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AKTyaJbpHOCTh. OOHUM W3 TUIIMYHBIX NPOSBICHUN CO CTOPOHBI CEPACYHO-
COCYAUCTOM CHUCTEMBI IPU HACJIEICTBEHHBIX HAPYIICHUAX COCIUHUTEIBHON TKaHU
(HHCT) sBnseTrcss  pa3BUTHE PEMOJEIUPOBAHMS  CEpAlld, MPUBOJAILEE K
(OpMHPOBAHUIO CEPACYHONW HEAOCTATOYHOCTH W HAPYLIEHUSIM CEPAECYHOTO pPHUTMA.
Haunb6onee nzyuennsivu HHCT, ny1s1 KOTOpBIX XapakT€pHO Pa3BUTHE CUCTOJIUYECKOMN
muchyHkuuu JeBoro kenynouka (JIK) sBustores kinaccudumupyembie HHCT,
UMEIOIIIUE COTJIACOBAHHBIE YETKHWE KPUTEPUU BBISBICHUS — CHUHAPOMBI Mapdana u
Onepca-JlaHno, a Takke MNEPBUYHBIN MPOJANC MUTPAIBHOrO KiamaHa. I[Ipu stom
U3BECTHO, 4YTO (Qpakius BbIOpOCAa y TaKuX TMAIMEHTOB JJIUTEIBHO OCTAETCs
HOpMalibHBIM. bosnee WH(OpPMATUBHBIM [JIs1 BBIABJICHUS HAYAJIBbHBIX MPOSIBICHUMA
KapJMOMHOINIATUU TpU CUHJApoMe MapdaHa okazaqoch OIEHKAa JIOKaJbHOM
cucronumdeckor aedopmarun JDK ¢ ucmonb3oBaHMEM TKAaHEBOTO YIIBTPa3BYKOBOTO
natyvka [4].

[loka3aHo cHuxeHue cuctoamyeckod naepopmanuum JDK mnpu cunapome
Mapdana [4]. s aun Monogoro Bo3pacta € BEpUPUIMPOBAHHBIM JTHATHO30M
cuHapoMa MapdaHa XapakTepHO CHUIKEHUE BEJIMYHMHBI M CKOPOCTH MPOAOIBHOU
cucTonnm4eckor aedopmaliu HUXKHEW, nepeaHedt u OokoBoil cteHok JIXK Ha Bcex
YPOBHSIX — 0a3allbHOM, CPEIMHHOM U BepxXylmedyHoM. OTMEUYEHO TaKKe€ YMEHbIIECHUE
CUCTOJIMYECKON paauaibHON nedopmaiuu U €€ CKOPOCTH BO BCEX OIEHHUBAEMBIX
cermeHTax. CHmxenue nedopmaruu JIXK coueraercs ¢ yronmeHneM MuoOKapaa
MexokenyaoukoBoi neperoponku (MIXKII), 6e3 CyiiecTBEHHOTO YTOJIIEHUS 3aHEH
creaku (3C). OtmeuaeTcss mpsiMasi KOPPETSIMOHHAS CBSI3b MEXKIY XapaKTepoMm
reHeTHUeckoi MyTanuu reHa ¢uopwumHa-1 (FBN-1), B CcTemeHbl0 CHIKECHUS
rJI00aIbHON JieOpMAITHH.

Heab. M3yuuth nokanbHyro nedopmaruio mMuokapiaa JDK y mpaktudecku
3I0POBBIX JIMII MOJIOJIOTO BO3pacTa ¢ Map(aHouaHOM BHETHOCTHIO (MB).

Marepuasnbl 1 MeToabl. B uccnenosanue BrirodeHo 120 nuig B Bo3pacte oT 18
1o 25 net (cpennuii Bozpact 20,4 + 1,5 ner), u3 Hux 58 roHouei u 62 aeBymku. Beem
oOcnegyeMbIM ObUIM  TMPOBEACHBI  AHTPOIIOMETPUYECKOE U (PEHOTHUITUYECKOE
00cJieIoBaHMs C OIEHKOM KOCTHBIX MPU3HAKOB Au33MOpuoreHesa. Juarnocruka MB
OCYILIECTBIISIACh COTJIACHO COTJIACOBAHHBIM YTOYHEHHBIM Kpurtepusm [1, 2].
DxoKapaArorpapuIecKoe MCCISAOBAHNE POBOAMIOCH HAa yJIBTPA3BYKOBOM arapare
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Vivid 7 Dimension (General Electric, matpuunslii pasupoBanusiii qatuuk 3,5 MI '), B
2D, nonmiaepoBCKOM M IIBETHOM M—pexuMe mo OOLIECHPUHATOMY alroputmy. 66
MaUeHTaM OlIEHEeHa CHUCTOINYecKas eopMalins JIeBOro kenyaouka. CucTommaeckast
paauaibHas U MUPKYJSIpHAs e opMaIiui OIEHUBAIUCH B TapacTePHAITLHBIX KOPOTKHX
CEUYCHMSIX Ha TPeX YPOBHSX ¢ moMomibio Metoauku spackle tracking, mpu wactorte
KaJIpOB CEpOIIKAIbHOTO U300paxkeHus 50—55/cex. B kaxx/1oM ceueHHuH 3aruchbiBajoCh
0 OJIHOMY KapJuajdbHOMY LHMKJIY C MOCJIEIYIOUIUM aHAJIW30M Ha pabouel CTaHIIMH
EchoPAC’08 (GE Healthcare). Onenka paguanbHONW W IUPKYISIPHOU JedopManun
muokapaa JDK nmpoBoaniiack mOCETMEHTHO, B KaxaoM u3 16 cermentoB JIK Ha Tpex
ypoBHsIX (110 6 Ha 6a3aJILHOM U CPEAMHHOM U 4 Ha BEPXYIICUYHOM).

Pesyabrarbl. Y Momoasix nroae ¢ MB 1mo cpaBHEHHIO C IpyHIIOd KOHTPOJIS
muokapza 3C JIK (8,3 + 0,8 mm vs 7,7 = 1,1 mm, p =0,02) u MXKII (8,8 + 1,2 Mmm VS 8,2
+ 1,1 mMm, p = 0,04) okazasicst 3HaYMMO TOJIIE. DTO OOBICHAET TCHACHIUIO K OOJIbIIICH
Macce MUOKap/a y Jiuil OCHOBHOM rpymnmsl (157,6 = 52,4 v vs 135,0 £45,2 r, p = 0,08).

[Ipn oneHke IOKaNBbHOW CHCTOJIMYECKOM cokpatumoctn JIK mgocToBepHBIX
pa3nuuuil B BEIUYMHE NPOAOJIbHON AeopMalvi y naiueHToB ¢ MB MbI HE BBISIBUIIN.
Onnako, 11 qupKysasipHoit nepopmanuu (upkysasipHoe ykopouenue JIXK) BeisiBIEHBI
CyILlIECTBEHHbIE M3MeHeHus. s manueHToB ¢ MB 1o cpaBHEHHIO C KOHTPOJIEM
XapaKTEepHO 3HAYMMOE CHIDKCHHE  BEJMYMHBI  IUPKYJISIpHOM  nedopmaruu
OOJBIITMHCTBA CETMEHTOB Ha CPEIMHHOM U BEPXYIIEYHOM YPOBHSIX C HEOCTOBEPHBIM
CHUKEHUEM TJI00aIbHON 1UpKYyIsipHON Aedopmanmu (—19 =5 % vs —22 + 6 %, p =
0,06). Hns muun ¢ MB xapakTepHO CHIDKEHHE TaKKe€ CKOPOCTH IHMPKYJISPHOM
nedpopmanuu JOK (-=1,3+0,4 ¢t vs —1,5+0,5 ¢, p = 0,06). Jl0CTOBEPHBIM 5TO CHHKEHHUE
OBLJIO HA CPEIMHHOM U BEPXYIIEYHOM YPOBHSX ISl YETHIPEX CETMEHTOB — MEPEIHETO,
0a3ajnbHOr0, 3aJHEr0 M HWXKHEro. Jlus ocTambHBIX CErMEHTOB OOHapy)XKeHa
HEJIOCTOBEpHAs TEHJICHIIMS K CHIDKEHMIO TIMKOBOM CKOPOCTH LHUPKYJISIPHOU
nedopmaru. OOpamiaer Ha ce0d BHUMaHUE OOJbIIEE 3HAYEHUE LUPKYJISIPHON
nedopMalii IepeIHE-TIEPEropoI0YHBIX OTAEIOB HA CPEIMHHOM U BEPXYIIEYHOM
YPOBHE C YMEHBIIEHUEM €€ CKOPOCTH. DTO HOCHUT, O-BUJAMUMOMY, KOMIIEHCATOPHBIN
XapakTep, HalPaBJICHHBIA Ha COXpaHeHUe ro0anbHON cuctoanyecko pynkuuu JIK.

[Ipu omenke paguanbHOU nedopmaruu y auil ¢ MB BbIsSIBIEHO CHUXEHUE
BEITUYHUHBI AeOpMAIIMK U €€ CKOPOCTH BO BCEX CErMEHTaxX Ha 0aszaibHOM ypoBHE. B
TEX >K€ CerMeHTax Ha 0a3aJbHOM YpPOBHE ONPENENSETCS U CHIDKCHHE CKOPOCTH
pagnanbHor aedopmarmmu JDK. T'moGanpHas pamuanbHas aedopmaiiis oka3aiach
3HAYUMO HUXe Yy manueHToB ¢ MB (— 3517 % vs — 4514 %, p = 0,01). CxopocTh
nedopMalii Ha BEPXYIIEYHOM YPOBHE HE OTJIMYAjIach B OCHOBHOW M KOHTPOJIbHOM
rpymnmnax. ['mobaipHas CUCTOJIMUECKasi CKOPOCTh paauanbHOM nedgopmariuu y aui ¢ MB
JIOCTOBEPHO HE Pa3M4aiach ¢ KOHTPONbHOM rpymmoi (—1,5+0,7 ¢t vs —1,7+0,6 ¢,
p=0,21).

B kadecTBe MaTroreHeTMYECKOro MEXaHM3Ma OMUCAHHBIX M3MEHEHUU Ccleayer
BBIJICJIMTh AKTHUBALIMIO CHUTHAJIBHOTO MYTU TpaHcpopMmupyromero (akropa pocra-f
(TGF-B). 13BecTHO, YTO aKTHBAIMsA 3TOTO ITMTOKMHOBOTO KacKajga XapaKTepHa s
00JIbHBIX cuHIpoMoM Mapdana u mnamueHtoB ¢ MB [3]. Onnum u3 3ddexTon
aktuBaruu | GF-B sBnsercs passutue puOpo3a MHOKapja B MECT€ NMPUKPETUICHUS
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MaNWUISPHBIX MBI ¥ JOKHBIX XOP/I JIEBOTO Keny0ouka. ECTh OCHOBaHUS MoJiaraTh,
YTO OMNpPEACIICHHBIA BKJIaJ JIOKAIbHBIA (PUOpO3 MHOKapaa BHOCHUT B TEHE3
KEITYJOUYKOBBIX HAPYIICHUN CEPJCYHOT0 PUTMA y TAIMEHTOB ¢ (PUOPHUIUTMHOTATHIMU
— cuHIpoMoM Mapdana u MB.

Takum oOpasom, a1 nanueHToB ¢ MB, paBHO kak u npu cuHapome Mapdana,
y’K€ B MOJIOJIOM BO3PAacT€ BBISBISIOTCS 3HAYUMbIE U3BMEHEHHS CTPYKTYPBI U (DYHKIINH
JDX B Bune yrommenuss muokapaa JIK u CHHKEHHE €ro JIOKAIbHOW CHUCTOJIMYECKON
nedopmanuu. [lo anamoruum ¢ cuHapomMoM Mapdana, Uisi KOTOPOro XapaKTEpHO
MOCTEINEHHO MPOTPECCUPOBAHUE C BO3PACTOM 3THUX U3MEHEHUW, MOKHO MPEAINOaraTh
IPOTrPEAUEHTHOCTh BBISIBJICHHBIX HAapYILICHH COEIMHUTEIBHOTKAHHOTO KapkKaca
cep/ila v y nmanueHTos ¢ MB.

BoiBoabl. 1. J[Ij1s1 6ecCHMIITOMHBIX TAITMEHTOB MOJIOIOTO Bo3pacTta ¢ MB, Takke
Kak U Jy1sl O0JbHBIX CUHApOMOM Mapdana, xapakTepHbl OOJIbIITNE 3HAUCHUS TOJIIIUHBI
MHOKap/Ia JIEBOTo kenyaouka. 2. [Ipy MB yxkxe B MOJI010M BO3pacTe pErucTpupyeTcs
CHWKEHUE JIOKAJIbHOM CHUCTOIMYECKOW paiMalIbHON U HIUPKYISIPHOU AeopMaliu, Npu
COXpAaHEHUHU TIJ00AbHOW COKpPATUCTENbHOW (YHKIIMU BCJICACTBUE PA3BUTHS
KOMITHCATOPHOM TMIEPKUHE3MU HEKOTOPBIX OT/ACIIOB MHUOKap/a.
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