-
KIEHWe M JAUCTPOGUs JIETOYHOW TKAaHU B
9TOM 001acTH; TEeHETHYECKH O0YCIIOBJIEHHAS
Teopust u apyrue [1,2,8]. bonpmmHCcTBO HC-
CclleIoBaTelNeil OTAAI0T BEAYLIYIO POJIb HENO-
CTaTOYHOCTH B OpraHU3Me MaiueHra ol-
AHTUTPUIICUHA. Opnako IIPOTEa3HO-
AHTUIPOTEa3Hasi TEOpHs B IIOJHOM Mepe He
MOXET ONHCaTh I'€He3 pa3BUTHS OyIUIe3HOMH
sMpu3eMbl JIeTKUX Kak cyOcTpaTta Aisl pas-
Butust [ICII. OTedecTBEHHBIMH H 3apyOek-
HBIMU YYEHBIMU IPOBEIEH PsJ UCCIEI0Ba-
HUH, HE MOATBEpXKAAOIUX aehuuur ol-
aHTHTpHIICHHA y narwenTos ¢ [1CII.

B mureparype B HacTosiiee Bpems Io-
SBWJINCH €IMHUYHBIC BBHICKA3bIBAHUS O CBSI3U
IICII ¢ mucnnasueil COeqUHUTENIBHON TKAaHU
(ICT). B oTeuecTBEeHHOW MEAMIIMHE TIOJ
JCT noHMMaroT CHCTEMHBIM MPOrpeiueHT-
HBIl TpPOLIECC, B OCHOBE KOTOPOrO JIEKAT
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TCHETUYECKH AETePMHUHHPOBAHHBIEC NE(EKTHI
BOJIOKHHCTBIX CTPYKTYp W OCHOBHOTO BelIle-
CTBa MEXKJICTOYHOTO MAaTpPHKCa COCIMHH-
TENBHON TKaHW, MPUBOMSIIINE K HAPYIICHUIO
(hopM0o0Opa3oBaHUsl OPraHOB M CHUCTEM U
ompeJensione 0COOEHHOCTH acCOLUHUPO-
BaHHOHM matojoruu [4, 7]. Equnoit knmaccu-
¢ukaryu JICT 10 HACTOSIIErO BPEMCHH HE
BbIpaboTaHo. B mpakTniecko 1esTeIbHOCTH
no sruosiorndeckuM ¢pakropam JACT mnoxa-
pasnensroT Ha aupdepeHIIupoBaHHbIE U He-
muddepeHnrpoBaHHbIE TUCIUIA3UH  COENIH-
autenbHol Tkanu (HJCT) [4, 5, 7]. HACT —
TCHETHYECKU TeTepOTreHHas rpymnma 0e3 4eT-
KHUX KIIMHAKO-TCHEAJOTHYECKIX KPUTEPHEB C
pa3TuYHBIM  HaOOpoM (EHOTHIHYECKUX U
KJIMHUYECKUX CUMIITOMOB, OOYCIIOBICHHBIX
CTETIEHBIO BBIPAKEHHOCTH HapyLICHUH TBep-
IO M PBIXJIOW COEJUHUTEIBbHON TKaHU U
(hOPMHUPYIONIUMHUCS B MPOIECCE OHTOTCHE3a
OCIIOKHEHUAMH [7].

Benymum B noctanoBke JICT sBusetcs
orpezierieHre psifa PeHOTHIIITISCKIX KPUTEPH-
eB. B nmureparype ommceiBaeTes mpeodiagaHue
Cpeny TAIMeHTOB CO CIIOHTAHHBIM ITHEBMOTO-
paKcoM JIWI], WUMEIOMNX ACTCHHYCCKUI THIT
KOHCTUTYIUH, OJHAKO HUKAKAX CTATUYCCKUX
JTAHHBIX, KaK MPaBUIIO, HE IPUBOIUTCSL.

Ienpto McCclenoBaHUS CTalO BBISABIIC-
Hue (enorunuueckux wMapkepos JICT vy
OOJIBHBIX C MEPBUYHBIM CIIOHTAHHBIM ITHEB-
MOTOPAKCOM.

MaTtepuajbl M MeTOABI

Hamu Opumm 0OcniemoBaHBI TMAITMEHTHI
(n=21), naxojuBIIKECS B KIMHUKE (DaKyiib-
terckod xupyprun ['BOY BIIO PsasI'MVY
Munsapaa Poccnn Ha 0aze oTheneHHs TO-
pakansHOM xupypruu ['BY PO «OKb». ¥V
Bcex nanueHtoB umen mecto IICII, comyT-
CTBYIOIIIEH TMATOJIOTHM HE BBIABICHO. Bce
MAUEeHTH! ObIIIM MY)KCKOTO T10J1a; YKEHI[HBI
B HCCIIeIOBaHNE HE BKIIOYAINCH. B 16 ciy-
qasx (76%) mMMen MecTo NpaBOCTOPOHHHUI
MMHEBMOTOpAKC, y 5 (14%) — neBocTOpOHHUIA.

Cpennmii Bo3pact coctaBui 26+1,2
ner. Y BcexX MNAalMEHTOB IMPOBOJMINCH aH-
TPONOMETPUYECKUE HCCNeoBaHue. [[nsl BbI-
SIBICHUSI  JOJIMXOCTEHOMEIHH HU3MEPSUIUCH
CeyoUIe NOKa3aTeNnn:
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- JUIMHA BEpPXHEH KOHEYHOCTH — pac-
CTOSIHME MEXKIY BBICTYMAIOIIEH TOYKOM Ha
Kpae aKpOMHAJIBHOTO OTPOCTKA JIOTIATKH M
camMoi IUCTAIFHOW TOYKOW HOTTEBOH (hamaH-
Iy 3-ero manubla.

- IUIMHA TJIeYya — PacCTOSIHUE OT BBI-
CTyMawIel TOYKKM Ha Kpae aKpOMHUAIbHOTO
OTPOCTKA JIOMATKU 10 BEPXHEH TOUYKHU T'OJIOB-
KH JIy4€BOU KOCTH.

- JUIMHA TPEIIUIeYbsi — PacCTOSHUE OT
HIDKHEH TOYKH IIMIIOBHIHOTO OTPOCTKA JTy-
YeBOIl KOCTH 1O BEPXHEW TOYKH TOJIOBKU
JIy4yeBOM KOCTH.

- JUTMHA KHUCTH — PAcCTOSHUE MEXIY TPO-
EKIMEeN IIMJIOBUIHOW KOCTH Ha MPOAOJLKEHUE
JIMHUHN 3€el MSACTHOM KOCTH JI0 CaMOM JUCTaIb-
HOM TOYKH HOTTEBOH (pasiaHry 3ero naibla.

- JUIMHA HWXHEW KOHEYHOCTH — pac-
CTOSIHUE OT OOJIBIIIOrO BEpTEia A0 MO,

- anuHa Oelpa — pacCTOSHUE MEXAy
BEPXHHUM KpaeM JIOHHOTO COWJIECHEHHs U ce-
PEIMHOW MEIHAIBHOTO MBIIIENIKA OOJIbIIIe-
0epII0BOi KOCTH.

- UTMHA TOJICHH — PACCTOSHHE MEKIY
CepeIMHON MEIUATBHOTO MBIIIENTKa O0Jb-
meOepIioBoil KOCTH W HIDKHEW TOYKOM Ha
BHYTPCHHEH JIOIBIKKE.

- JUIMHA CTOMBI — PACCTOSHHE OT Iif-
TOYHOTO Oyrpa 70 KOHI[a HOTTEBOU (paslaHru
20ro najblia.

Kputepusimu  1MarHOCTUKHA  JTOJIUXO-
CTEHOMENUU C TMOMOIIbI0 aHTPOIOMETpUYE-
CKUX JAHHBIX SBJISIOTCS:

- OTHOIIEHHE «KUCTB/pocT» >11%

- OTHOIIEHHE «cToma/pocT» >15%

- pa3sHOCTh «pa3Max pyK - pocT» >
7,6cM

- OTHOIICHHE «BEPXHHUU CErMEHT/ HUXK-
Hu#t <0,85, re HIKHUNA CErMEHT U3MEpSUICS
OT JIOHHOTO COYWICHEHHS 0 TO0Jia, BEPXHUU
CEerMEHT ONpeNeNsyii KaK Pa3HOCTh «pPOCT-
HWKHHUH CETMEHTY.

Jns  ompeneneHus AeQUIMTa MaccChl
Tena paccunThiBanu uHIekc Bapru (MB) mo
dbopmye:

UB = (macca Tena, T /poct?, cM) - (BO3-
pacr, ronsr /100)

Bemmuuna B 1,7-1,5 otpaxkaer ymepen-
HOE CHIKeHHMe Macchl Tena. Bemmunna 1B me-
Hee 1,5 — BEIpaKeHHBIH IeDUIUT MacChI TeNa.
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OpmarM U3 Hamboyiee 9acTo BCTpEdaro-
LMXCA B KJIMHUYECKON MPAaKTUKE NPOSBICHUI
HHCT sBnsieTcst cMHHIPOM THITEpMOOMIIBHOCTH
cycraBoB (IMC). 'nnepMOOWIEHBIMHA CIIETyeT
CUHUTATh CYCTaBbl C N30BITOYHBIM JIHAIIA30HOM

nBrkeHnid. HeoO0XoammMo OMHMTB, YTO Juala-
30H JIBIDKCHUH B CyCTaBaxX 3aBUCHT OT BO3pac-
Ta, TI0JIa, STHUIECKOTO TPOUCXOKICHHE TIaIld-
enra. Bripaxkennocts 'MC oneHmBamm 1m0
JICBATHOATBHOM MIKase (Tadm. 1).

Tabuuna 1
Heeamubannvnan wikana czunepmoounsnocmu P.Beighton (1998)
Tecr CycTaBbl
CnocodHocTh npaBblii JIeBbIi

1. IacCMBHO OTOTHYTH Ha3a V HaJell B MACTHO-(anaHroBoM cycrase Goiee yeM Ha 90° 1 1
2. macCHBHO IPHUBECTH | maelr K j1a0HHON TOBEPXHOCTU PYKHU 1 1
3. HACCHBHO Pa30THyTh JOKTEBOH cycras > 10° 1 1
4. IaCCHBHO PA30rHYTh KONeHHbIi cycras > 10° 1 1
5. MHTEHCHBHO IIPIXATh JIAJI0HH K [10JTy, HE CrHOas KoJIeHei 1 1
Hroro 9

OpuH 0ajur MOXKET OBITh MOJYUYEH VISl KQKA0H CTOPOHBI IIPH MAaHUIYJISLMAX 1-4, OTOMY MOKa3aTenb rHnepMoOHIIb-

HOCTH COCTaBJISIET MAKCUMAJIbHO 9 GasuioB.

MakcumanbHass BEIMYUHA 110 OTHM Te-
cTaM paBHsercs 9 Oayutam, mpuueMm 1 Oamt
0003HaYaeT MATOJIOTHYECKOE Mepepasruda-
HHUE OJIHOTO CyCTaBa Ha OJIHOHM CTOpOHE, a 2
Oamta — Ha 1ByX. [Tokazarens ot 0 o 2 pac-
LEHUBAJICS KaK (DU3UOJOTHUCCKHUIA BapHaHT
HOPMBI, OT 3 10 5 — KaKk yMepeHHas THIep-
MOOMIIBHOCTB, OT 6 10 9 0aIoB — BEIPaXKCH-
Hasi THIIEPMOOIIIFHOCTD CyCTABOB.

Pe3yabTaThl M UX 00CyxKICHHE

[lo maHHBIM aHTPONOMETPUYECKUX HC-
CIEeJIOBaHUM POCT MALMEHTOB COCTABMI
179£1,4cm, Bec - 64=+1,3xr. Munekc Bapru
paBen 1,7£0,04. B 76% cmy4aeB BBISBICH
neduimr Beca, y 4 MAMEHTOB BBIPaXKEHHBIH
HEJIOCTATOK Macchl Tena. AHTpOIoMeTpuye-
CKHE PacueTHBIC ITOKa3aTeNN IPEACTaBICHBI
B TabuIe 2.

Tab6muma 2

Pe3y./'lbmal11bl anmponomempuieckozo uccneoosanusn

AHTpONOMeTPHYECKHE MOKA3ATEIH Pe3yanTat (cM)
JlnnHa BepxHel KOHEYHOCTH 81,4+0,9
Jlnuna neua 33,1+0,4
JliiHa npeaiedbst 28,95+0,6
JnuHa xuctu 20,1+0,3
JlnuHa HUKHEH KOHEYHOCTH 95,95+1,5
Jnuna Genpa 44,7+1,09
JlnuHa rojaeHu 44 8+0,8
JnmuHa cTombl 26,8+0,4
Bepxnuii cermenT tena 92,1+1,3
Hwxnanii cerMeHT tena 87,2+1,2
Pa3max pyk 182,35+1,9
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IIpu omeHKe KpUTEPHEB DOIUXOCTCHO-
MEJIHU C TIOMOIIBI0 AHTPOIIOMETPHUYECKIX
JAHHBIX CPEeIHUE ITOKA3aTeIN COCTABIIIN:

-OTHOIICHUE «KUCTB/pocT» - 11,2%

-OTHOIIICHUE «cToma/poct - 14,9%

-Pa3HOCTB «pazMax pykK - poct» 4,1+0,76 cm

-OTHOLIICHHUE «BEPXHUH cer-
MeHT/HuxKHHE» - 1,06+£0,02

[pu sTom y 11 nanuenToB (52,4%) co-
OTHOIIEHHE «CToma/pocT» mnpesbimana 15%,
y 6 60mbHBIX (28,6%) pa3HOCTD «pa3Max pyK
- pocT» cocTtaBmia Oojee 7,6 cM.

YV 11 (52,4%) manpeHTOB W3 OOIIEro
yucna BelsiBiIEeHbI pu3Haku [ MC, npuuem y
9 ompenensiach yMEepeHHas, a y 2 BhIpakeH-
Hasi THIEPMOOIIFHOCTD CyCTaBOB.

3akii04ueHue

Takum o0Opa3om, y OOJIBIIMHCTBA Ma-
LHUEHTOB C MEPBUYHBIM CIIOHTAHHBIM ITHEB-
MOTOPaKCOM  UMEIHCh  (PCHOTUIHNYECKHUE
npusHaku HenuddepeHunpoBaHHO# aucIuIa-
31U COEIMHUTENIbHON TKaHU:

1) pacpocTpaHEHHOCTE JIOIMXOCTCHOME-
JIAW CPeIy TIAIMEHTOB C TCPBUYHBIM CIIOHTAH-
HBIM [THEBMOTOpaKkcoM coctaBuiia 90%;

2) meduIHUT Macchl Tesa HaOIomamics B
76% cmy4aes;

3) runepMoOMILHOCTh CYCTAaBOB BBISIB-
neHa y 52,4% manueHTOB.
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PHENOTYPIC MARKERS OF CONNECTIVE TISSUE DYSPLASIA IN PRIMARY SPONTA-
NEOUS PNEUMOTHORAX

A.V. Miheev, S.N. Trushin, M.A. Baskevich

The paper presents the results of a survey of 21 patients with primary spontaneous pneumothorax
using valuation techniques phenotypic criteria of connective tissue dysplasia.
Key words: spontaneous pneumothorax, connective tissue dysplasia, phenotypic markers.
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