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BEHTH/IAINHOHHAS ®YHKIMS JIETKHX'Y TAHMEHTOB C JIACIJIABUEN
COEJUMHUMTEJIBHOU TKAHU U JEOULIUTOM MACCHI TEJIA
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Y 60 nanumeHToB ¢ JeHMUUTOM MACChl TejJa M OTAeIbHBIMM JMCIUIACTHYECKMMM (PEHOTHIIAMM:
MmapdaHonogodHbIM AucmiIacTudeckum (20), mapdanouanoii BHemHocThIO (18), 3aepconmomodnbiM (15) mu
HekJaccHPuuUpoBaHHbIM (7), a Takxke y 30 3M0pPOBBIX JIMI] AHAJOTMYHOIO MMOJIA M BO3pPacTa INPOBEIEHO
Hcc/leI0BaHNe BEHTHIISINMOHHON (YHKIMH JIerKHX, OPOHXHAJbHOIO CONPOTHBJICHHS, JErOYHbIX 00bEMOB H
eMKocCTeil mpu noMouy guarnocTudeckoro kommiaekca MicroLAB (Lassamed, Beiuxoopuranus). Iloayyennsie
pe3yJabTaThl MOKAa3aJIU, YTO y NMALUEHTOB ¢ HeAu(pdepeHUMPOBAHHON JMCIIa3Hell COeAUHUTENbHOH TKAHH Ha
¢one nepummTa Macchl TeJa BEHTWISANNOHHAs (YHKUUS JIETKHX CHHJKEHA 10 CPABHEHMIO € JIHIAMH
KOHTPOJIBHOMH rpynnsl. Y 76,6% mnanuenToB ¢ HeaugdepeHIMPOBAHHON AHMCIIa3Hell COeAMHUTEILHOW TKAHH
Ha ¢oHe neduIMTA MacChI TeJIA MO pe3yabTaTaM 0OAMILICTH3MOIPA(PHYECKOro UCCIeJ0BAHNS 00HAPY/KHBACTCH
NMOBBILICHHE OCTATOYHOI0 00beMa, MpH 3TOM B 69,5% cayuaeB oH mpeBbimaer 120%, qocTurast y 4acTH JIHLY
200%, 4TO CBHAETEJbCTBYET 0 HAJIMYUHU Y HUX JIETOYHOW rUnepuH(IsAIUN, KOTOpasi perucTrpupyercsi Ha ¢oHe
HOPMAJIbHBIX 3HAYeHUHl OPOHXMAJILHOIO CONPOTHUBJIEHUSI, YTO MOXKeT ObITb 00YyCJOBJIEHO C€Ja00CThIO
JABIXaTeJIbHOH MYCKYJIATYpPbl U CHUKEHHeM 3IaCTUYHOCTH JIerKMX BCJeICTBHEe IUCIJIA3MHM COeAMHUTEIbHOMH
TKaHU. IIpyu 3TOM ¢ y4eTOM 4acTOThI BbISIBJICHHUSA JIETOYHON rMNepHMHQISIME JaHHbIH deHoMeH, No-BUANMOMY,
MOKHO paccMaTpUBaTb B KayecTBe 0a30BOr0 KPUTEPUsl JUATHOCTHKH OPOHX0JIETOYHOI0 CHHIPOMA MpH
JAUCIIA3UH COCTMHUTENbHOI TKaHHU.

KiroueBbie crnoBa: AWCIUIa3Ws COCIWHUTENBHON TKaHM, AWCIIACTHUecCKWe (EHOTHIBI, MeUIMT Macchl Tena,
BEHTWISLUOHHAS (PYyHKLUS JIETKHX, JIETOYHAs] TUIIEPUHIISILINS

VENTILATORY LUNG FUNCTION IN PATIENTS WITH CONNECTIVE TISSUE
DYSPLASIA AND WEIGHT DEFICIT
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Ventilatory lung function, bronchial resistance, pulmonary volumes and capacities were analyzed in 60 patients
with weight deficit and specific dysplasia phenotypes, i.e. Marfan-like dysplasia phenotype (20), marfanoid
appearance phenotype (18), Ehlers-like phenotype (15), and unclassified phenotype (7), as well as 30 healthy
individuals of the same gender and age. The analyses were performed via the MicroLAB Diagnostic Complex
(Lassamed, UK). The research findings show that patients with undifferentiated connective tissue dysplasia and
weight deficit are characterized by a decrease in their ventilatory lung function vs. the control group. Body
plethysmography has revealed that 76.6% of the patients with undifferentiated connective tissue dysplasia and
weight deficit have an increased pulmonary residual volume. This indicator exceeds 120% in 69.5% of the cases
and reaches 200% in some patients. It suggests that these patients have pulmonary hyperinflation registered
against the background of normal bronchial resistance. This phenomenon may be conditional to the weakness of
the respiratory muscles and reduced lung elasticity due to connective tissue dysplasia. At the same time, taking
the detection frequency of pulmonary hyperinflation into account, this phenomenon can apparently be regarded
as a basic criterion for the diagnostics of bronchopulmonary syndrome in case of connective tissue dysplasia.

Keywords: connective tissue dysplasia, dysplasia phenotypes, weight deficit, ventilatory lung function, pulmonary
hyperinflation



[Tpobnema aucmnasun coequantenbHoi Tkanu (JICT) BecbMa akTyanbHa 7Sl JIUI MOJIOJIOTO
BO3pacTa M BbI3bIBAET B IOCJIEAHHME TOJbl OrPOMHBIM HMHTEpPEC MpakTHYECKuX Bpaueh. Pan
oreuecTBeHHBIX HccnenoBareneir (M.A. Buxtoposa, 2004; T.M. Kamypuna, 2009) cumrarr, 4TO
pactipoctpanenHocth JICT B momymsanuu konebnercs ot 8-9% no 26-30%. Y 74-85% nereit
LIKOJIBHOTO Bo3pacta BbIsiBIeHBI KinHuueckue nposisiaenust JJCT [1]. 1o muenuto P.I'. OranoBa u
COaBT., pacnpocTpaHeHHOCTh BbipaxkeHHOU [ICT cpenu moapoCcTKOB, HYKIAIOIIUXCSI B MEAUITMHCKOM
JIeYeHUH WM HaOJroJieHnH, cocTaBiser 6omnee 34%, a pacnpoctpaneHHocTs Jerkoi crenenu JICT,
no nanHbM C.H. OpnoBoii u coast. (2011), noxoxut 10 69% [2].

Cpenu cymiecTByromero MHorooopasus gpenorunuueckux mnposisinenuii JJCT renernuecku
JNETEPMUHUPOBAHHBIE NMOPAKEHUS JIETKUX MPEICTaBIsUIN cOOO0M 10 HACTOSALIETO BPEMEHU OAHY U3
HauboJjee CIIOXKHBIX M HAaUMEHee H3Y4YeHHBIX MpoOJeM pecnupaTopHOd MeauiuHbl. OAHAaKo B
MOCJIEAHUE TO/ABI PAJIOM UCCIEA0BATENEH YCTAHOBICHO, YTO KIIMHUYECKUM CUMITOMOM MOPaXEHUS
pecriuparoproit cuctembl mnpu  JCT cIOyXuT CHHAPOM OpOHXOJIETOYHBIN, SBISIFOIIMIACS
MPOSIBJICHUEM JAMCIIJIACTUYECKUX W3MEHEHHUH B PECHHUPATOPHOM CHUCTEME W XapaKTEepPHU3YIOIIUKCS
pasHpIMH KiIuHUYeckuMu ¢enorunamu [3]. Ycranomneno, uro npu JCT OCHOBHBIMH paHHUMHU
KIIMHUYECKUMHU TPOSBICHUSIMH OpOHXOJIETOYHOTO CHHIpPOMA SIBJISIOTCS COYETaHHE HHU3KOU
TOJICPAHTHOCTH K (PU3UYECKON HArpy3Ke, JETOYHOW TUMEPUHQIAINN, CIA00CTH ABIXaTebHBIX
MBI ¢ (POPMHUPOBAHUEM B JAILHEHINIEM JITOYHOM THIIEPTEH3UH [4—6].

Jlnst manmentoB ¢ JICT xapakrepHa HenocrarouHocth nutanus (HIT), koTtopas onpenenser
BBIPAKEHHOCTb, a TaKXE BBICOKYIO YacCTOTY HapylIEHUH TpOo(OIOTHYECKOro craryca, MPUBOJIUT K
pa3BUTHIO JedUIIUTa MACCHI TENA U SIBISETCA AUATHOCTUYECKUM MPEIUKTOPOM HEOIArOmpUsTHOTO
IIPOrHO3a, ACCOLIMMPOBAHHBIM C CHHIPOMOM JIUCIUIa3UM COEAMHUTEIbHON TKaHu [7, 8].

B mpaxTuke nmanueHThl B Bo3pacte 17-27 neT npu HaIM4YMHU CUHApPOMA ACPHUIMTA MaCCh
T€la HMMEKT COBOKYIIHOCTh BHEUIHUX W BHUCLEPAJIbHBIX IPHU3HAKOB CHUCTEMHOTO BOBJICUECHHS
COETMHUTENbHON TKaHU, XapaKTepHBIX AJS TOTO WM MHOTO JucIuiactudeckoro ¢geHoruna (D).
Kak B OoTeyecTBEHHOM, Tak U B 3apyOe:KHONW METUIIMHCKON JIUTepaType Ha CErOAHALIHUNA JeHb HET
CBEJCHUN O BEHTWIAIMOHHOW (yHkumu nerkux (B®JI) y namumeHTOB ¢ AUCIUIACTHYECKUMHU
(denoTunaMu Ha OHE HETOCTATOUHOCTH MUTAHUA. B 3TOMN CBSA3M aKTyalbHBIM SBISETCS U3yUEHUE
B®JI y My»X4uH MOJIOIOTO BO3pacTa C pPa3HbIMHU AMCIIACTHUYECKHUMH (EHOTUIIAMHU, UMEIOIIMMHU
HEJIOCTAaTOYHOCTh NMUTaHus [9].

Iens paboThl: M3yyeHUE MoKazaresneld BEHTHIALMOHHONW (YHKIMH JIETKUX Yy MAllMEHTOB C
OTACNbHBIMH  JUCIUIACTUYECKUMU  (DEHOTHIaMM, COCTABISIIOIIMMU  TIpynmy  3a0oiieBaHUM
HeaudpepeHInPOBAHHON TUCTUIA3UH COSAUHUTENBHON TKaHH, U C IeQUIIMTOM MAcCChI Tela.

MarepuaJ 1 MeTOAbI UCCJIETOBAHUS

BrinonHeHo nMpocneKTUBHOE KOTOPTHOE MCCIIEAOBaHUE, KOropTa (GopMUpOBaIach BO Bpems



HCCIIEIOBAHMS U IIPOCIIEKUBATIACH 10 €70 OKOHYAHMSL.

B cooTBeTCTBHHM ¢ KPUTEPHSIMH BKIIFOUECHUS U UCKIIIOUECHUs ObuH 00caenoBanbl 90 oHOMIEH
(ot 18 1o 27 ner), U3 KOTOPHIX: OCHOBHAs rpyria Habmonenus coctaBuia 60 nmaruentos ¢ JICT Ha
(oHE HEAOCTATOYHOCTH MHUTaHUA, cpedHuil Bo3pacT 21,2+2.3 roma, U KOHTponbHas rpymma — 30
noOpoBonbLEeB, cpenHuii Bo3pact 23,8+1,3 roma. [uarHo3 JICT Obu1 BepuduimpoBaH Ha
OCHOBaHUHU KOMIUIEKCHON OLIEHKHM BHEUIHUX U BHUCIEPATIbHBIX (PEHOTUIMYECKUX MPU3HAKOB, B TOM
quce CTaHJAPTHBIX KIMHHUKO-JTA00PAaTOPHBIX M WHCTPYMEHTAJIBHBIX HCCIIEAOBAaHWNA: HPU3HAKU
JICT BBIABISIIUCH C HCHOJNB30BAHUEM MAarHUTHO-PE30HAHCHOM ToMorpadguu MO3BOHOYHHKA,
peHTreHorpaduu OMOPHO-IBUTATENIFHOTO allapara, Yepena U TOJIOBHOTO MO3ra, YIbTPa3ByKOBOTO
HCCIIEOBaHMUS cepala C JONIUIEpOMETpUEH, OpraHoB OpIOIIHOM MOJOCTH M IOYEK.
Oxonoruieporpauiyeckoe HMCCIeJOBaHUE CEpllla OCYIIECTBIJIOCh Ha YIBTPa3ByKOBOM CKaHeEpe
(Vivid 3).

Kputepun BKIrOUEHUs NMAMEHTOB B MCCIEAOBAaHUE: MY>KUMHBI B Bo3pacte 18 mo 27 ner ¢
npusHakamu JICT u HII, orcyTcTBHE aOCOMIOTHBIX HJIM OTHOCHTENIBHBIX NPOTHBOIIOKA3aHUU K
METO/laM HCCIEIOBAHUs, CIIOCOOHOCTh BBINOJHATH HEOOXOAMMBIE MPOLEAYpPbI, OTCYTCTBHE IpHU
00cCIIeIOBaHNH KIMHUYECKUX CHMITOMOB 3a00JIeBaHMM OpOHXOJErOYHOW CUCTEMBI (B TOM YHUCIE
OCTPBIX B TEUYCHHE TIOCICTHMX 3 MECSIEB), MaTOJIOTHYECKUX M3MEHEHU Ha 0030pHOM
pEHTreHorpaMMe JIETKHUX, COIvIacHe MalueHTa Ha IPOBEJCHUE HCCIIEI0BaHUS.

Kputepun wucCkiItoueHUsT NAIlMEHTOB M3 MCCIEAOBAaHUA: HalIuuue aOCONIOTHBIX WIN
OTHOCHUTEJIBHBIX IPOTUBOINOKAa3aHUM K METOIaM MCCIEJOBAaHUS, HECHOCOOHOCTb BBINOJIHATh
HEOOXOIMMbIE MAaHEBpHI, CBS3aHHBIC C MHCCIEIOBAaHMEM, OTCYTCTBHE COIVIACUsl TNalMeHTa Ha
HCCIIEJOBAHHUE.

Ha I srane 6bu1 ipoBenen otoop 60 tonomei ¢ JICT u Hamuumem aeduumTa Macchl Tena.
Jedbumur wmaccel Tena OICHWBAJICS C HCHOJAb30BaHMEM uHAekca Macchl Tenma (MMT),
ompexaensiemoro crueayromum obpazom: UMT = macca Tenma (Kr)/KBagpaT BETHYHUHBI pocTa (M).
Hedpuuut maccel Tena ycraHaBiuBaiu npu BenumuumHax MMT, paBubeix 18,5 m menee. Crenenb
neduIUTa Macchl Tela yCTaHABIMBAIACH MOCPEACTBOM MHiekca Bapru (macca Tena (r)/poct?) —
(Bo3pact (B romax)/100). Bemuunnasl unaekca Bapru (UB) ot 1,7 mo 1,5 cBuaerenbcTBOBamu 00
YMEPEHHOM CHIKEHMH Macchl Tena, a 1,5 1 MeHee — 0 BeIpakeHHOM Jeuuute Maccsl Tena [10].

JCT omnpenenanu Mo ajaropuTMy, KOTOPBIM BKJIKOUYAd CYMMHUPOBAHHE NPOTHOCTHYECKHUX
k03 dunreHToB Kaxaoro BbeiBIeHHOTO mpu3Haka JICT mo mkame, npemioxkennon T.H.
Kanypunoii, B.H. T'opOGynoBoit [11]. TlapameTpsl BEeHTUIAIMOHHON (YHKIIMU JIETKHX, BKIIOUAs
cTpyKTypy obuiei emkoctu jerkux (OEJI) u 6ponxuansHoe conporusnenue (Raw), nccienopanucey
C HUCHOJNb30BaHHEM YHUBepcaibHOl Oomukamepsl (MasterlabPro «ERICHJAGER», T'epmanus),

nmapaMeTpbl OLHCHUBAJIMCH B IIPOLCHTAX K OOJDKHBIM BCJIMYWMHAM, HWCCICAOBAHUA IMPOBOIUINCH



COIVIACHO NOJIOKEHUSAM XeJNbCUHCKOM Aeknapannun BecemupHoli acconnanum « 9THYECKUE TPUHLUIIBI
MIPOBE/ICHUS HAyYHBbIX MEAULIMHCKUX MCCIIEOBaHUI C ydyacTHeM uenoBeka» ¢ nonpaskamu 2000 r, a
taxxke «[IpaBunamMu kiMHUYEeCKor npakTuku B Poccuiickoit denepanum» ot 19.06.2003 . Ne 266.

Ha II srame roHomu ObLIH pacrpenesieHbl Ha 4 TpyHmbl COMIacHO 4 TUCIIACTHUYECKUM
¢denorunam: mapdanononodHeiii (M®D) — 20 manueHToB, 31epconoaodHbil (D) — 15 manueHToB,
MapdanongHas BHemHOCTh (MB) — 18 uenoBek u HeknaccupumpoBanssiii penorun (HD) — 7
MalMEHTOB. B OCHOBY anropurMa IMarHOCTUKM ykKasaHHbIX JID MOJI0KEHBI NMPUHLUIBI OLEHKH
OCHOBHBIX BHEIIHMX M BHCLEPAIbHBIX NPU3HAKOB JIUCIUIA3UM COCIUHUTEIIBHOM TKaHU COIJIACHO
9KCIIEPTHBIM PEKOMEHJALMAM II0 JMAarHOCTUKE MOHOIE€HHBIX HACJIEACTBEHHBIX HapyLICHUH
COCIMHUTENIbHOU TKaHu [12].

Bce npoBoaumbie nccnenoBanus ObLTH 0100peHbl dTHUecKuMU komutetamu OI'BOY BO
«Culupckuii rocy1apCcTBEHHbIM MeIMIMHCKUIM yHUBEepcuTeT» Mun3npasa Poccuu.

Craructuueckas 00paboTKa BBIMOIHSAIACH ¢ omortbio nakera mporpamMm STATISTICA 6.0.
FOR WINDOWS (cuctema KOMITJIEKCHOTO CTaTUCTUYECKOTO aHalin3a U 00padOTKU JAHHBIX B CPEIe
Windows). Jlns OpoBEepKH THIOTE3bl HOPMAIBHOCTH PACHPEAETIECHUs JAHHBIX HCIOIb30BaICA
kputepuii Hanupo—Yunka. OnucarensHblil aHaau3 BKIodan pacuer kBaptuied (Me, Q1-Q3) ms
HEHOPMaJbHO M HECUMMETPUYHO pPACIpelesIEHHBIX MapaMeTpoB. Tak Kak 3aKOH paclpencicHHs
YKCJIOBBIX 3HAYEHUH OTIMYAJCS OT HOPMAJIbHOTO, CPAaBHUTENbHBIN aHAJIN3 BBIIIOJHEH HA OCHOBAaHUU
U-kputepus Manna—Yutau. CTaTUCTUYECKU 3HAUUMBIMU CUYUTAIHUCH pazinuuuns mpu p<0,05.

Pe3yabTarsl Hcc/ie10BaHUS U UX 00CYKIeHUE

B Tabmuuax 1 u 2 mpencraBieHbl MOKa3aTeId HUCCIEAOBAaHMS BEHTHILMOHHONW (YHKLIHHU
JIETKUX y ManueHToB ¢ HenuddepenupoBanubiMu popmamu JICT u neuiurom Maccehl Tena.

Tabmuma 1
3HaueHUs BEHTWIAIMOHHON (D)YHKIIMH JIETKUX Y TTAIIUCHTOB C AUCIUIA3UEH COCTMHUTEIILHON TKaH!

Ha (OHE HEeJOCTATOYHOCTH MUTAHMSI U JIUI] KOHTposbHO rpymnmsl (Me, (Q1-Q2), p)

ITokaszarenn OcHoBHas rpynna KontponpHas rpynmna
(% oT mOMKHOW BEJTMUMHBI) (n=60) (n=30) P12
9,3 8,8
MO/, n/mMun (7.9-11,0) (7.9-9.7) 0,002
95,7 110,1
0, H ’
KEJL, % (88,5-103,0) (106,7-113,6) <0,001
97,6 108,4
0 H s
DHKEL % (88,3-106,4) (106,4-114,7) <0,001
106,5 111,0
0 s 9
OPB, % (96,70-115,3) (107,5-1144) 0,020
106,1 87,2
0, s 9
ODBI/DXKEJL, % (96.70-1153) (84.8-89.5) 0,0001
MOCas, % 110,2 97,3 0,010




(91.9-124.9) (94.1-103.1)
103,65 90,3
V) > )
MOCso, % (88,5-119.9) (86,87-95.28) <0,001
119.0 31,4
V) > B
MOCzs, % (106,5-137.3) (78,6-85,6) <0,0001

Bce mnokazareny BEHTWISILMOHHOM (DYHKLIMH JIETKUX Y TAIMEHTOB OCHOBHOM T'PYTIIBI
HaXOIWINCh B Tpenienax peepeHCHbIX 3HAYEHUM, HO ObUIM CHMIKEHBI 110 CPAaBHEHHUIO C MALUEHTaMU
AHAJIOTMYHOTO BO3pacTa KOHTPOJIBHOM rpymnsl. ONHAKO aHAJIN3 UHAWBHIYAIbHBIX 3HAYEHUH MTOKa3all,
YTO PECTPUKTUBHBIN THUI C | CTENEHBIO TSHKECTH PECTPUKLUM ObUT BBISBIEH Y § MalMeHTOB: y 4
peructpuposaics MB, 2 nauuenra npuHayiexanu k rpynmne ¢ M® u no 1 uccnenyeMoMy nmenu
COBOKYITHOCTh JUCIUIACTHYECKMX NPU3HAKOB, XapakrepHblx i1 H® u O@. V 1 nauuenra umenoch
CHIDKEHHE CKOPOCTHBIX TOKazarened BeHTWIIIMOHHON (yHKImu jerkux (ODBi, TIOC, MOCzs.7s,
unnekca TudhHo) 1o 0OCTPyKTUBHOMY THITY, HApYIIEHHS B IIpesieniax 1-if creneHu.

Y 7 u3 8 wnowei (87,5%) c pectpuxktuBHbIMU HapyueHusiMu B®JI unpexc Bapru

COOTBETCTBOBaJ BBIpakeHHOU rumnorpodun (UB<1,5), u aume y 1 wmcciaemyeMoro u3 TPYIIBL €

MII® Gpita quarHoctupoBana ymepennas runotpodus (MB coctasun 1,6).

Tab6muna 2

EpOHXI/IaHLHOG COIIPOTUBJICHUC, JICTOYHBIC 00BEMBI U EMKOCTH Y DanucHTOB C ;[chnae.neﬁ

COGI[PIHHTGJ'IBHOﬁ TKaHH Ha (1)OH€ HEOOCTAaTOYHOCTH IMUTAHUA U JINIT KOHTpOJ'H)HOI\/'I IpyIIbI

(MC, (QI-QZ), p)

Ioxazaremm . OcHoBHas Tpymnmna KonrtponbsHas rpymnmna
(% OT DOIDKHOI (n=60) (n=30) pi-2
BEJIMYHHBI)
0,1
Rawsy, k[Ta-1!-c 0,2 ’
’ (0,2-0,4) (0,1-0.,2) <0,001
0,2
Rawsu, kI1a-1'-¢ 0,3 s
! (0,2-0,4) (0,2-0.3) 0.319
0,2 0,1
i 3 s
Raw klla-17" ¢ (0,1-0.3) (0.04-0.22) 0,374
78,8 68,6
V) ’ )
Ritot % (61,7-110.5) (64.7-73.8) 0,03
82,9 106,2
E Bpoxa (733-92.1) (96,6-115.0) <0,001
110,3
OEJI 100,3 ’ <0,001
(93,8-108,4) (106,8-113,7)
109,7
001 122,4 ’ 0.002
(101,5-142,0) (102,8-116,6)
®OE 117,1 106,0 <0,.001
(107,5-130,0) (103,2-112,5)




116,3 95,6

<0,001
(102,2-124,4) (91,4-99,8)

OOJI/OEJI

B 46 cnywasx w3z 60 y mammentoB ¢ JICT (tabn. 2) mpu OTCYyTCTBUHU OpOHXHAIBHOU
OoOCTpyKIIMM B aHaMHE3e M BO BpeMms ucciefoBaHus orMmedanoch mnosbimieHne OO, ®OE u
otrnomenuss OO/OEJL. Y 32 (69,5%) u3z 46 uccnenyembix OO mpesbiman 120%, mocturast y 5
narueHToB 200%. Y 18 (39,1%) yenosek nossimenue otHomeHns OO/OEJI Takke mpesbImaio
120%, B oTnenbHbIX ciaydasx pocturas 157%.

B nenom takme mokazarenu, kak OO, ®OE, OO/OEJI, B rpynne nanuentoB ¢ JACT 6bun
JIOCTOBEPHO BBIIIE, YeM B KOHTposibHOU rpynme (p<0,001), a E Broxa Huxke, 4eM B KOHTPOJIbHOU
rpynmne (p<0,001).

Takum oGpa3om, Mo pesynbraTam OomuruieTH3MOrpaduu JierodyHass TUNECPUHGIISAINS OblIa
y  76,6%

conpotuBieHus. [lo-Bunumomy, oHa Oblia 00ycioBiIeHa cab0OCThIO AbIXaTEeIbHON MYCKyIaTyphl U

HOPMAJIbHBIX  3HAYCHUAX 6pOHXI/IaJILHOFO

O6HaPY)KCHa HUCCJICAOBAHHBIX  IIpU

CHHMXXCHHUEM DJIACTUYHOCTH JICTKUX BCJIICACTBUC JUCIIJIA3UN COGI[I/IHHTGJ'IBHOﬁ TKAHU.
B tabmumax 3 m 4 mpeacTaBieHBI PE3yJbTaThl UCCIEAOBAHMS BEHTHUIISIIMOHHOW (BYHKITUU
JIETKHUX Y MalMEHTOB C Pa3HBIMU AUCIIIACTHUECKUMH (PEHOTHIaMH U ASHUIIUTOM MAcChI TeTa.

Tabmuma 3

H3menenue CKOPOCTHBIX BCHTUJIALIUMOHHBIX HOKaSaTeJ'IeI\/'I, JIETOYHBIX 00BEMOB M €EMKOCTEH y

MaUeHToB ¢ MaphaHonoJ00HBIM (PeHOTHUTIOM, Map(haHOIOTHON BHEITHOCTRIO Ha (hoHE

HEJOCTATOYHOCTH MUTAHMS U y UL KOHTpoIbHOU Tpymisl (Me, (Q1—-Q2), p)

% N3 Map(l)aﬂoun 0 Mapdounnas
e | 55 | g | owamed | 950 R | op
2 (n=20)
! KE (88,3—81%9,1) (79,99(}87,7) (106{712113,6) 0,001 0,001
2 0®B, (96,111—11?3,2) (94,13(121’183,4) (107{51—1i(i4,4) 0.83 0,005
3| OeBKE (102{?21113,3) (105}71?’1314,2) (84,887—’829,5) 0,001 0,001
4 MOC:s (84,16(1%’315,7) (99,171—31’27 1,5) (94, 19—75)3,1) 0,16 0,002
> MOCs0 (81,&?315,6) (95,13(141’166,2) (86,897(1’35,28) 0316 0,001
6 MO (97,13157334,6) (100,2155;1‘;5,40) (78,861:;5,6) 0,001 0,001
7 O] (95,17(1317185,6) (92,19:/{(‘)7,8) (106{591313,7) 0,09 0,001
8 ool (109}3—21(;5,1) (1063—9515,6) (102{3—9{16,6) 0,003 0,002
9 %%JI]I/ (108?61233 1,4) a 18,13159:1535,0) (61 ,35:969,8) 0.001 0001




Tabmuia 4

H3meHeHne CKOPOCTHBIX BCHTUIALMOHHBIX HOKa3aTeHGﬁ, JIETOYHBIX 00BEMOB M €EMKOCTEH

y TIAIMEHTOB C AJIEPCOIOI00HBIM, HEKJIACCH(UITUPOBAHHBIM (peHOTHUTIaMH Ha PoHE

HEIOCTAaTOYHOCTH MUTAHUSA U Y JHI] KOHTpolbHOU rpynmsl (Me, (Q1-Q2), p)

E X DrepconogoOHsIit Hemaccmbl{- KTs
Ne 25 enorun 3 ”$§§§3§§’1” (n=30) 3 b
£z (n=15) )
! KEI (87,29—31%)0,6) (97,692?)3,3) (106{7191113,6) 0,001 0,008
2 0CB, (102{251212,3) (1051?—7151 1,7) (107{51—11(14,4) 0,006 0,08
3| CoBsKER (109}513217,1) (100{719120,6) (84,887—’829,5) 0,001 0,002
4 MOC:s (89,151—91’322,2) (94,121—01’210,7) (94,19—7%3,1) 0,35 0,39
> MOCs0 (97,12(191’277,0) (88,12(131’12 4.4) (86,897(1’35,28) 0,002 0.16
6 MO (101?9276?59,1) (10235?51111‘;4,1) (78,861:;5,6) 0,001 0,001
7 OB (90,7951(())5,1) (99,11(1617(())8,8) (106{591313,7) 0,001 0,091
8 oor (93,191—21’56,7) (107}12—1i532,3) (102}3—91716,6) 0,59 0,083
9 vt (102}503%2,9) (96,412?1312,0) (91,?15:969,8) 0,002 0,091

[lo pesynpratam wHcCCIEIOBaHUS CpaBHEHHWE TMONYYEHHBIX BEJIMYMH B TpyNmax ¢

JUCTIIACTUYECKUMU (DEHOTUNAMU € TPYNIONH KOHTPOJSA MOKAa3ajlo, YTO MEIUaHbl CKOPOCTHBIX
BEHTHJISIIUOHHBIX TOKa3aTese ObLIM B Mpeesiax HOPMaJbHBIX 3HAYCHHUH, OJHAKO OOHAPYKUIHCh
pazmuuusg no MOCzs y nanmentoB ¢ MB, no MOCso y naninentoB ¢ M® u 9@ u no MOCy7s y Bcex
ygeTripex JJD (p<0,05). [Ipu 3ToM BO Bcex MccaeAoBaHHBIX Tpynmnax ¢ D onpenensioch CHIKEHHE
XEJI no cpaBHeHMIO ¢ KOHTposbHOU rpynmoit (p<0,001 mpu M®, MB u O®; p<0,008 nmpu HD).
Campie Hu3kue nokasatenu JKEJI nabmiomanucek y roHomei ¢ ¢ernorunom MB — 90,05 (79,91-
97,76)%, nipu 3ToM MuHuUManbHble 3HaueHHs JKEJI, moiayueHHble B pe3yibTare HCCIEAOBaHUH,
cooTBeTcTBOBAIM 71,1% OT MOKHOM BEIWYMHBLI. BeIWYMHEI JIETOYHBIX OOBEMOB M €MKOCTEH
HaXOAMJIMCh HAa BEPXHHUX I'PaHMLAX JODKHBIX 3HAYCHMH WM mpeBblanu ux. B rpynmax ¢ M® u
MB (65,0%) octaTounblii 00BbeM JIETKHX OBLT JTOCTOBEPHO MOBBIIIEH IO CPABHEHUIO C BEIMYUHAMU
OO y nui koHTpoaBHOM rpynIbl (Pup<0,003 1 pue<0,002).

V3meHeHNs BEHTWISALMOHHBIX [TOKa3aTese, JIETOUHbIX 00bEMOB U €eMKOCTEH B 3aBUCUMOCTH
OT (peHOTHUIIA TIpe/ICTaBIECHBI B Ta0IUIIE 5.

Tabmuna 5

ComnocrapiicHIE BCHTUIIALIMOHHBIX HOKaSaTeﬂeﬁ, JIETOYHBIX 00BEMOB U EMKOCTEH MCXKOAY



MAIUEHTaM¥ ¢ Pa3HbIMU JUCTUIacTUIeckumMu ¢peHorunamu (Me, (Q1—Q2), p)

=~
02 X MapdanonomoOHbIH Mapodouanas | Drnepcomnogo0HbIH H;Kgggfligig
Ne § E ¢denotumn, 1 BHEIIIHOCTb, 2 ¢denotum, 3 wp p p p p p p
S _ _ _ tdbenorum, 4 1-2 1-3 14 | 23 2-4 | 34
g3 (n=20) (n=18) (n=15) o1
= (n715)
985 90,0 933 985
L} KET (88,05-109,1) (79,9-97.8) (87,3-100,6) | (97,6-103,4) | *03 | 037 | 0.98 1 0,36 10,06 | 036
11,2 102,9 105,21 107,50
2| ooB (96,1-123,2) 94.4-113,6) | (102,65-11237) |(105,1-111,7)| O | 0:66 | 085 10.36 ) 0.36 1 0.64
ODB,/ 109,2 110,5 113,26 110,0
3| ken (102,15-113 3) (1058-114.2) | (109,5-117,1) | (100,6-110,6)| >3 | 004 | 0,24 | 020 1 0,141 0,02
103,8 97,40 95,0 106,0
6 | OBl (95,73-115,6) ©2,1-107,8) |  (90,7-105,1) | (99,4-108,9) | 13 | 14| 1O 1 0.95 10361 0.40
132,1 129,83 112,86 121,50
7| oon (109,8-155,2) (1064-145,6) |  (93.9-126,7) | (107,1-132,3)| &9 | 015 0,29 | 015 10,24 1 0.74
oo/ 116,3 119,65 107,0 100,30
8 | okn (108,6-131,4) (11835-135,0) | (102,55-122,95) | (96,45-112,0| %26 | &-27 | 0121 O.11 1 0,04 1 0,22

OyHKIMOHATBHAST OCTaTOYHAs €MKOCTh JIETKMX y manueHToB ¢ M® u ¢ MB Opia
JIOCTOBEPHO BBIIIIE, YEM B KOHTPOJIbHOH Irpymnne: pup <0,01 npms<0,027. B 3 nccnenyeMsix rpynnax
(M®, MB u 5®) OO/OEJI Ob110 BBIIIE, YeM Yy JIMIl KOHTPOJIHHOMN I'PYIITbI, HAYWHAS YMEHBIIATHCS
oT M® u MB x H® (¢ M® — puy<0,001, ¢ MB — pus<0,001, DD — psg <0,002).

ComnocraBiieHle BEHTWISILIMOHHBIX MOKa3aTeaed Mexay nanuentamu otaenbHbix d (tabi.
5) CylleCTBEeHHBIX pa3IMuMil HE BBISBUJIO, 32 UCKIIOUeHHEM JgocToBepHoro cHmkenus JKEJI u MB
no otHomeHnio kK M® u nmoseimennss OO/OEJI y nanuenToB ¢ MB no orHomennto k HO. [lpu
CPaBHUTEJILHOM aHAJIM3€ MoKa3zaTened BeHTWwIsuuM Jierkux ¢ M® u MB, 1O ecTh B rpymnmax
MAIMeHTOB C MAaKCHMAaJIbHbIM HpOsIBIEHHEM Map()aHOUTHOMAHBIX (EHOTHINUYECKUX IPU3HAKOB,
o6buto ormeueHo yBenmumdenne OO u @DOE. BceneactBue 3TOro 3aKOHOMEPHO —YBEIHMYMIOCH
ornomenne OOJI/OEJI, B HekoTopsix ciaydasx Ha 40-50%. B ormenbHbIx cimydasx Benmmunaa OO
nocturana 208%. BrisiBIeHHas y TAaIMEHTOB C pa3HBIMH JAWCIUIACTUYECKUMH (DEHOTHUIIAMHU
nepectpoiika cTpykrypel OEJI cBuIeTenbCTBOBana O pPAa3BUTUM JIETOYHOW T'MNEpUHOIAIMH,
KOTOpas B JaJbHEHUIIEM IMPUBOJUT K HEFaTMBHBIM IOCIEACTBUSIM, CHUKAIOIIUM KauyeCTBO JKU3HHU:
c1abOCTH JIbIXaTEJbHBIX MBIIIL, CO3/IaHUI0 BHYTPEHHETO MOJOXKUTEJIBHOTO aBJICHHUS B KOHIE
BBIJI0XA, JIETOYHOM TMIEPTEH3MM, OTPAHWYECHUIO HApacTaHMs JbIXaTeIbHOI0 00bEMa BO BpeMs
¢usnueckoit Harpyszku [13]. Cpeau mnanuentoB ¢ P u H® wusmenenuss crpykrypsl OEJI,
CBHUJICTEJILCTBYIOLIME O JIETOYHON THNEPUH(IAINHN, TaKkKe HMEIM MEeCTO, HO C YacTOTOH
3HAYUTEILHO MEHbIIEH, YTOOBI YTBEPKIaTh O CTATUYECKOM IOCTOBEPHOCTH B LieJIoM. Tak, B rpymme
¢ 0@ (n=15) Takux nanueHtoB 6610 6 (40%), y kotopbix oTHoIeHrne OO/OEJI nocturano 120% u
6osee, a B rpynne ¢ H® (n=7) — 1 uccnenyemsiii (14,2%). OTCyTCTBHE TOCTOBEPHBIX Pa3IU4UN

MCXKIAY CKOPOCTHBIMU U 00OBEMHBIMU ITOKA3aTEIISIMU BCHTUJIAIIMK JICTKUX Yy MAaUCHTOB B




CpaBHUBAaEeMbIX Ipynmnax oraenbHbeix D B MogaBIsIONIeM YHCIE CIIydaeB OOBSCHIETCS TE€M, YTO
J® npencrapiaoT co6oi OONBIIYI0 U HEOHOPOAHYIO 110 CUMITOMATUKE IPYIITY NaTOJIOTHYECKUX
COCTOSIHUH, TPaHMILIbI MEKIY KOTOPBIMU HE BCErzia 4eTKo 00o3HaveHbl. Hampumep, B 3aBUCHMOCTH
OT CTENEeHU MPOSBICHUS OJHUX U TeX K€ BHEUIHUX (DEHOTUIMYECKUX MPU3HAKOB U UX KOJINYECTBA
IIPOUCXOJWIO paclpezesieHue nanueHTa Mexay rpynnamu ¢ O® u MB umun ¢ M®. Bbonee Toro,
or6op manueHToB B rpymnmy ¢ H® Obin 3aTpynHEH TeM, YTO COTJIACOBAaHHBIC AMATHOCTHUYECKHUE
KPUTEPUHU PACTPOCTPAHSIIUCH TOJIBKO Ha IOHOLIEH 10 20 JieT. AHAIU3 MOJTYYEHHBIX PE3yJIbTaTOB
UCCIIEZIOBAaHUS] BEHTHIALMOHHOW (YHKLUMHU JIETKUX Yy MAIMEHTOB NpPU CPAaBHEHMM C JaHHBIMU
JIpyTUX aBTOPOB BBISBWI OOJBIIYI0O YacTOTy BeTpedaeMocTu runepuHdusauuu (moutn y 70%
narueraToB ¢ JICT u HII, u3 aux B 10% ciaygaes OO Obi1 moBbImeH B 2 pa3a u coctaBmi 200%),
YTO CBUJAETENBCTBYET O HAIMYMM HAauOoJee BBIPAKEHHOH JIETOYHOW THUNEPUH(IALIUM JIETKUX Y
nanuentoB ¢ JICT na ¢one HIL. B 3t0 xe Bpems y maumentoB ¢ JICT 6e3 mpusnakos HII
6oaurieTu3Morpaguueckie mokasarear ObUIM Ha BEpXHEHW IpaHMIle HOPMbI WM HE3HAYUTEIHHO
BhIIIE UX [14].
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