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Pe3rome: IIposedena oyenka napamempos QyHKyuu GHeuHe20 ObIXAHUA V Uy MOI00020 803pAcma
¢ cunopomom Mapgpana u mapgharnonooodbnvim enomunom. Bviseneno 3Hauumoe cHudicenue 0OvbeMHbIX
(?KEJI) u ckopocmuwvix noxazamenei (PXKEJI, ODB1, unoexc Tugpno) y dannvix epynn nayuenmos 6 cpas-
HEeHUU C 2PYNNOU KOHMPOJIAL.

Kniouesvie cnosa: cunopom Mapghana, @B, mpanchopmupyowuii pocmosoi haxmop bema
(T®PP), ODB1, unoexc TupgpHo.

Resume: The pulmonary function tests in young people with Marfan syndrome and marfan-like
states were estimated. Significant decrease in volume and velocity indices (FEV1, Tiffno index) was re-
vealed in these groups of patients in comparison with the control group.
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AKTyallbHOCTh. B psne wuccienoBaHuii MoKa3aHO HEOJArONpPUATHOE BIUSHUE
HaCJIEJICTBEHHBIX HapylieHuii coequuutenbHon Tkanu (HHCT) na mpouecc dopmupoBanus
MaTOJOTUH OPTAHOB JIbIXaHUs, TPOTEKAIOMIEH C AaTUIIMYHOW KIMHUYECKONW KAPTUHOW, UHBIM
MPOTHO30M, MATOMOP(OJIOTHUYECKUMU OCOOEHHOCTSIMHU, YTO CTABUT BOIIPOC M3YyUEHHUS Ta-
KHX KOMOPOHIHBIX COCTOSTHUM B paspsil akTyaibHbIX. Kitaccuueckoii moaensto HHCT siB-
nsietcst cuHApoM Mapdana ¢ BeAyluM naTOreHEeTUYECKUM 3BE€HOM B BUJIE HAPYILICHUS pe-
ryJsuuu Tpancopmupytomiero ¢pakropa pocra-f (TOPP). Ocraercs HEM3ydEeHHBIM, KAKUM
o0pa3oM MaToJIOTHs OPraHoB AbiXxaHus OyAeT nposiBisaThes y nauuentoB ¢ HHCT. Panee
HaMU MPOBEACHO ObLIO UCCIEI0BAHKUE MOCBSIIEHHOE U3YYEHHUIO raCTPOIHTEPOTIOTUUECKUX
3a00JIeBaHUM y JAHHBIX TPYIIl NAIMEHTOB ,B KOTopoM oTMeueHo, uto HHCT conpoBoxka-
10TCs 0osiee BBICOKOM YacTOTOM Pa3BUTHA aTpOPUU U KUIIEYHOW METAIIA3UH CIU3UCTOU
000JIOUKH KeITy/IKa, a TaKkKe 00Jiee TSHKEIBIM TEUEHUEM XPOHUYECKOTO TaCTPUTA YiKE B MO-
J0JIOM BO3pacTe. Y cTaHOBIeHA M30bITouHas skcrpeccus TOPB1 ¢ yBennueHuem yucia
KJIETOK ¢ MUOGUOpOoOIaCTUIECKUM (PEHOTHUIIOM, a TaKKe BhIpaKEHHOCTH (uOpo3a coo-
CTBEHHOU TUTACTUHKU CIIM3UCTON 000J109KH sxkenyaka y nanuentoB ¢ HHCT.

Leab — olieHUTH apamMeTpbl (PYHKIIMN BHEITHETO JBIXaHHS Yy JIMI] MOJIOJOTO BO3-
pacta ¢ cuaapomoM Mapdana u Mmap}panonogo0HbIM (HEHOTHIIOM C YCTAaHOBJIEHHUEM CBSI3U
(EHOTUITMYECKUX TPOSBICHUN B BHUJC MPU3HAKOB CHCTEMHOW BOBJICYCHHOCTU COCIUHU-
TEJIBHOM TKaHU HA MX OCOOEHHOCTH.

Marepuanabl 1 Meroabl. [IpoBeaeHO MPOCTOE OAHOMOMEHTHOE HMCCIEHOBAHUE C
OIICHKOMW TapaMeTpoB ()YHKIIMU BHEIIHETO JAbIXaHus y 144 malueHTOB B paMKaxX Hay4dHO-
HCCIIeIOBATENbCKOM pabOThI 10 U3YYEHUIO XPOHUUECKOTO TaCTpUTA Y IAHHBIX TPYIII Malu-
eHTOB (BPDO®U Ne M13V-001). IlpoBoaunack cTaTHCTHYECKas 00pabOTKa MOJYyYECHHBIX
JaHHBIX TP MOMOIIM nporpaMmsbl Statistica v. 10.0.
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Pe3yabTarhl U ux oocyxaenue. ChopMupoBaHbl TpU TPYIIIEI TAIUEHTOB C XPOHU-
YECKUM TacTpuTOM: 1-s1 — marueHTsl ¢ cuHapomoM Mapdana (n=23; 33,3+10,6 net; xeH-
IMHBL: MYK49uHBI / 8:15), 2-1 rpymnma — mandeHThl ¢ Map@aHomog00HbIM (HEHOTHUIIOM
(n=28; 28,4+9,3 n1eT; )KEHIIUHBL: MY>KunHbI / 6:22), 3-51 rpymma — rpymmna KOHTpoJst (n=93;
27,449,2 net; xeHIIUHBL: MyXuuHbl / 15:78) — manueHThl ¢ MUHUMAJILHOW YacTOTOM IPO-
SBJICHUM HACJIEICTBEHHBIX HAPYIICHUM COCIMHUTEIBHON TKaHU, HE MPEBBIIIAIONINX TaKO-
Byto B momyssiiuu (1-2 mpusnaka). Onpenensin  ¢GyHkuuu BHemHero asixanus (OBJI)
OTIPE/ICTISUIN C MOMOIIBI0 aBTOMaTU3upoBaHHOTO criupoMerpa «MAC-1A» (PecnyGmnuka
benapycs). [Ipu mpoBeieHNH CPaBHUTEIBHOTO TUCIIEPCUOHHOTO aHAJIM3a OTMEYEHO 3HAYM-
MO€ CHHKEeHHE (DYHKIIMOHATBHBIX PE3€PBOB peCUpPaToOpHOil cucteMbl y mui; ¢ CM u MITD
B BHJIC CHIDKCHUSI BEJTMYMHBI KaK €MKOCTHBIX (00beMHBIX) nokazaTesieii: cuuxkenue JKEJI
(p<0,05), Tak u cxopocthbix: ®XKEJI (p<0,05), ODBI1 (p<0,05), ODB1/DXKEJI (p<0,05),
unjekca Tuddno (p<0,05).

BbIBOJLI:

1. ¥V naruenToB ¢ cunapomMoM Mapdana u mapdanornogo0HbM GEeHOTUIIOM OTMeYa-
€TCsl CHIDKEHHE 00BbEMHBIX U CKOPOCTHBIX Tokasareneit @B/l B cpaBHEHUY C TpyIIION KOH-
TPOJISL.

2. BoisiBiieHa oTpuIlaTe/IbHAs YMEpPEHHAs CBsI3b MEXK/Ty KOJIMYECTBOM MPU3HAKOB CH-
CTEMHOU BOBJICYEHHOCTH COCIMHUTEILHON TKaHU, BHIPAXKEHHOCTU (PEHOTHUITMYECKUX TPO-
SBJICHUM U CHIDKEHHEM 0ObEMHBIX M CKOPOCTHBIX Moka3ateneid GBJI.

3. BeposATHBIM 00BSICHEHHEM TIOJyYCHHBIX JIAHHBIX SBJISETCS IMaTOTCHETHYECKas OC-
HOBa cuHjapoMa Mapdana u mapdaHanogoOHbIX COCTOSIHUN B BUJI€ MU30BITOYHOMN aKTHUBa-
uuu TOPP, sBastomerocs 0JHUM U3 KIIIOUEBBIX CTUMYIATOPOB (hrdpo3a.
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