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PPEKTUBHOCTb MEAULLUHCKOW PEABUAUTALLUU
NMPU BPOHXOAETOYHOM CUHAPOME Y NALLUEHTOB

C AUCNAA3UEN COEAUHUTEABHOM

TKAHU

M. B. BEPLUMHUHA, I'. 1. HEHAEBA, A. A. XOMEH4, O. B. APOKUHA
Omckas rocyAapCTBEHHAs MeAULIUHCKAR akasemusi, Poccus

EFFECTIVENESS OF MEDICAL REHABILITATION
AT BRONCHOPULMONARY SYNDROME IN PATIENTS

WITH CONNECTIVE TISSUE DYSPLASIA

VERSHININA M. V., NECHAYEVA G. I., KHOMENYA A. A., DROKINA O. V.

Omsk State Medical Academy, Russia

Insa oueHkn adpPekTUBHOCTM MEAVLMHCKOM pea6V|nMTau,vm npn pas3nnydHblX KJIMHNYECKUX BapunaHTax

OPOHXO0NEro4YHOro CMHAPOMA Yy NULL C AMcnnasnei CoeanHnUTenbHOM TKaHn obcnenoBaHo 174 naumeHTa ¢
LOCT B Bo3pacTe 18-40 net. Bce nauneHThl Obis1n pasgeneHbl Ha Noarpynnsl B 3aBUCUMOCTU OT npeobna-
DAlOLLLEro KIMHNYEeCKOro BapmaHTa OpoHX0NeroyHoro cuHgpoma. lNonyyeHsl gaHHble, NOATBEPXAAOLWNE
3P DEKTUBHOCTb MHANBUAYANbHOM peabunuTaLmMoHHOM nNporpamMmel Yyepes 12 mecsaueB HabnoaeHNs.

KnoyeBblie cioBa: gucniasuns COeanHNUTEIbHON TKaHU, 6p0HXOJ76I'O’-IHbIV7 CHAPOM, ,0686MJ7MT3L1MFI

The aim of the study was to evaluate the effectiveness of medical rehabilitation at various clinical vari-
ants of bronchopulmonary syndrome in patients with connective tissue dysplasia. 174 patients aged
18-40 years were examined. All patients were divided into subgroups according to the predominant clin-
ical variant of bronchopulmonary syndrome. The data supporting the efficacy of individual rehabilitation
program after 12 months of observation were obtained.

Key words: connective tissue dysplasia bronchopulmonary syndrome, rehabilitation

CJIOBJIEHHbIX 3a0oneBaHuiAi 3Ha4YUTEsib-
HOe MeCTO NMPUHaANeXuUT gucnnasum co-
eauHunTenbHoin TkaHm (ACT), pacnpocTpaHeH-
HOCTb KOTOPOI B NONyNsiLMn, NO AaHHbIM paaa
aBTopoB, coctaBngeT ot 10 po 30 % [3]. K Ha-
cTosiLLeMy BpPpeMeHU B BOMNpPOCax BeAeHusa na-

C peov MHOrooGpasuns HacneacTBEHHO 00y-
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LMEHTOB C AMcrjiasmen CoeauHUTEesIbHOM TKaHu
OOCTUINHYT onpepnesieHHbIi KOHceHcyc. Pa3spa-
0oTaHbl MPUHUMUMbI U OCHOBHbIE HampaBJieHUs
BOCCTAHOBUTEJIbHOIO Jie4YeHUus, anpooOUpPOoBaHbI
OCHOBHble MeTOoAbl U MeTOoAuKU peadunuTa-
LMOHHOro npouecca [5]. AkTyanbHoi 3apavein
CerogHsLlIHero gHa 9BJd9eTcqa co34aHue U BHe-
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ApeHue anropuTtmMoB NepcoHUGULNPOBAHHOIO
noaxopa K peabunurauuv nauueHToB, B Mak-
CUMaJibHOM CTEeNeHU YyYUTbIBAIOLLUX XapaKTep u
BbIPaXXE€HHOCTb BeAyLUX CAHAPOMOB, JINYHOCT-
Hble 0COGEHHOCTU U 00 EeKINHNYEeCKNA cTaTyC
nauueHToB [6]. N9 naumeHToB ¢ OpoHXOoNnerouy-
HbiM cuHgapomom ACT ocHoOBOW Ansa co3gaHus
noao6GHOro anroputMa SIBASIeTCS BblAesieHne
OTAEJIbHbIX KJIMHU4YeCKUX BapuaHtoB. Metoabl
MaTeMaTu4eckoro MopaesimpoBaHUs MO3BOJIN-
JIN BbIAESNIUTb YeTbipe KJIMHNYECKUX BapuaHTa
OpoHxoneroyHoro cuHgpoma ACT: 1) GpoHxu-
TUYEeCKuii, NP KOTOPOM OCOOGEHHOCTU Kypwu-
TeNnbHOro noBeAeHus o0yCcNoBJIMBAIOT paHHee
nosiBsieHMe NPU3HaAKOB XPOHUYECKOro GpPOoHXM-
Ta y JIUL, MOJIOAOro Bo3pacTta; 2) OynnesHbIi,
AJIS KOTOPOro xapakTepHo 6eccMMnTOMHOE HO-
CUTENbCTBO CYyOnJieBpasibHO PacrnosIoXXeHHbIX
BO3AYLUHbIX NOJIOCTEN, ABASIIOWMUXCSH NOTEHUN-
anbHbIM cyOGCcTpaTOM AJiI9 CNOHTAHHOrO MHEeB-
motopakca (CM); 3) runepBeHTUNALMNOHHbLINA,
BCTPEYaloLWUNCca KaK NpaBuo, y Jinl XXEHCKOro
noJjia U XxapakTepusyloLwWwMUics KjiacCu4eCcKnmm
npuU3HakamMv r’mnepBeHTUNSILUOHHOIO CUHAPO-
ma; 4) TopakoanadpparmMasnbHbii, CBA3aHHbINA C
pa3BUTUEM TUMNUYHbIX USMEHEHUN BEHTUNSALUMN
n remogavHamMmukun y nuy, ¢ gecdbopmaumsamm rpya-
HOWM KJIeTKU 1 NO3BOHOYHUKa [4].

Llenbto paHHOM paboThl ABASIETCSA OLEeHKa ag-
bEKTUBHOCTM MEOUUVHCKOM peabunutaumum npu
Pa3/INYHbIX KIMHUYECKNX BapmaHTax GpOoHXo-
JIero4yHoro CUHApPoOMa y Ny, ¢ aucnniasmnemn co-

NIOBUSIX MO CXeMe: Tpu pasa B Heaeno 12 Hepenb 2
pa3za B rog. 9dpeKTMBHOCTb MHANBUAYANIbLHOW pea-
OVANTALMOHHOW NPOorpamMMmbl AN Kaxa40ro naumeH-
Ta OLEeHMBasachb Nocne ABYX KyPCOB MEOMULIMHCKOWN
peabunutauumn B ueHTpe AOCT, 1. e. yepe3 12 mecs-
LeB.

TunoBble  peabunMTauMoHHbIE  MPOrpamMmbl
BKJIIOHANM CNEeAyoUNE KOMIOHEHTHI:

1. KoHCcynbTMpoBaHMe naumeHTos.

2. Mopbop paumoHanbHOro pexuma gHsa n edun-
314€eCKOWM aKTUBHOCTMU.

3. dopmMmnpoBaHMe KynbTypbl 340POBOrO NUTa-
HUA, ne4ebHoe NTaHne.

4. MNcuxonornyeckasa peabunuraums.

5. ®unanyeckan peabunurauns:

— punsnyeckne TPEHNPOBKN;

— nevyebHasa GUIKYNbTYPA;

— Nle4yeOHbIN Maccax;

— MexaHoTepanus;

— pednekcoTepanus.

6. AnnapaTtHasa dusnotepanus.

7. BoooneyeHwue.

8. PecnunpartopHas ¢puamnortepanus.

9. MegnkamMeHTO3Has Tepanus.

AnroputMm BbiGOpa MeEToO0B U MeToauK pe-
abunMTauMoHHOro rnpouecca y MauMeHToOB C
pas3nnyHbIMU KINHUYECKMMW BapmaHTaMmu 6poH-
xoneroyHoro cuHppoma OCT npeacrtaBfieH Ha
pucyHke 1.

BpoHX0neroyHeli cHHAP OM
| Maunent kyput |<—| ¥ nawpenta ¢ ACT MaunenT He KypuT

l [ I I ¥ 1

€OVIHUTENbHON TKaHW.
Marepuan n mertoabl. KnvHuyeckme mc-

Tunogaa PI Tunosan PT Tunogaa PT
BpoHxuTHYECKHA TUNEp BEHTUNALMOHHEIA TopakoanadparManeHeli
BapuaHT (Bbp) BapuaHT (TB) sapuaHT (T}

Tunoeaa PI1 BynnesHelit
sapuaHT (Byn)

cnepoBaHus atana MeamuMHCKOM pea6vu'|V|Ta—

umm onga naumentoB ¢ OCT ocywecTBnsanuce |

METOZbI | | METOANKK LIENEBbIE TPYMMbI |

Ha npoTsxkeHun 2010-2014 rr. Ha 6a3e ueHTpa

ACT v otaeneHns BOCCTaHOBUTENbHOW Tepa-

num  3anagHo-CubupcKoro  MeanLMHCKOro

1

Obyyenue B wkone Ana nauuentos ¢ ACT Bce nauuentel

OfyyeHue B WKoNe No oTkazy 0T TaBakokyperua KypALme nayueHTbl

ueHTpa PMBA Poccun B 1. Omcke. Beero B uc- | Tlcwxonoruecian

PauuoHanbHan Tepanua, NoBeAeHYeCKan Tepanua,

ayTOTEHHARA TP EHHPOEKA Bce nayvenTel

peabunutauma

crnenoBaHne peabunuTauyoHHOro atana oObiio

Bkto4eHo 174 naymenta ¢ CT B BO3pacTe 18-

DUIUYECKHE TREHHPOBIHN

BenoTpeHpoBkd B PESKMME ManblX UK CPESHUX

Bce naumenTel npy
Harpysokno Tecry PWC150

PWC150>50 Br

40 net. 3akoH4ynno uccnegosaHme 135 60nb-
HbIX (77,6 %). Bce nauneHTbl Obin pa3aeneHsbi

Bp+Byn+TQ

Ha NOArpPynrbl B 3aBUCUMOCTM OT nNpeobnaaato-
LLIEr0 KIIMHNYECKOro BapraHTa GpPOHX0Nero4Ho-

NeuefiHan ¢ uskyNbTYpa

DQopMUPOBAHKE NPABUNLHOTD CTEPEOTUNA AEIXAHUA,
«BO3BPATHOE» AbIXAHWE, 3BYKOBAA TMMHACTHKA

e

ro cuHgpoma. AnarHoctmka ACT ocyuiecTBna-
nlacb B COOTBETCTBUM C pa3paboTaHHbIM paHee

JHH
;Lnﬁ MBI TYNDBMLLA M KOHEMHOCTeH Bee nayuentel

anropuTMoMm, npegnonaralwmMm CyMMUpPOoBa- | .

Maccax,
ed nekcorepanua

NeyebHeli Maccax, CQI’MQHTaprII’I Maccax
CTUMYNALYMA 3YPUKYAAPHBIX W KOPMOPANBHBIX TOYEK

Ouat parmankeHoe AeiXaHWe, CONPOTUEN EHME Ha
BbI0XE, NO3ULMOHHbIA APEHEK, AbIXATENbHBIE MbILLLE!

HME MNPOrHOCTUYECKMX KOI(PPUULMEHTOB Kax-

noro BoigBneHHoro npudHaka ACT [1]. KnuHu-

AnnapatHas [ap coHBanu3auua BONOCUCTON YAcTH rooBbI,

Bce nauueHTsl
¢ nzmoTepania 3NeKTPOCOH, MarHuToTepanua, CMT-Tepanua

Yyeckue BapuaHTbl BPOHX0IErOHHOr0 CUHAPOMA
BbIOEIANNCH B COOTBETCTBUM C MPEASIOKEHHbIM

Bogoneyenue NeyebHele AYLLK M BaHHE Bce nauueHTsl

paHee anroputMom [4].

PecnuparopHaa H

HebynaizepHan Tepanua, ranoTepanua
duanoTepanua

Kyp ALLe NauueHTLl

B nccnepoBaHne He BKIIOYAIUCh NMauyeHTbl
C OCTPbIMU N XPOHNYECKNMU 3aboneBaHMaMN,
npoaBJyIEHNA KOTOPbIX MNOTEHUWallbHO BJINA-

Mpenapatbl ANA NPOHUNAKT MkM 060CT peHuA

Kyp ALpe nauueHTk!
BPOoHXMT, +j- HUKOT| Tepanua

NPy 0TKa3e 0T KYpeHUA

N Ha pe3ysibTaTbl UCCEO0BAHNS; MaLMEHTbI, |

MeaukameHTozHaA

AHKCHONUTUKM, aHTUANPECCAHTI, HOOTPONbI Mo nokasaHuam

Tepanua

MMelLmMe NMpoTUBOMOKasaHua O nposeae-
HNSA GYHKLMOHANbHbLIX METO0B UCCeN0BaHNS;
OepeMeHHbIe XEHLLMHbI 1 KOPMSALLME MaTepu.

Metabonuyeckas Tep anua Bce nauuenTel

Bce naupeHTsl |

IIIIIIIIIIIIII

Puc. 1. Anroputm Bbi6Opa METOLOB 1 METOAMK PeabunmTaLmMoHHOro

PeabunutaumoHHbie MeponpunaTna npoBo- npouecca y nauMeHToB C pasfnyHbiMU KIMHUYECKUMIN BapuaHTamum

AnnancCb B aMGyHaTOpHO-I'IOJ'II/IKJ'II/IHI/I‘-IeCKI/IX yC-

OpoHxoneroyHoro cuHapoma npu ACT
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KOHEYHbIMN TOYKaMKM OUEHKN 3PPEKTUBHOCTHU
peabunuTauMOHHbIX NPOrpaMMm SBAS/INCH: Ka4eCTBO
XXM3HW nauyeHTa (onpocHMK SF-36), HAEKC KypeHus
(BeamHunuax nadka-neT), pusnyeckas padboTocnocon-
HocTb (TecT PWC150), ncMxoaMoLMOHanbHOe COCTO-
AHWe (TecT Cnmunbeprepa — XaHuHa, onpocHMK CAH,
wkanbl HADS-A n HADS-D), BeretatuBHbIi TOHYC
(Tabnuupl, pernctpupyiolme cyobekTuBHbIe 1 00b-
€KTUBHbIE CUMMMNTOMbI BEreTatMBHOM AUCTOHUN [2],
KO3 DUUMEHT XunbaeHbpaHTa), NPUBEPXKEHHOCTb K
neyeHunto (onpocHuk Mopuckn — IpuH). Mccneposa-
Hne GYHKUMOHAbHbBIX MoKa3aTenen BHELIHEro Aplxa-
HUS NPOBOAMIIOCH MPW MOMOLUM AMArHOCTUYECKOro
komnnekca «MicroLAB» («Lassamed», Benukobpu-
TaHus). Cuna gpixaTeNbHbIX MbILL, OLEeHUBanach npu
nomoLum npudopa MicroRPM («Lassamed», Benuko-
OputaHua). Axomonnneporpaduyeckoe nccnenoBa-
HVE OCYLLLECTBNSANIN Ha yNbTPa3ByKOBOM ckaHepe Vivid
3 («General Electric», CLLA).

OnucaHue n crtatuctuyeckas obpaboTka nony-
YeHHbIX Pe3ynbTaToB NPOBOAUIIACE C YHETOM Xapak-
Tepa pacnpeneneHus n tmna gaHHbIX. YNCNeHHOCTb
BbIOOPOK 0003HaveHa (n). na onucaHus Konuye-
CTBEHHbIX NPU3HaKOB NCNOJIb30Bain MeauaHy (Me) n
NHTepPKBapTUNbHbIN pa3mMax (LQ-HQ). Ana onnucaHus
N CPaBHEHUS KaYeCTBEHHbIX NPU3HAKOB MPUMEHSN
OTHOCUTENBHYKD 4acToTy (%) M yrnoBOW KpUTepuin
®uwepa (9). Kputnyeckmii ypoBeHb 3HAYMMOCTU
HYNEeBOW CTAaTUCTUYECKOW rmnoTe3bl (p) NpUHMManm
paBHbiM 0,05. AHann3 [aHHbIX MPOBOAMICHA C UC-
nosb30oBaHMEM nakeTa nporpamMmm Statistica 6.0.

PesynbraTtbl U 06cyXxaeHune. PacnpeneneHve
NaLMEeHTOB B 3aBUCUMOCTU OT KJIMHUYECKOrO Bapu-
aHTa OPOHXOJIEFOYHOr0 CUHAPOMA N UX XapakTepu-
CTuKa NpeacTaBneHbl B Tabnuue 1.

Bce naumeHTbl 6bIM conocTaBUMbl MO BO3pa-
CTy; BO BCeX rpynnax, 3a UCKJIIOHYEHNEM TPYNMbl C
rMMNepBeHTUNALUMOHHLIM BAPMAHTOM, Npeobnaganu
MY>X4YMHbI. BONBLWIMHCTBO NALMEHTOB ABMSIUCH pe-
rYNSIPHbIMU KYPUIbLLMKAMU, OOHAKO MHAEKC Kype-
HUS OblN 3aMETHO BbllLe B rpynnax ¢ 6poHxuTnye-
CKMM 1 BynnesHbiM BapnaHTamu (Tabn. 1).

Tabamua 1
PacnpepneneHune naumeHToB ¢ [ICT No KNNHUYECKUM
BapuaHTamMm GpOHX0NIero4yHoro cuHgapoma (n=174)

Mokasatenb |Bbp (n=56)|byn (n=63)| B (n=25)|TA4 (n=30)
Bospacr, 23 25 22 24
Me (LQ-HQ) | (21-26) (20-28) (20-25) | (21-27)
My>xuuHbl, | 48 (85,7) | 57 (89,5) 7 (28) 26 (86,6)
n(%)

XeHwmHbl, | 8 (14,3) 6 (10,5) 18 (72) 4 (13,4)
n(%)

PerynsapHoe | 56 (100) | 35 (55,5) 8 (32) 13 (43,3)
KypeHue,

n(%)

NHaekc 5,9 4,1 1,7 3,9
KypeHus, (4,0-7,2) | (3,4-5,7) | (1,1-2,8) | (2,8-5,1)
Me(LQ-HQ)

lMpumeyaHne: 3peck N pnanee bp — BpPoOHXUTUYECKUIA Bapu-
aHT, byn — 6ynnesHbin BapuaHT, B — rMnepBeHTUNSLUMNOHHbIN
BapvaHT, T[] — TopakogmadparmanbHblii BAPUaHT.

MaumeHTbl ¢ BPOHXUTUYECKUM BapUaHTOM UMe-
N1 HanmeHee 6N1aronpPUATHLIA PeadbUNUTALNOHHBIN
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nporHo3 — PI1 (Hn3knn PI1 B 27 % cnyyaes, cpeaHni
B 73 % cnyyaeB). OTCyTCTBME BLICOKOro peabunuta-
LMOHHOro noTeHuyana oObACHSAN0CE TEM (akToM,
4TO BCE MaUMEHTbI C AAHHBIM BapPUaHTOM CUHAPOMA
ABNSNNCH KypPUSIbLUMKAMKM, NPU 3TOM GOSbLUMHCTBO
OT/INYANOCb aHO30MHO3MYECKNM NOAX000M K CBOEMY
COCTOSIHWIO M HN3KOW NPUBEPXXEHHOCTHIO K JIEYEHUIO.

Y naumeHToB ¢ 6ynne3HsiM BapnaHTomM GpoHxone-
rOYHOro CUHAPOMa HeblaronNPUNATHLIN peabunutaum-
OHHbIV NPOrHO3 OblN BbiSIBNIEH B 68 % cnyvyaes (HN3-
ki PIMT 19 %, cpegnuin Pl 49 %), 4To 0T4aCTM Takxe
CBSI3aHO C BbICOKOM pPacnpOCTPaHEHHOCTbIO Kype-
Hns B aToM rpynne. OgHako OCHOBHOE 3HaYeHne ons
onpegeneHns peabunnTauMoHHOrO MPOrHo3a MMen
TOT daKT, 4TO Ha peabunnTauMoHHOM 3Tane bynnes-
Hbli1 BapMaHT Obla AMArHOCTUPOBAH kKak Yy GO0MbHbIX,
MMEBLLNX B aHaMHe3e ann3of nepsu4Horo Cl1, Takny
naumeHToB ¢ 6eCCUMMNTOMHBIM HOCUTENIbCTBOM Oy,
oBHapyxeHHbIX Npu npoBeaeHn MCKT OrK. 9nunaop,
NHEBMOTOPAaKca B aHAaMHE3e 3HAYMTENbHO MOBbILa
pUCK BO3HMKHOBEHUS peumamba Cll kak CO CTOPOHbI
NepBOro anM3oa, Tak 1 C KOHTpJaTepasbHOM CTOPO-
Hbl [7], 4TO BbINO Y4TEHO NMPY ONPEeAeNeHnn KpUTepn-
€B OLLeHKM peabunmntaumoHHOro noTeHumana.

MMNEepPBEHTUNSALMOHHBIA BapUAHT OTANYANICA Hau-
6onee 6naronpuaTHLIM peabunnTauMOHHBIM NMPOrHO-
30M (Bbicokmin PIT B 80 % cnydyaes). Mcuxoamoumo-
Ha/bHblE PACCTPONCTBA, SBASIOLWMECS 3HAYMMbIM
dakTopoMm GOPMUPOBAHMS [OAHHOrO BapuaHTa, B
OONbLUMHCTBE Clly4aeB He TpeboBanu crneumann3npo-
BaHHOW MOMOLLW 1 HOCWIIM CYOKIIMHNYECKNIA XapakTep.

TopakoanadparmMmanbHblli BapuaHT B 26 % cny-
yaeB nmen HM3KNIA Pl1, 4To 0ObACHANOCH HU3KOMN
NPUBEPXEHHOCTLIO K IEYEHUIO U OTCYTCTBUEM rap-
MOHWYECKOrO OTHOLLEHUS K 6one3Hun. MNaumeHTsbl ¢
BbIPaXEHHbIMU AedopMaunsaMm rpyaHON KNeTkm m
NO3BOHOYHMKA MMENU Takxke CyOKIMHMYEeCKne nnu
haxe KINHUYECKN 3HAYMMble HApPYLUEHUS MCUXO-
3MOLMOHaNbLHOW cdepbl.

KayectBO XM3HM naumeHtoB ¢ ACT aBnanocb
NepBUYHOM KOHEYHOM TOYKOW onpeneneHnsa appek-
TUBHOCTW peabunmTaunoHHbIX nporpamm. Kak cne-
OYEeT 13 AaHHbIX, MPUBEAEHHbIX HA PUCYHKE 2, Yry4-
LUEHNEe KayecTBa >XM3HW ObUIO 3aperncTprupoBaHO
Kak aj1g napamMeTpoB NCUXOI0rMYECKOro KOMMOHEH-
Ta 300pOBbS, Tak 1 A4S NapaMmeTpoB GU3NYECKOro
KOMMOHeHTa. PeabnnmntaunmoHHble NporpaMmmbl Bn-
SN Ha BCE MapamMeTpbl Ka4yeCTBa >XM3HU, OOHAKO
BEMMNYMHBI MPUPOCTa CPefHUX 3HAYEHUIN BanibHOMN
OLLEHKN napamMeTpoB GU3NYEeCKOro 1 NCUxonornye-
CKOro 340pOBbsa MMenu pasnuums. Hanbonee 3Ha-
YUMBIA MPUPOCT CPEAHMX 3HAYEHNI OTMeYancsa oas
napamMeTpoB NCUXMYeckoro 300poBbs (+40 6annos),
XWU3HEHHOW aKTMBHOCTU (+23 0Ganna), pPoNeBoro
SMOLMOHANBbHOIrO GPYHKLMOHMPOBaHUS (+25 6annoBs)
1 coumanbHoOro GyHKUMoHMpoBaHus (+21 6ann), T. e.
Onsg napamMeTpoB MCUXONOMMY4ECKOro KOMMOHEHTA
300poBbA. [MapameTpbl GU3NYECKOro KOMMOHEHTA
300POBbS YBENNYMBANNCH B MEHbLLEN CTEMEHU, UX
npupocT konebancsa oT +7 6annoB ons napameTtpa
obuero BocnpuaTua 300poBbs Ao +19 6annos ons
napamMeTpa MHTEHCMBHOCTU 6ONEBbLIX OLLYLLEHWIA.
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B 03 A CO PO3 N3 K3 NK3
p=0,03 p=0,00 p=0,04 p=0,02 p=0,02 p=0,00 p=0,00 p=0,03 p=0,00
@ Hayano nporpammbl (] 3aBepuieHUe Nporpammbl
Puc. 2. CpaBHUTENbHANA XapakTepPUCTNKA NapamMeTpoB
KayecTBa XM3HN No ONpocHMKY SF-36 Ana naumMeHToB
¢ OCT po v nocne peabunurauuu:

p=0,00

DD - Ppusnyeckoe PyHkUMOHUPoBaHUe; PO — ponesoe
dYHKUMOHMPOBaHWe, 06yCNoBNEHHOE GU3NYECKMM COCTOSIHUEM;
MB — niteHcnBHOCTb 6011; O3 — 06LLee BocnpusTme
300p0Bbst; XKA — X13HeHHas akTMBHOCTb; Cd — coumansHoe
dyHKUMOHVpOoBaHue; PO3 - ponesoe GyHKLMOHPOBaHWE,
06yCnoBIEHHOE 3MOLMOHANBbHBIM COCTOsSIHNEM; 13 — ncuxmnyeckoe
310poBbe; PK3 — pr3nyYeckmnin KOMNOHEHT 300P0BbLS;

MK3 - ncrxonornyecknii KOMNOHEHT 30POBbS

OTKa3 0T KypeHUsl ABASNCS BXHENLLEN LENbIO Kyp-
ca peabunMTaUMOHHON MNporpamMmbl s NauveHToB
C noOblM BapMaHTOM OPOHXONEro4YHOro CUHAPOMA.
MepBbIil peabunUTaLMOoHHBIA KYpC BCe KypsiLime npo-
XO4MSIN B COOTBETCTBMWN C TUMNOBOW MPOrpamMmon ans
OPOHXNTNYECKOr0 BapuaHTa. Yepes 12 mecsaueB no-
Cle BKJI0YEHMS B MPOrpamMmMy NOMHOCTLIO OTKa3anuch
OT kypeHus 65,5 % naumentos ¢ ACT (n=57), cywe-
CTBEHHO CHU3UAN WHTEHCUBHOCTb KypeHus 21,8 %
naumeHToB (n=19), npu atom 12,5 % (n=11) cHM3UM
WHTEHCUBHOCTb KypeHus meHee 4yem Ha 30 % oT uc-
XO[HOro ypoBHS. lMNMaumeHTbl ¢ 6yane3HbIM, M’MNepBeH-
TUNSALMOHHBIM 1 TopakoauadparmanbHelM BapuaHTa-
MU BGPOHXONErOYHOIO CUMHOPOMA AEMOHCTPMPOBaNU
6oniee BLICOKYIO CTEMEHb MOTUBaLUMK 1 BoNlee OXOTHO
0TKa3blBaNMCb OT KypeHus. MNauneHTbl ¢ GPOHXMUTUYE-
CKUM BapWaHTOM MOJIHOCTbIO OTKa3anucCb OT KypeHUs
JINLWb B NOJIOBUHE CJTy4aEB, YTO OOBbACHAETCA MCXOLHO
6onee BbICOKMMM NMokasaTensaMn MHOEeKca KypeHus u
CTeneHn HUKOTUHOBOW 3aBUCUMOCTM.

OuHamnka ¢pusnydeckoit paboTocrnocobHOCTU oue-
HMBaNacb NO KOAMYECTBY nuy, ¢ HM3kom (PWC150 me-
Hee 50 BT), cpeaHeinn (PWC150 50-100 BT) 1 BbICOKOWA
duamnyeckon pabotocnocobHocTeio (PWC150 Gonee
100 BrT). MNpwu BKAIOYEHUN B NPOrpaMmy Cny4yaeB HU3-
Ko dursnyeckoir paboTocnoCoOHOCTM BLISBNEHO He
OblN0, KONMMYECTBO NALMEHTOB CO CPEAHUMK Mnokasa-
Tenammn konebanocb ot 49 no 73 % B 3aBUCUMMOCTU
OT BapuaHTa OPOHXONEro4YHOro CUHApPOMA, a [oss
NnauMeHTOB C BbICOKOM (ur3nyeckon paboTocnocob-
HOCTbIO COCTaB/siia COOTBETCTBEHHO OT 27 0 51 %.
YBenuieHue euanyeckoin paboTocrnocobHOCTU Yepes
12 mecsiueB peabunutaumm Habno[anocb NPy BCex
BapuMaHTax OpPOHXO0NEeroYyHoro cuHapoma. Pasnuuuns
L1 BCeX BapnaHTOB BblIM CTATUCTUYECKM 3HAYMMBIMU
(p(9©)<0,001). Hanbonbmin npupoct (40-50 %) 6bin
3aperncTpypoBaH As1a NaunMeHToB ¢ BPOHXUTUYECKM
1N TopakogmadparMasbHbiM BapuaHTamu GpoHxone-
rOYHOro CMHAPOMA.

BnuaHue peabunutauMoHHOro npolecca Ha
Jpyrve KIMHUKO-DYHKLUNOHANbHbIE MNapamMeTpbl,
onpegenswowme peabunMTauMoHHbIA noTeHumnan
nauMeHToB, NpeacTaseHbl B Tabnuue 2.

Tabavuya 2
YacToTa BCTpEe4yaeMoCTU UccriefyemMbix napamMmeTpoB
y nayueHToB ¢ ACT po v nocne peabunutauun, %

Byn B T4

nocne | 4o
n=53 |n=25

CuHapom Bp
(MeTO,D,VIK? Ao nocne no
C OUEHKOW | n=56| n=39 |n=63
B 6bannax)
OuctoHus,
cy6bekTMBHO
(OB meHee
15)

AncToHuns,
06bEKTMBHO
(OB meHee
25)

CumnaTu-
KOTOHMS
(KX 6onee
4l9)

BaroTtoHuns
(KX meHee
2,8)

CybKknunHN-
yeckast
TpeBora
(HADS-A)

3Haunmas
TpeBora
(HADS-A)

Cyb6KNNHHK-
yeckas
aenpeccus
(HADS-D)
3HauyuMas 36| 00 (00| OO0 [80] 0,0 |00 0,0
Aenpeccus
(HADS-D)
JINYHOCTHas
TPEBOXHOCTb
(CX 6onee
30)
PeakTnBHas
TPEBOXHOCTb
(CX 6onee
30)

CAH

MeHee

5 6annos
Hwn3kasa Kom-
MJaeHTHOCTb
(MI" meHee 4)
Kawenb 100 | 56,4* {39,7|22,6*| 8,0 | 0,0 |46,3| 22,7
BC 36 00 [00]| 00 |100|66,7*| 0,0 | 0,0

MRC > 1 39,3|20,5%|15,9| 7,5 |44,0| 23,8 |50,0|22,7*
6anna
O6cTpyK-
TUBHbIN CUH-
ApoM
Cnaboctb 7,1
AblXaTenb-
HbIX MbILULY
JNleroyHas 36| 00 00| 00 |00/ 0,0
rMnepTeHsusa

nocne | Ao
n=21 |n=30

nocne
n=22

51,8/30,8%2/ 38,1 18,9 | 88,0| 61,9* |46,7 | 22,7*

46,4 | 28,2* 28,6 | 15,1* | 72,0 47,6% |40,0| 18,2*

33,9|17,9%|27,0|13,2* | 64,0 | 38,1*% | 26,7 | 9,1*

10,7 10,3 12,7, 5,7 | 80| 9,5 | 6,7 | 9,1

48,2 |25,6% | 23,8 72,0|38,1%|20,0| 4,5*

2,6 48| 00 |28,0/|95* 00| 0,0

17,5/ 5,7% |20,0| 14,3 | 3,3 | 0,0

55,4| 41,0 |31,7| 26,4 |92,0| 85,7 |33,3| 27,3

71,4|51,3*|50,8|22,6%|92,0| 57,1*% |1 40,0 | 13,6*

10,3*|15,9| 5,7 /60,0 |28,6% |33,3|13,6*

15,4*% |66,7|20,8*% 36,0 19,0 | 76,7 | 36,4*

33,9/12,8%130,2|15,1*| 8,0 | 0,0 |26,7| 18,2

531 00| 00 00 0,0 |23,3| 9,1

16,7| 4,5

lMpumeyaHne: OB — onpocHuk BeliHa; KX — koadduumeHT
XunboeHbpaHTa; HADS-A — rocnutanbHas Lwkana OLeHKN Tpe-
BOrv u genpeccun (Tpesora); HADS-D — rocnurtansbHas wkana
OLEeHKN TpeBorn n genpeccun (genpeccusi); CX — onpocHUK
Cnunbeprepa — XanunHa, CAH — wkana «CamouyBcTBUE, AKTUB-
HOCTb, HacTpoeHue»; Ml — wkana oueHKM KOMMIAEHTHOCTU
Mopwuckn — TpuH.

* — CTAaTUCTUYECKM 3HAYMMO MO CPABHEHMIO C aHANOTNYHbIM
nokasarenem o peabunutaunm (p(¢p)< 0,05).
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MonoxunTtenbHoe BAUsHWUE peadbunntaumoHHbIX
nporpamMm Ha COCTOSHME T[CUXOBEreTaTUBHO-
ro ctatyca y naymeHtos ¢ ACT OblsI0 0Xnaaemo
M HEeOOHOKPATHO AEeMOHCTPUPOBANIOCh paHee.
B Hawem uvccnenoBaHumM Takxke ObIIO MONYYEHO
YMEHbLUEHNE BbIPAXEHHOCTN CYObEKTUBHbIX W
O0OBLEKTUBHbIX MPOSIBJIEHUI BeretaTMBHOW AOUC-
GYHKUMN, NPEUMYLLECTBEHHO 3a CYeT cumna-
TUKOTOHUM, NPU BCEX KIMHUYECKUX BapuaHTax
OPOHXONEro4yHOro cumHgpoma. TpeBOXHO-ae-
npeccuBHble paccTpoicTBa Obin B Oosbluen
CTENEHU XapaKTepHbl Ans OPOHXUTUYECKOrO U
r’MNEPBEHTUNSLMOHHOIO BapuMaHTOB, MNO3TOMY
MMEHHO B 9TUX Noarpynnax nauMeHToB ObI10 3a-
PErncTpMpoBaHO CTAaTUCTUYECKN 3HAYMMOE CHU-
XEHVE 4acTOTbl BCTPEYAEMOCTU CYOKIMHUYECKUX
N KIWHWYECKN 3HA4YMMbIX HGOPM TPEBOrM u pe-
npeccun no onpocHuky HADS. YpoBeHb peak-
TUBHOW TPEBOXHOCTK NO onpocHuky Cnunbepre-
pa — XaHunHa TakXke 3Ha4YMMO CHMXKaNCs BO BCEX
rpynnax nauymeHToB. B TO e BpemMs ypoBeEHb NNy -
HOCTHOW TPEBOXHOCTU OCTaBasiICd HEU3MEHHbIM,
no-BUAVMOMY, AaHHbIN MokasaTtenb aBnseTcsa 60-
flee CTOMKOM XapakTePUCTUKOM JIMYHOCTU U ero
Koppekuns TpebyeT 60nee MHTEHCUBHbLIX N NPO-
OOJIKUTENbHBIX JIe4EOHbIX MeponpuaTuin. Y Bcex
nauMeHToB Obl10 3aPUKCUPOBAHO 3HAYMMOE YBE-
nn4yeHuve cpepHero 6anna no wkane CAH, 4To xo-
POLLO KOPPEeNMpPYeT C yiy4ylleHnemM nokasarenen
KayecTBa Xn3Hu. lNMoBblLLEHNE NMPUBEPXEHHOCTU
K BbINMOJIHEHMIO BPAY€OHbIX Ha3Ha4YeHnn ObIo OT-
MeYyeHO BO BCex rpynnax. Y naymeHToB C runep-
BEHTUNSAUMOHHBIM BapMaHTOM OaHHOE MOBbILLe-
HNE HE NMENO CTaTUCTUYECKOW 3HAYMMOCTK, YTO,
no-BUAVMOMY, CBA3aHO C M3HA4YaNbHO OOCTATO4-
HO BbICOKMM YPOBHEM KOMTMIanHca.

Hanbonee 3Ha4YnMMble U3MEHEHUS PYHKLMO-
HaJIbHbIX NOKa3aTenen ObIIM NoNyYeHbl st 6POH-

CBeaeHus 06 aBTopax:

XUTUYECKOro n Oynnes3Horo BapuaHTOB OPOH-
XONIero4YHOro cuHOpOMa, 4YTO, C Hallel TOYKMU
3peHus, Obl10 CBSA3aHO C 60bLUMM KOJIMYECTBOM
KYpUnbLIVKOB B 00enx noarpynnax, KotTopblie B
xo4e peabunutaumm OTKas3anncb OT KypeHus.
YacToTa BbISIBIEHUS COOTBETCTBYIOLLMX CUMMTO-
MOB MO AaHHbIM HaMuUreHcKoro onpocHmka gng
MnaunveHToB C TUNEPBEHTUNALMOHHBbIM CUHAPO-
MOM cHu3unace co 100 po 66,7 % (p(¢)<0,01).
Ina TopakogmadparmMmanbHOro BapruaHTa Hanbo-
niee 3Ha4YnMble N3MEHEHUSA ObISN BbISIB/IEHbI B OT-
HOLWIEeHUN nokKasaTtensa «oabiwka rno wkane MRC
6onee ogHoro 6anna», 4YactoTa BCTPEYaeMOCTM
KoToporo coctaesuna 50 n 22,7 % po n nocne pe-
abunutaumm cooTBeTCTBEHHO (P(()<0,05).

3akniodeHue. lNpu peabunntaumm naymeH-
T0B ¢ ACT cyuwieCcTByeT 3HAYUTENbHbIN pe3eps
aona  yaydweHusa @OyHKUMOHaNbHbIX BO3MOXHO-
CTel opraHmama, a Takxe Aysi MCMxXonormyeckom
M coumanbHOM agantaummn. Takme KpuTtepum, Kak
06pa3 Xn3Hu, pmnanyeckas paboTocnocoOHOCTb,
NCUXO3MOLIMOHAIbHOE COCTOSHME U psn aopy-
r’MX OTHOCATCS K Moanduunpyembim dakTopam,
ynyylwamwmm peadbunantaumoHHbln NPorHo3. Bbl-
neneHve KIMHMYeCcKnx BapruaHToB OPOHXONeroy-
Horo cuHgpoma npu ACT nossonuno paspabo-
TaTb M anpobupoBaTb TEXHONOINIO MEeAVNLMHCKOWN
peabunutaunn. Hamm npennoxeH anropuTm Bbl-
6opa MeTOAO0B U METOAUK peabunutaunoHHOro
npouecca y nauneHToB C PasfnyHbIMU KJIMHUYe-
CKMMW BapuaHTaMmn OPOHXONEero4YHoro CUHAPO-
Ma. MNpoBepeHbl anpobaums n oueHka apdekTmB-
HOCTU peabnnuTauMOoHHbIX MPOrpamMM, 4oKa3aHo
NO3UTUBHOE BIUSIHWE peabunuTaumm Ha kaye-
CTBO XW3HM MauUMEHTOB, a TakXe Ha Kputepuwu,
onpegensaowme peabnnnTauMoHHbIN MOoTeHuman
M cTeneHb GYHKUMOHANbHbIX HAPYLLUEHNI CO CTO-
POHbI pecnMpaTopHO CUCTEMBI.
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ADHESION MOLECULES: CONTRIBUTION TO FORMATION
OF DYSPLASTIC PHENOTYPE
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OnpepeneHa B3aMMOCBA3b MNA3MEHHONM KOHLEHTpauun E-, L-, P-cenekTtuHoOB, MOneKkyn aaresvmu
1 Tvna: mexkneto4dHom (ICAM-1), TpombounTapHo-aHaoTenmansHon (PECAM-1), cocyaguctoi (VCAM-1)
c ocobeHHocTamu deHoTunay 102 naumeHToB (79 MyXX4MH 1 23 XXeHLLUVH, cpegHuii Bo3pacT 21,9+4,4 nerT)
c aucnnasuven coeanHnTenbHol TkaHn (ACT). Y 88 60nbHbIX BEpUPULMPOBAH CUHOPOM Mponanca Mu-
TpanbHoro knanana (NMMK), y 2 — nobpokayecTBeHHas rmnepMobnbHOCTb CYyCTaBoB, Y 3 — HEKNAaCCU-
duumpyembii eHoTn 1y 9 — NOoBbILWEHHAa AMcnnacTuyeckas cturmatmaauns. CteneHb CUCTEMHOIO
BOBJIEYEHUS CcOoeanHUTEeNbHOM TkaHn coctasuna 2,0 [1,0-3,0] 6anna. ¥ nauneHtoB ¢ ACT BbISBMEHDI
HapyLIEeHMs NPOLECCOB MEXKIETOYHOro B3aMMOAENCTBUS B BUAE YBENIMYEHHbIX MNNa3MEHHbIX YPOBHEN
E-cenektuHa, ICAM-1, VCAM-1 n cHuxeHHoro — PECAM-1. MakcumanbHble cekpeumn E-cenektmHa um
VCAM-1 onpepensnnucb B Chy4asix kKnaccuduumpyemocTn AMCNNacTUYeckoro cuHapoma/deHoTmnna;
E-cenektuHa, ICAM-1 n VCAM-1 — npu remognHammnyeckn 3Hadnmom MNMMK; ICAM-1 — npy MHOXECTBEH-
HbIX KapauanbHblX aHOManusx. BHewWwHWe n BucLepanbHble ANCNIacTUYECKNE NPU3HAKN MOTYT ObiTb UC-
NOJb30BaHbl B KA4eCTBE CKPUHUHI-CTpaTudukaumm aucbanaHca aare3mBHbIX MOJIEKyN s BbiIBNEHUS
CYOKIMHMYECKOW 9HAOTENMANbHON AUCHYHKUMN 1 GOPMUPOBAHUS FPYNN pUcka cepaevyHo-COCYANCTbIX
OCJIOXXHEHUIA.

KnoyeBsbie croBa: MOJIEeKY/Ibl aAre3nn, coeanHnTesibHas TKkaHb, Ancriyia3vs, peHoTun

Interrelation between the plasma levels of selectins (E, L, P), intercellular (ICAM-1), platelet-endo-
thelial (PECAM-1), and vascular (VCAM-1) cell adhesion molecules and peculiar features of phenotype
was determined in 102 patients (79 men and 23 women, aged 21.9%+4.4 years) with signs of connective
tissue dysplasia (CTD). Mitral valve prolapse syndrome was revealed in 88 patients, benign hypermobility
of joints — in 2, unclassified phenotype - in 3, and increased dysplastic stigmatization — in 9 patients. The
score of systemic involvement of connective tissue was 2.0 [1.0-3.0] points. The patients with CTD were
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