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Beenenmne. CniontanubiM maeBMoTopakcoM (CII) Ha3bIBarOT pa3pbiB OpOHXA HIIM y4acTKa JIETKO-
ro, HE CBA3AHHBII C MEXaHWYECKUM MOBPEKICHHEM JIETKMX WJIN TPyAHOH kieTku. [IpuHsaTO BBIAE-
naTh nepBuyHbIA 1 BropudHbii CII. K Bropuunbm otHOCAT cinydan ClI, Bo3HUKatomue Ha (hoHE Ka-
KOTO-TM00 3a00JIeBaHMs ABIXaTEIbHOW CHCTEMBI, JIMIUPYIOMUM W3 KOTOPHIX sBIsSETCS Oymie3Has
dhopma ampuzemsl. Kpome 3roro, k Bropuanomy CIT MmoxeT npuBecTr TyOepKyIie3 u abCIecC JIETKUX.
CrOHTaHHBII IEpPBUYHBIN THEBMOTOPAKC pa3BUBaeTCs 0€3 BUAMMBIX MPUYKH. B To ke BpeMs u3BecT-
Ha cBa3b neppudHoro CII ¢ HacienCTBEHHBIMU HapYIIEHUSMU COCIUHUTEIBHON TKaHH, B MEPBYIO
ouepenr — cuHIpoMamMu Mapdana, Dnepca-/lannoca. CII sBusercs omHuM U3 Hanboliee creruduy-
HBIX TIPU3HAKOB cuHApoMa Mapdana, KOTopoMy mprcBanBaeTcs 2 Oaniia Mo mKaje CHCTEMHOTO BO-
BJICUCHUS COCAMHUTENbHOM TKauu. [laTtorenes passurus CII npu cunapome MapdaHna ocraercs 110
KOHIIa Hen3y4eHHBIM. [lonaraiot, yTo onpenenenHbiii BKiaan B pazsutue CII nmeeT akTuBanus TpaHc-
dhopmupyromero gakropa pocta-p (TGF-p), cBolicTBeHHas BceM (PpUOpMILITHHOTIATASIM — CHHIPOMY
Mapdana, nepBUIHOMY TPOJIANICY MUTPAIBHOTO KIalaHa W TaKOMY JIHCIIACTHYECKOMY (EHOTHITY
kak Map¢anounanas BHemrHocTh. CBs3p CII ¢ mpusHakaMu n1ru33MOpHOreHe3a, y4acTBYIOIUMHU B all-
TOpPUTME AMArHOCTUKH PAa3IMYHBIX JAUCIUIACTHYECKUX (DEHOTUIIOB paHee He U3ydalach.

Heap uccaenopanusi. OUEHUTH PACIPOCTPAHEHHOCTh BHEIIHUX MPHU3HAKOB IU33MOpHOreHe3a 1
TUCTUTACTHYECKUX (PEHOTHUTIOB y MOJIOIBIX MYKYHH, TIEPEHECITUX CIIOHTAHHBIN ITHEBMOTOPAKC.

MarepuaJjnl 1 MeToAbl. /{7151 o1leHKH BO3MOXKHBIX cBsizeit CII ¢ BHEITHIMY MpU3HAKAMU TH3IM-
Opuorenesa ObuTa 0OceIoBaHa rpyIa MOJIOJIBIX MYK4WH B Bozpacte oT 19 no 28 ner ¢ CII (ot on-
HOTO /IO IISATH SMHU30[I0B) B aHaMHe3e (26 uenoBek). Y Bcex oOciienoBaHHbIX AuarHo3 CII Obut moa-
TBEPIKJICH ITPU MPOBEACHUH KOMIIBIOTEPHON TOMOTpa(uy OpraHoB TPYAHOHN KIeTKU. [ pynmy KOHTpo-
Jii COCTaBMJIM TPAKTHYECKH 370pOBBIe IOHOMM wu3 uwncia cryaeHToB Cankr-IleTepOyprekoro
[Tennarpuueckoro ynusepcuteta (330 uenoBek) B Bo3pacte ot 19 no 24 net. Bcem manuentam mnpo-
BEJICHO (PEHOTHIUYECKOE M AHTPOTIOMETPUIECKOE 00CIE0BAHMSI C LIETbIO BBISBJICHHUS BHEIIHUX MTPH-
3HAKOB JM33MOpHOreHe3a M AMarHOCTUKHA MappaHOMAHON BHEHIHOCTH. J(narHoctuka MapdaHoui-
HOM BHEIIHOCTH IPOBOJWIACH COTIIACHO PEKOMEHIAIUSAM C y4eTOM CHEMU(UIHOCTH OTIEITHHBIX
KOCTHBIX Tpu3HaKkoB. s wckiroueHus cuHapoma MapdaHa BceM MarieHTaM OCHOBHOM TPYIIITBI
MIPOBOJIMIIN 3XOKapaAnorpaduieckoe o0ciIe[oBaHNe ¢ OLEHKON JruaMeTpa KOpHS U BOCXOJIIeH aop-
TBI U OCMOTP O()TambMoIOra JUIsl HCKJIIOYCHHUSI SKTONNU XpyCTaluKa (paciinpeHrne aopThl U IKTOMUS
XpycTanuka — «OoJbllue)» npu3Haku cuHapoma Mapdana).

Pesyabrarsl. /11 Monoasix MyxuuH ¢ CII o cpaBHEHHIO ¢ IPAKTHUYECKU 30POBBIMU FOHOIIAMHU
XapaKTepHO 3HAYMMO OoJiee YacTOe BBISBIEHHE KOCTHBIX MPHU3HAKOB AM3IMOpHoTeHe3a. B mepByro
o4epesab 3TO MPU3HAKH, BXOAAIINE B JUATHOCTUYECKUE aITOPUTMBI BBISIBICHHS CHHIpoMa MapdaHna
1 MappaHOUTHON BHEITHOCTH — BOPOHKOOOpa3Hast Aedopmannu rpygHoi kinetku (38,5% vs 18,8%,
p=0,03), cumnrom 3amsictes (80,8% vs 41,2%, p=0,0001), camrnrom Gombioro nanbema (65,4 % vs
28,8 %, p=0,0001), mrockocromme (53,8% vs 32,7%, p=0,02) u BanprycHas aedopmariusi CTOIBI
(38,4 % vs 7,0 %, p=0,00001). C paBHOIT 4aCTOTOI BBISBISIOTCS ACTCHHYECCKUA THUIT KOHCTUTYIIHH
(69,2% vs 55,8%, p=0,18), xunesuganas nedopmanus rpyaHoit kietku (3,8% vs 3,6%, p=0,96) u
CKOJTMOTHYECKasl Jedopmarus mo3BoHouHuKa (76,9% vs 64,8%, p=0,21), 4T0 CBHIETEIHCTBYET O
HU3KOU Crenn(PHUIHOCTH STUX NMPU3HAKOB B BBISIBICHUH CHCTEMHOTO Me(eKTa COeNMHUTEIbHON TKa-
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HU. B TO %e Bpems apkoBHIHOE HEOO, KOTOPOE OBLIO HCKITIOYEHO U3 PEBU30BAHHBIX KPUTEPHEB CHH-

npoma Mapdana, HO BXOJsIIIIee B aJlTOPUTMBI IMarHOCTHKU Map(aHOUHOH BHENIHOCTH, TOYTH B TPU

pasa vame BeisiBisieTcst y myxunt ¢ CIT (92,3 % vs 39,1%, p=0,00001). 3naquTenpHO Yalie y mnaim-
€HTOB OCHOBHOW T'PYIIIbI ONPEACISIIUCh KOKHBIE TPU3HAKA — TIOBBIIICHHAS PACTSDKUMOCTD KOXKH

(73,1% vs 25,5%, p=0,00001) u arpopuueckune pyorst (20,0% vs 5,8 %, p=0,008). Takoii BEICOKO-

crienupUIHBIA 711 cuHapoMa Mapdana nmpu3Hak Kak arpodrudecKkrue KOKHBIE CTPUHU, OOHAPYKEH Y

manueHToB ¢ CII maxke HEZOCTOBEPHO pexe, 4eM B KOHTpoibHOU Tpynme (8% vs 13,9%, p=0,36).

['mnepMoOMIBHOCTE CYCTaBOB, OLIEHEHHAs 10 1mKaie belitona B 4 u Oonee 6amIoOB, TaKXkKe XapakTep-

Ha ans myxuuH, nepenecmux CII (42,3% vs 23,6%, p=0,03). KoppensunoHHbIi aHanu3 mokasai

HaJM4He JOCTOBEPHBIX MPAMBIX cBsizedt Mexay CII m TakuMu KOCTHBIMU MPU3HAKAMH KaK apKOBHU/I-

Hoe HEOO (r=0,33), apaxnomaktmmms (r=0,35) u qonmuxocteHomenus (r=0,37), a TakKe MOBBIIICH-

HOH pacTskuMocCThIo KoxkH (r=0,32), p<0,05 mist Bcex.

CpenHee YnCI0 KOCTHBIX MPU3HAKOB, YUACTBYIONIMX B BBISBICHUN Map(aHOWIHON BHEITHOCTH,
0Ka3aJIoOCh TIOYTH Ha €IMHUITY BBINIE B OCHOBHOH rpymie (4,3+ 1,2 vs 3,4+1,5, p=0,004). Mapdano-
WIHAS BHENTHOCTH KaK JUCIIACTHYECKUN (DEHOTHN BBISABISIETCS B JBa pa3a dame y MyxduH ¢ CII
(30,8% vs 16,2%, p=0,08). CucremHOe BOBIJICUCHNE COCTMHUTEIHHON TKaHU (Ooiee 5 OamioB) B
AT Pa3 yamle onpeaesnsercs y MmyxxunH, nepenecmmx CIT (50,0% vs 9,9%, p=0,00001).

BrIBOALI.

1. ¥V nanueHToB, NepeHeCcUInX MEPBUYHBIA CIOHTAHHBII MHEBMOTOPAKC, CYLIECTBEHHO Yalle BbI-
SIBIISTIOTCSL BBICOKOCTICIM(DUYHBIC TIPU3HAKH JU39MOpHUOTreHe3a — CHMITOMBI apaxHOJAKTHIINH, Je-
(dopmanust rpyJHON KIETKH, apKOBHIHOE HE0O, MOBBIIICHHAS! PACTSKUMOCTh KOXKH, THIIEPMOOHIIb-
HOCTh cycTaBoB. Takoil qucruiacTuueckuil PeHOTUI Kak Map(aHOUHAs BHENIHOCTh B 2 pa3a Jaiie
onpenensercs y myxuut ¢ CII.

2. B oTCyTCTBUH B MOJIOZIOM BO3pacTe «OONBIMNX) MPU3HAKOB CHHApOoMa Mapdana — pacmrmpe-
HUSI a0PThl U 3KTOIHH XpycTajiuka, npu obdcienoBannu nanueHToB ¢ CIT HeoOXoauMo THiaTenbHOe
(deHoTunMueckoe o0cIeI0BaHNe, YTOUHEHUE JAaHHBIX CEMEIHOT0 aHaMHe3a 1 JMHAMUYEeCKOe IX0Kap-
nuorpadudeckoe o0ciegoBaHNe AJisl paHHEH AMarHOCTUKH aOPTOIATHH.

Jluteparypa:

1. bensera U.B., Ctpoes F0.U., Uypunos JL.II. [lepBUYIHBIN CITOHTAHHBIA ITHEBMOTOPAKC M TUCILIA-
3Usl COEAUHUTEIILHOM TKaHH. MenuuuHckuii anbsac. 2014;1:43-53.

2. Tumodeen E.B., benoycosa T.U., Brorpux E.B., 3emuosckuii 3.B., OnbxoBuk A.JO. Munepamb-
Has TUIOTHOCTh KOCTHOW TKaHW M JIa0OpaTOpHBIE MapKepbl KOCTHOTO METa0OIU3Ma Y MOJOIBIX
MYXYHH ¢ MaphaHOUIHOH BHEMTHOCTRIO. [lenmarp. 2017;8(6):42—49.

3. Tumodeer E.B. PacnpocTpaHeHHOCTh JUCIIACTUYECKUX CHHIPOMOB U (DEHOTHUIIOB M HX B3au-
MOCBSI3b C 0COOCHHOCTSIMH CEPJIEYHOTO PUTMa y JIUI] MOJIOJIOTO Bo3pacTta. Jlucc... yueHou cTere-
HU KaHI. Mef. Hayk. Cankt-IlerepOypr, 2011 — 169 c.

4. Tumodeesn E.B., Manes D.I'., 3emmoBckuii 3.B. Cucronmmueckas nuchynknus JOK y mum monomo-
ro Bo3pacTa ¢ MapdaHougHON BHemHOCThIO. Kapanomorus. 2018;58(S4):29-36.

5. Tumodees E.B., 3emiockuii 3.B. HaciencrBeHHbIe HApyIIEHUs COSAMHUTEIBLHOM TKaHH: COBpE-
MEHHOE COCTOsiHUE IpoOiembl. MenuuuHa: Teopust u npakruka. 2018;3(3):34-45.

6. Muxee A. B. HenuddepenuupoBannasi AuCIuIa3usi COSAMHUTEIBHON TKaHHU: €€ pOJib B FeHE3e
IIEPBUYHOIO CIIOHTAHHOTO NMHEeBMoTOpakca. yHnamenTanbHble uccaeaopanus. 2015;1:793-797.

7. Boone P. M., Scott R. M., Marciniak S. J., Henske E. P., Raby B. A. The Genetics of Pneumothorax.
Am J Respir Crit Care Med. 2019;199(11):1344—1357. doi: 10.1164/rccm.201807-1212CI.

8. El Ouali Z., Id El Haj N., Boubia S., Ridai M. Recurrent spontaneous pneumothorax revealing
Marfan’s syndrome. Rev Mal Respir. 2020;37(1):86-90. doi: 10.1016/j.rmr.2019.11.649.

9. Loeys B.L., Dietz H.C., Braverman A.C. et al. The revised Ghent nosology for the Marfan
syndrome. ] Med Genet. 2010;47:476-485.

10.Viveiro C., Rocha P., Carvalho C., Zarcos M.M. Spontaneous pneumothorax as manifestation of
Marfan syndrome. BMJ Case Rep. 2013: pii: ber2013201697. doi: 10.1136/ber-2013-201697.

11.Wang Y.J., Negron-Rubio E., Keshavamurthy J.H., Bates W.B. Primary spontaneous pneumothorax

in conjunction with Marfan syndrome. BMJ Case Rep. 2018:pii: ber-2017-222354. doi: 10.1136/

ber-2017-222354

©00000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000 o

FORCIPE VOL.5 SUPPLEMENT 2 2022 ISSN 2658-4174



