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OnpIT IPUMEHEHU A TAPAMHUAHNCA Y IIAITHEHTKH
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Tpancrupernnossrit amnaonaos (ATTR) — rposHoe u TshkeAOe TeHeTHYECKOe 3a60AeBaHMUe, XapaKTepU3yIoleecs] IOPaKeHHeM
OPTaHOB U CHCTeM IIATOAOTHYECKUM OEAKOM TPaHCTHPETHHOM, KOTOPBIH BhIpabaThIBaeTcs medeHbio. KAMHIUeCKIe TIPOsBACHMS
aTOro 3a60AeBaHMS Pa3HOOOPA3HbI: OT MOPAKEHMST HEPBHOM CHCTEMBI AO CEPAEUHO-COCYAUCTOH cucTeMbl. IIpornos mpu ATTR-
AMHAOHMAO3€ OCTaeTCsl HeOAaronmpHATHBIM. Ilo mpuuKHe OTCYTCTBMS IIATOTHOMOHHYHBIX CHMIITOMOB CYIIECTBYIOT TPYAHOCTH
B AMATHOCTHKe 3200A€BaHMS, MPOTEKAONIETO OA MACKOH ADYTHX COCTOsIHME. Ha ceropHAIHUI AeHb CYIIeCTBYIOT IIpelapaThl,
ABASIOMUeCcs HMaToreHeTudeckumu B AedeHun ATTR-ammaonmpoza. Hamu mpepcraBaeH KAMHUYeCKME cAydait Tedenus ATTR-
AMHAOHAO32 C IPEUMYIeCTBeHHBIM MOPa’KeHHUEeM CEPAIA, OCAOXKHUBIIETOCS Pa3BUTHEM XPOHUYECKON CEPAEYHON HeAOCTATOY-
Hoctu 111 dpyHKIIMOHAABHOTO KAACCa HAa GOHe Tepanuyu TaGpaMHAMCOM.
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Asmop a5 nepenucku

pancTupernHOBDbI1 amuaonp0s (ATIR-ammaonpos) —
Trposnoe U TSDKeAOe TeHeTHYecKoe 3a00AeBaHHe, Xa-
paxTepusyiomeecs IMOPa)XKeHHEM OPraHOB M CHCTEM MaTo-
aormdeckuM 6Geakom TpanctuperunoM (ITR), koropsrit
raaBHBIM 06pasom (6oaee 95%) BbIpabaTHIBaeTCS IEYEHbIO.
KavHMYecKre TpOSIBAGHHS HACTOSIIETO 3a00AeBAaHUS MO-
ryT ObITh OYeHb OOIIMPHBIMH: IIPU HMOPAKEHUH HEPBHOM
CHCTeMbI — OT HAAMYH NApecTe3uii B KOHeYHOCTSX BIAOTD
AO TSDKEAOTO IIOPaKeHHs HEPBHOM CHCTEMBI, a IPHU IOpaXxe-
HHUH CEPAEYHO-COCYAMICTOM CHCTEMBI — OT HapyIleHUH PHT-
Ma U NPOBOAMMOCTH AO Pa3BUTHSA KAPAMOMHOIIATUH M TS-
xenoit CH [1]. Bce Bapuantst ATTR-aMHAOMAO32 HACACAY-
I0TCSL IPUMEPHO C OAUHAKOBOM JACTOTOM KAK y MY>KIHH, TaK
u sxeHmuH. OAHAKO IO HEM3BECTHBIM IPUYMHAM 3a00AeBa-
HUe y My>XYHH MaHH}ecTUpyeT B GOAee MOAOAOM BO3pac-
Te, YeM y XeHImuH. Takke y My>X4YMH dYamie, 9eM y >KeHIIHH,
Bcrpevaercst ATTR-ammaonp03 cepana [1-3]. Bpems ae6ro-
Ta KAMHHUYECKOH CHMIITOMATHKU BApPbUPYETCS B IIUPOKMX
nmpeaeAax oT 20 AeT U Bblllle, HATPUMepP, CPEAHHM BO3pacT
HOSIBAGHHMSI TPAHCTUPETHHOBOTO aMHAOMAO3a Val30Met
B SInonun u Ilopryraaun cocraBaseT 32 ropa, a B lllsenuu
56 aer. IlpuyrHa TakOro BO3pacTHOTrO IIPOMEXYTKa B HACTO-
Auiee BpeMs HeM3BecTHa [4].
Hs-3a
U TPYAHOCTH AMarHOCTHKU 3a00A€BaHMS, MPOTEKAONIEro

OTCYTCTBHUS IIATOTHOMOHHUYHBIX CHMIITOMOB
IIOA MAcCKOHM APYTHUX COCTOSIHUH, HaM IPEACTaBASIeTCS MHTe-
PeCHBIM IIPEAOCTABUTH ONUCAHUE KAMHUYECKOTO CAYYas AAU-
TeAbHOro HabaropeHus manueHTku ¢ ATTR-ammaomaosom
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C IIpenMyIeCTBeHHbIM IIOPaskeHNeM CepAlLla, ToYeK, eprude-
PHYECKOM M BET€TaTUBHON HEPBHOM CHCTEMBL.

Kananyeckuit cayuan

IManmenTxa X., 65 AerT, BIepBbIe MOCTYIIHAA B OTAEA 3200-
Aeanmil Muokappa u CH OI'BY «HMMUL] xapauosoruu>
M3 PO ¢ sxanob6amu Ha OABIIIKY IIPH MUHUMAABHON $H3ude-
ckoit Harpyske (xopb6a A0 SO METPOB), B TOPH3OHTAABHOM
IIOAOKEHHH, Ha yBEAMUeHHe MAcChl TeAd, obbeMa >KHBOTA,
HEePHOAMYIECKH BO3HUKAIOIIIE OTeKH HIDKHUX KOHEYHOCTeH,
001Iy10 CAA6OCTD U OBICTPYIO yTOMASIEMOCTb.

W3 anamuesa u3BecTHO, 4To ¢ 40 AeT OTMeYaeT IapecTe-
3un obenx kucreit. B 2013 1. BbIsIBAGH CHHAPOM KapIIAABHOTO
KaHaAa, 110 MOBOAY 4ero B anpeae 2014 r. npoBeaeHa MUKpPO-
XUPYPrHYecKasi AEKOMIIPeCCHs CpeAMHHOro HepBa. Co cA0B
manpiedTK ¢ 2013 1. Ha OKI' BBIIBASIAMCH M3MEHEHMS, OA-
Hako panuble DKI' He coxpanuauce. B mapre 2016r. Briep-
BbIe OTMETHAQ MOSBAHHE MACCHBHBIX CHMMETPHYHBIX OTe-
KOB TOAeHeH, KOTOPble COXPAHSIANCH B TeUEHUE ABYX HEACAD.
Huxaxoit Tepanuu He moAydasa. B paabHeiinrem obpaTnaach
K TepaIeBTy, Ha3HA4aACs $ypoceMup C XopormuM apdexTom,
OTeKH perpeccupoBaAr. Toraa sxe BriepBble ObIAA BHIIOAHEHA
Ox0KI, npu KOTOpO¥ BbIABACHA AHAATAIMS AEBOTO U ITPABO-
IO IpeACEePAHii, HEAOCTATOYHOCTh MUTPAABHOTO KAAMaHA Ts-
JKEAOV CTeIIeHH, AAHHbIe TIATOAOTHYECKHe U3MEHEeHHs OBIAU
PacIieHeHbl KaK pPeBMATUYeCKUE MUTPAAbHBIN MOPOK. briaa
HaIpaBA€HA Ha KOHCYAbTAIUIO K Kapauoxupypry 8 OTBHY
«PHIIX um. akap. B.B. ITerposckoro>. Ilocae nosropHO#I
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Pucynox 1. DaekTpoxaparorpaMma IaeT Ha 3 CM U3-II0A PeOepHOI AYTH, IIPH [AABIIAL[IN TAAAKAS,

T 00:00:05 00:00:06 00:00:07 00:00:08 00:00:09 6e360re3HEHHASL.

i v ' e ) A M3 AaHHBIX AaOOPATOPHBIX HCCAGAOBAHMIT OOpaIraer

Ha ce0s BHEMaHHe THIIONPOTeHHEMHUS 56 '/ A, ypOBEHb MO3-
do o — y
I roBoro Harpuityperudeckoro rnentupa (BNP) 87,5 r /ma.

5 1 1 P S S5 e G 50 ) e 101 IIpoBepeH psp MHCTpYMeHTaAbHBIX HccaepoBaHmi. JKT
B 12 orBepenmsix: putm cunycosbiit, YCC 67 yp/mun. Kon-

¢urypanus QRS V,_, rpebyer yTouHeHNs B [IAaHE HCKAIOYe-
AV —AV——A——N————A———_— |  Hug py6uOBOro MOpaXeHHs] MHOKapAA. I IpU3HAKK H3MeHe-

lar__ A A A A I HUSL MUOKapAa A dysHoro xapakrepa. OcobeHHOCTH BHY-
TPUKEAYAOUKOBOH poBopumoctu (puc. 1).

T Xoarepockoe MoruTopuposanue OKI': purm cumyco-
v b1t ¢ YCC 98-65-50 ya/MHH, 5KeAYAOUKOBBIX IKCTPACUCTOA
I WWWM (’K3C) 30 opmHOUHBIX, GureMuHms 1. HaaxeAyAOUKOBBIX
S T\"A’U_A’*"VW akcrpacuctoa (HXXIC) 216 opuHouHbIX, 12 napHbIX, npobe-
I ek 2 (MakcuMaAbHO 13 26 kommaexcos ¢ YCC 124 yp /mun).

. Pucynox 2. Pentrenorpapus

B -'\MA\'J\/A—V\,\F/\——M OpraHOB I'PYAHOM KAETKH IaIfeHTKH X.
JL Vs

Ix0KT' BbICKa3aHO MPEATIOAOKEHHE O HAAMYUH PeCTPUKTHB-
HOM KapAMOMHUOIIATHY, IIOKA3aHUI K PeKOHCTPYKTUBHOM XU-
PyPrHH Ha MOMEHT obpamjeHus He 0biA0. PekOMeHAOBAHO
IPOBEACHUEe MArHUTHO-PEe30HAHCHON TOMOTPadHU CepALia:
BBLIBA€HHBIE M3MEHEHHUS COOTBETCTBOBAAM PeCTPUKTHBHO-
My THITy mopakeHust MHOKapAa. C IleAbI0 yTOYHEeHHUSI AUarHO-
3a B ceHTs10pe 2016T. manuenTKka o6caepoBaracy B Mspau-
A€, TA€ TTOCA€ IIPOBEAEHHUST OHMOIICHH KOCTHOTO MO3Ta AUarHO3
AL-amunonp03a 6b1a uckatodeH. ITocae Bo3Bpaierus u3 Hs-
PauAs CTaAM HapacTaTh siBAeHMUs AekomreHcanuu XCH, uro
U SIBUAOCH IpuuuHO# rocnurasusanuu 8 OI'BY «HMMUI]

Kappuosorum>»> M3 PO B oxrsibpe 2016T. Bokopas
IPOEKIIUS

AHaMHe3 >KU3HH: POCAQ U Pa3BHBAAACh COOTBETCTBEHHO
BO3PACTY, aAAepTUYeCKHe PeakIiMU OTPHUIIAeT, HACAEACTBEH-
HOCTb — y MaTepu U Opara CHHAPOM KyOHUTaABHOTO KaHAAQ,
BpeAHble NPHBBIUKH OTpHIaeT. IlepeHeceHHbIe omeparHB-
Hble BMeINaTeAbCTBa: xoAenucrakromus (2006T.), ABycTO-
poHHsis pesextus sudaHUKOB (2002T. ).

IIpr mOCTymIAeHUH COCTOSIHHE IAIJMeHTKU CPEeAHeH Ts-
sectu. KoxxHble moxpoBsl 06srano# okpacku. Habyxme Be-
HBI IeH. AeXUT C IPUIIOAHATHIM H3roAoBbeM. OTeKH HIDK-
HHIX KOHEYHOCTeH AO YpOBHA KoaeHa. IlepkyTopHbIil 3ByK
HAA AETOYHBIMH IIOASMH SICHBIH A€TOYHBII, AbIXaHUE Be3H-
KyAsIpHOe, XpunoB HeT. ToHbl ceparia mpuraymens], YCC
62 ya/muH, axieHT II TOHA Hap ATOYHOM apTepuel, CUCTO-
AVYEeCKUH IIyM B TOYKAX ayCKYAbTAIIUH MHTPAABHOTO U TPHU-
KYCIHAAQABHOTO KAAQITAHOB. ApTepHaAbHOE AABAGHHE Ha ITpa-
BOI1 1 AeBO¥ pykax 110/70 MM pr. cT. JKuBoT nmpu massmaruu

MSITKHUit, 6e300Ae3HeHHBII BO BCeX OTAeAAx. IledeHs BbICTY-
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Ta6anumua 1. AauHbIe 9XOKapAHOrpadUIeCKIX HCCACAOBAHUIT

Iloxazarean 2016 r., oKTA6PH 2018r., aBrycr 2019 r., sHBaph Hopma
Aopra (cm) 2,9 2,9 2,9 2,0-3,7
ATT (cm) 4,5 4,6 4,4 2,7-3,8
O6mem ATT (Ma) 100 8§ 76 <52
Hupexc o6bema AT (Ma/m?) 53,2 47 42 <34
KAP AOK/KAO AKX (em/ma) 4,5/96 4,4/76 4,6/100 <106
KCP AXK/KCO AX (cM/ma) 3,8/58 3,8/53 3,8/57 <42
Unpexc KAO AXK (ma/m2) 53,2 42 S9 <61
Hupexc KCO AXK (ma/m?) 31 29 31 <24
®B AXK (%) 42 30 37 JKenmunpt >54
TMXKII (cm) 1,5-1,6 1,6 1,3-1,4 0,6-1,0
T3CAX (cm) 1,5-1,6 1,8-1,9 1,6-1,7 0,6-1,0
TTaomaps ITIT (cm?) 20 24 22 <18
TIpaBsrit xxeAypOUeK (cm) 3,1 3,6 3,5 <2,9

2,6/2,0, 3,0/2,5, 2,6/2,3, 2,1/<1,0,

Huxasis moaas sena (cm)

KoAaAabupyer <50%

KoArabupyer <50%

KoArabupyer <50%

KoAArabupyer >50%

25 (mepoorenka

25 (mepoorenKa

CAAA (mupr.cr.) 5=l u3-3a TP 4 cr.) u3-3a TP 4 cr.) <30
Hepocrarounocts MK (cT.) 1-2 2 1-2 0-1
Hepocrarounocrs TK (crt.) 2-3 (PISA 0,6 cm) 4 (PISA 0,8 cm) 3<4 (PISA 0,75 cm) 1
TToxasaTeAr AMACTOAHYECKOM

dyuxuun AXK o TMA, (em/c):

«Eml 4 4 S >10
«Ems 4 3 4 >7
«E/Em 20 21 20 <8-10
ITokazaTteau pAepopmanuu 81 73 83 <20

muokappaa AXK o CTD (%), GLS

AIT - aeBoe npeaceparie, KAP AJK — koHeuHO-AMacTOAMYecKHIT pa3Mep AeBoro sxeaypouka, KCP ADK — koHeuHO-cHCTOAMYeCKHUI pa3Mep AeBO-
ro sxeaypouka, KAO AXK — xoHeuHO-pAnacTOANYeCKHIT 06BbeM AeBOTO xeaya0uka, KCO AJK — koHeuHO-CHCTOAMYEeCKIIT 06beM AEBOTO JKEAYAOUKA,
®B AK - ppakuus Bei6poca aeBoro sxeayaouka, TMOKII - ToamuHa MexokeAyp0uxoBoit meperopoaks, T3CAJK — ToAmuHa 3apHe CTEHKH AeBO-
ro sxeaypouka, ITIT - mpaBoe npeaceparie, CAAA — cucToandeckoe pAaBaeHue B AerouHoi apTepuu, MK — mutpaabnsiit kaanas, TK - Tpukycnu-
AaabHbIA KAanaH, TP — TpukycnrpaabHas perypruranus, TMA — TkaHeBast MHOKapAHaAbHas Aommaeporpadus, GLS — mokasareab rao6aspHOM

IIPOAOABHOM AepOopMaIimu.

AaHHbIe peHTreHOrpaguU OpPraHOB T'PYAHON KAETKHU
IIPEACTABACHBI Ha PHCYHKe 2. BbIIBACHBI IPU3HAKYU apTepu-
aAbHOIt AerouHoit runepTensuu (koadpurment Mypa — 43%,
Atonn — 31%). IpusHakoB BeHO3HOTO 3acTos HeT. Kapauo-
TOpaKaAbHbIM HHAEKC 55%. CAep0BOe KOAMYECTBO BBIIOTA
B CHHYCaX CA€Ba.

Brimoaneno OxoKI' uccaepopanue (Taba. 1), mo AQHHBIM
KOTOPOTO BbISIBA€HA AMAATALMS OOOHX IPEACEPAUI, 3HAUM-
TeAbHOe yToAmeHHe creHOK AJK, HesHaumTeabHOe — CBO-
6oanoit crenku IDK. YMeHbe bl pasMepsl U 06beMBbI IIOAO-
cru AOK, coxparuMocTs ero AudpQpy3HO yMEPEeHHO CHIDKEHA.
BripaxenHOoe HapymeHue pmactoamdeckon ¢ymknmm AJK
IO PeCTPUKTUBHOMY THUIIY C IIOBBIIIEHHUEM AABACHUS HAIIOA-
HeHUS 3 CT. YTOAIlleHHe CTBOPOK MHTPAABHOTO U TPHKYCIIH-
AJQABHOTO KAQIIAHOB C peTypruTanuei 2 CT.

3akAloueHHe: KapTHHA COOTBETCTBYeT OOA€3HM HAKO-
TIAEHHS — aMHAOHMAO3Y CepAlia (C BhIABAGHHEM TABIGOK aMu-
AOMAQ B 00AACTH MEMOKEAYAOUKOBOM IEPErOPOAKH, 3aAHe
crenku AOK, nepeaneit crenku I DK, mepBruyHO#M yacTu Mex-
IPEACEPAHOM IEePETOPOAKH — IO Pe3yABTaTaM TPeXMepHOM
9x0KT (3D-9x0KT) (puc.3).
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Pucynox 3. Tpexmepnas
axokapauorpaus (3D-IxoKT') 6oaproit X.

Anuxaivroe vemvipexxameproe cesenue. Ha $one svipaxcentozo ymoaugenus cmenox Ae6020
HeAy00HKA CMPEAKAMU YKA3AHbL MEAKUE 2UNEPIXO2EHHDBIE BKAIOHEHUS 8 MEHHKEAYDOHK0BYIO
nepezopodiy — eavibxu amusouda (ykasanv. cmpeaxamu,).

Kpome TOro, COrAACHO COBPEMEHHBIM PEeKOMEHAALHMAM
no OxoKT [S] mpu nmopospeHun Ha aMHAOUAO3 CEPALIA B Ka-
YecTBe OAHOTO U3 AHQPepPEeHIIHAABHO-AUATHOCTHYECKHX Me-
TOAOB IIPEAAAraeTCsl HCIIOAb30BAHHME TEXHOAOTUHU CTIEKA Tpe-
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§ KAMHWYECKUN CAYYAN

xuar DxoKI' (CTJ, Speckle Tracking Imaging) ¢ onenxoit
Aedopmariun Muokapaa. ITo pesyabraTam BHIIIOAHEHHOTO HIC-
CAeAOBaHHS ObIAA BHISIBACHA THUITHYHAS AASL aMHAOHAO3A CEPA-
Ila KapTHHA: BHIPAKEHHOE CHIDKeHHe Aepopmariuy 6asasp-
HBIX ¥ CPEAHHX CETMEHTOB C COXpaHeHHeM AePOPMAITOHHbIX
CBOJICTB MHOKapAa armmkaAbHbIx cermenTos AK (puc.4). Ilo-
KasaTeAb rA06aAbHON IPOAOABHOI Aedopmanuu (GLS) 6b1a
3HAYMTEABHO CHIDKeH U cocTaBHA —8,1% (N<-20%).

C yderom Haamums npusHakoB aexommneHcanuu XCH
IPEeUMYIeCTBEHHO [0 OOABIIOMY KPYT'y KpOBOOOpaIjeH s
6blAa HavaTa aKTHBHAS MOueroHHas Teparmus (pypocemup
40-60 Mr BHyTpHBeHHO, amaepeHoH S0 mr/cyr). Ha domne
IPOBOAMMOM TEpPaNUH YAAAOCh AOCTHYD KOMIIEHCALUH CO-
CTOSIHMSA: PEerpecCHpOBAAU OTeKM HIDKHMX KOHEYHOCTeH,
HOPMAAM30BAANCh pa3Mephl Me4YeHH, IyAbCAIMs BeH IIen
He OTMeYaAaCh.

ITocae xoMIeHcalK COCTOSIHUS C 1IeAbIO YTOYHEHHS AH-
arHo3a NPHUHATO pelleHHe O IPOBEAeHHH SHAOMHOKAPAUAAD-
HOI 6roncuu Muokapaa. IIpu mccaep0BaHHM GUOIICHITHOTO
Mateprasa (OKpacka KOHIO KPACHBIM) BbISIBAEHbI OTAOXKEHH
AMHMAOHAHBIX MACC B CTPOME MHOKapAQ.

Ilo AaHHBIM YABTPA3BYKOBOTO HCCA@AOBAHHS BHYTPEH-
HHX OPTaHOB IIPU3HAKOB OTAOXKEHHUS] aMHAOHMAQ B TIOYKAX BBI-
SIBAGHO He OBIAO.

Takum 06pa3oM, OBIAM AMATHOCTHPOBAHBI PeCTPHKTHB-
Hasi KapauoMuorarus, aMuaonpo3 cepana, XCH IIA crapumy,
OKIIL

BoAbHasi BhIICAHA HA TEPAITHHU SIIAEPEHOHOM 25 Mr/ CyT.,
TopaceMupoM 20 MI/CyT. ¢ peKOMeHAAUUell OObpalleHs
B KAMHHMKY HeQPOAOTHH, BHY TPEHHUX 1 IIPOPeCCHOHAABHDIX
3aboaeBanmit uM. TapeeBa E. M. ¢ 1jeAbI0 THIIMPOBAHUS aMU-
Aouposa. Brira BeimoaHeHa cumHTHrpadus muoxappaa (oa-
HOQOTOHHAsT OMUCCHOHHAS KOMIIBIOTEPHASI TOMOTpadus),
IO AQHHBIM KOTOPOH creruduieckux HU3MeHeHuH, XapakTep-
HpIx AAd ATTR-ammaona03a, He BoisaBaeHO. [IpoBeaeno nps-
MOe CeKBeHHPOBaHHE BCel KOAMPYIOIIEH ITOCAEAOBATeAb-
HOCTH 0bAacTell 9K30H-UHTPOHHBIX coeArHeHuit reHa TIR.
B pesyaprare amaamsa B ax3one 3 rena TI'R BriaBaen maTo-
reHHbIN BapuaHT. Ilo pesyAabraTaM HCCAGAOBAHUS BBICTAB-
AeH pnarHo3 ATTR-amuaonp03. Takum o6pasom, y manueHT-
KH OBIA AMATHOCTUPOBAH TPAHCTHPETHHOBBIA AMHAOHAO3
(ATTR) ¢ mpenmyImjecTBeHHbIM MOPXXEHHEM CepAlia, IO-
YeK, IeprdepUuecKoil HepBHOMN CHCTeMbI (CHHAPOM 3aILsCT-
HOTO KaHAAa C 00eHX CTOPOH, CHHAPOM KyOHTAaABHOI'O KaHa-
Aa € 00eHX CTOPOH, CHHAPOM Tap3aAbHOTO KaHAA, CHHAPOM
AMCTAABHOM MOAUHEHPONATHH), BETeTATHBHOMN HepPBHOM CH-
cremsl, meveHu. Xponuyeckass CH, OKIII.

Ha ocHOBaHmM NpoBeACHHOH BepUPUKAIMY HATOAOTHYE-
CKOro 6eAKa-IpeAllleCTBeHHUKA B HioAe 2017 1. Ha3Ha4eH mpe-
IIapaT AAS IIATOTeHeTHYeCKOM Teparuy — TadpaMuauc 80 Mr.

Hecmorps Ha Tepammio AMypeTHKaMH, TadpaMUAKCOM,
B utoAe 2018 r. 60AbHASI CTAAQ OTMEYATh HAPACTAHKE OABILIKH,
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Pucynoxk 4. TexHOAOTHSA CIIEKA TPEKUHT 3XOKAPAHOTpaduu
(CTD): TpexxamepHOe alHKaAbHOE CeUeHHe

~ A _J~- —
\'uly | A Y
Tunuunas 03 amuroudosa cepdya kapmuna y 60avtoit X. Boipaxcenroe crudierue deopmaryuu

6asabhbix u cpedHux cezmenmos Aeso2o xeaydouxa (6redno-204y60ii u pososwiil ysema)
¢ coxpanenroii degopmayueii sepxytuedrvix cezmenmos (kpacroiii ysen).

GS=-7.2%

IOSIBUAACH TACTO3HOCTD CTOII, YBEAUYHAKCH Pa3Mephl JKHBOTA
u Bec. B cBasu c yem B aBrycre 2018 r. manueHTKa MOBTOPHO
nocrynasa B PI'BY «HMMWI] xapauosorun> M3 PO c siBae-
Husimu AekommeHcanuu CH mpenmyiecTBeHHO O 60ABIIO-
My KPyry KpoBooOpaleHus, MoTpeOOBaBIIMMU HHTEHCUDH-
Kallul AMypeTHdecKoi Tepanuu. CreleHb AEKOMIICHCAIIUH
XCH 651sa TspKeAee 110 cpaBHeHHIO TspkecTbio XCH B okTs-
6pe 2016 r. HabAr0AaACS BbIpaXKeHHBI OTEUHBIH CUHAPOM —
OTEeKH CTOII, TOAeHel, OeAep, ACLHT, XHAKOCTb B IIOAOCTH IIe-
PHKapAQ.

ITo AQHHBIM AQGOPATOPHBIX HCCAEAOBAHHIT OTMEYEHO I10-
BbIIIEHHE YPOBHS 061ero 6uanpybusa Ao 25,3 MKMOAB/ A,
9TO CBSI3aHO C BEHO3HBIM 3aCTOeM B IledeHH. YpoBeHb BNP
cocrasua 130,3 ir/Ma (Taba. 1).

ITo AaHHBIM peHTreHOTpadUU OPraHOB TPYAHOH KAET-
KU IIPU3HAKOB BEHO3HOTO 3aCTOSl He OIPEAEASAOCDH, XKHA-
KOCTH B IIAGBPAABHBIX ITIOAOCTSX He BbIABAeHO. Ilo paHHBIM
OKTI' coxpansiacs cunycossiit purm ¢ YCC 60 ya/MuH, Au-
Hamuku 1o cpasHeHuto ¢ DKI' or 2016rt. He BbIABACHO. Pe-
3yAbraThl XoATepoBckoro Moxutopuposanus JKI' 6e3 ot-
PHUILIATEAPHON AMHAMHKH: PHUTM CHHYCOBBIH, cpeprsst YCC
67 ya/mun., makcumaastast YCC 86 yp/MuH, MUHUMAABHAS
YCC 54 ya/mun, punamuku cermenTa ST Het. OAMHOYHBIX
JKIC 396, mapusix JKIC 1. Opunounsix HOKOC 144, map-
ueix HOKOC 4, npobesxex HapKeAYyAOUKOBOM TaXMKAPAUU
1 u3 4 xommaexcos, YCC Bo BpeMs HaAKEAYAOUKOBOM TaXH-
xappuu 117 ya/muH.

ITo parabIM Ox0KI' BBIIBAEHO BBIpa’KEHHOE YTOAICHHE
CTeHOK M HanmuAASIpHbIX Mbimn AJK, HesHauHTeAbHOE YTOA-
meHre MuoKapaa cBoboanoit crenku IDK. Hapymena pua-
croamdeckas ¢ynkipst IDK u AOK mo pecrpuxrusHOMy TH-
Iy C IOBBIIIEHNEM AABACHHS HanoAHeHus 3-# crenenu. Ilo-
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Pucynoxk 5. OX0KapAMOTPaMMBbI B AByMEPHOM PeXUMe
60ApHOM X.: AMIKAABHOE YETBIPEXKAMEPHOE CeYeHUe

IxoKr or 27.08.2018

3xoKrl ot 31.01.2019

Ommeuaemcs HeGoAbIL0E ymeHbULeHUE MOAwuH cmeHok /K & dunamuke Ha PoHe reenus.

Pucynok 6. TexHOAOTHSA CIIEKA TPEKUHT 9XOKapAHOTrpaduH
(CT3) mpeacTaBaeHa B Bupe «ObIYbEro raaza

Peak Systobs Ssin

GLS=-73%

N<-21% GLS=-8,3%

Tunuunas 08 amuroudosa cepdya kapmuna y 60avHoil X.: 8uipacenroe cHudieHue deopmarun
6asarvhvix u cpedniix cezmenmos Aes020 scerydouxa (6aedro-204y60ii u pososuiii ysema)

c CUXPHHKHHUIZ aegﬁop/\/tauueﬁ BEPXYUIEHHBLX CE2MEHIMO8 (KpdCHbUZ 146871/1)4 OmMe%aemCﬂyAyuweHue
dedopmayui 168020 erydouKa 6 duHaMUKe HA POHE AeHeHUS. 8 6UOe PACUUUPEHIS 30HbL,
o0bo3nayenod KPACHbIM U MEMHO-PO308bIM UBEMOM.

aroctp AOK ymeHsineHa B 0O6beMe, BopaxxeHHOe AudPysHOe
CHIDKeHMe ero COKparumMocTd. OTMe4aAach AUAATAIMsS 060-
ux npepcepauit. O6pamaro Ha ce0si BHUMAHME YTOAILJe-
HHE CTBOPOK MUTPAABHOTO KAAMAHA C perypruranuei 2 cr.,
a Takoke YTOAIEHHEe U PUIMAHOCTD CTBOPOK TPHKYCIHAAAD-
HOTO KAQIlaHA C Celaparjiell uX B CUCTOAY M pa3BHTHEM pe-
rypruranuy 4 cT. BbIgBAeHBI KaueCTBeHHble IPU3HAKU Ae-
TOYHO! ruiepTeHsun (M3MepeHUe 3aTPYAHEHO M3-32 Ts-
JKeAOH TPHUKYCIIHAAABHON peryprutanuu). HikHssa moaas
BeHA AMAAQTHPOBaHA, KOAAAOHPOBAaHHE ee Ha BAOXe 3HAUU-
TEABHO CHIDKEHO — ITPU3HAKU BBICOKOTO I[eHTPAABHOTO Be-
HO3HOTO AaBAeHIs1. He3HaunTeAbHOE KOANIECTBO CBOOOAHOI
XKHMAKOCTH B IOAOCTH TIepukapaa. Ilo cpasrenuo ¢ OxoKT
or 06.10.2016 r. oT™MeYaAach OTPUIIATEABHAS] AMHAMUKA: 60-
Aee BBIpaKeHHOE YTOAINleHHe MHOKapAa Bcex cTeHOK /DK,
npenMyIne-
CTBEHHO TPHKYCIIMAAABHOTO, C PA3BUTHEM TSDKEAOH TPHKY-

CTBOPOK ATPHOBEHTPHUKYASIPHBIX KAQAIIAHOB,
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criupaAbHOl peryprutanuu (4-it cr.). ITo ganusiv CTD, no-
xasareab GLS causmacs po —7,3% (1o cpasrenuio ¢ —8,1%).
AaHHbIe IpeAcTaBAeHbI B Tabaue 1.

Habaroparacp AeKOMITEHCALMS IO OOABIIOMY KPYyT'y Kpo-
BOOOpaIIeHUs B BUAE BBIPRSKEHHOTO ACIIUTA.

3a BpeMs roCHMTaAM3aluH Ha POHEe aKTUBHOM MOYEroH-
HOM TepalMy OTMEYAAOCh YAy4IlIeHHe COCTOSHMS IIaIjUeHT-
KU U yMeHbIIeHHEe OTEYHOTO CHHApOMa (perpeccMpoBaAH
OTeKM HIDKHHX KOHEYHOCTeH, 3HAYUTEABHO YMEHbIIHAOCDH
KOAUYECTBO >KHAKOCTH B GPIOIIHOM MOAOCTH), OAHAKO TOA-
Hoit xommeHcarun XCH AocTuub He yAQAOCH M3-3a CKAOH-
HOCTH OOABHON K THIIOTOHHMH W HAAMYHS TSDKEAOH CTelle-
HU TPUKYCIIHAAABHON HEeAOCTATOYHOCTH. [larueHTKa BBIIHK-
CaHa Ha Tepamuy TOopaceMHAOM 20 Mr/cCyT, aIAepeHOHOM
50 mr/cyr. Hecmorps Ha cumwkenne OB AJK u sBaenms
XCH, nAIl® /anraronuctsr penentopos k All/anruoren-
3HHOBBIX PeLjelITOPOB U HENPUAU3HHA HHrHOUTOpPHI U -AB
He HAa3HAYAAUCH C YIeTOM reHe3a 3a60AeBaHIs,, MAAOTO YAAP-
HOTO 06beMa, CKAOHHOCTH K THUITOTOHMH.

AMOYAQTOPHO C II€ABI0 AMHAMHYECKOro HabArope-
HUsl OBIAO BBIIOAHEHO KOHTpoabHOe IxoKI' mccaepoBa-
ure (31.01.2019t.), IO AQHHBIM KOTOPOro Ha $OHe HasHa-
YeHHOHN TepalMu OTMeYaAdCh IIOAOXKHTEAbHAs AMHAMHKA
(puc.S): HesHaYMTEAbHOE YMEHbIIEHHE TOAIMH CTEHOK Ae-
Boro u IDK, yBeAnueHne KOHEYHO-AMACTOAUYECKOTO OOBe-
Ma AOK u nosbmmenne OB AJK, ymeHbIIeHne crenenu mu-
TPAABHOM U TPHKYCIIUAAABHOHN PerypryuTaIjiy, a TaloKe 3Ha-
YUTEABHOE YMEHbIIEeHe KOAUYECTBA XUAKOCTH B OPIOIIHOM
IIOAOCTH U OTCYTCTBHE CBOOOAHOM KHAKOCTH B IIOAOCTH IIe-
puxappa (taba. 1). Pesyabrarst CTO MOATBEPKAAAH YAy YIITe-
HHe AePOpPMAIMOHHBIX CBOHCTB MHOKapaa AJK mo cpasae-
HUIO C IIPEABIAYIIMM HCCACAOBAHHEM (GLS= -8,3% nportus
GLS=-7,3%) (puc.6).

3akAwueHue

HpeACTaBAeHHbIﬁ KAMHUYECKUN TIPHMEP AEMOHCTPH-
PyeT CAOXKHOCTb AMarHOCTHKH M THIIMPOBAHUSA aMHAOHAO-
3a. AnarHos ATTR-aMuAOMAO3a y MaljieHTKH ObIA Bepudu-
LMpoBaH 6oAee ueM dyepe3 20 AeT IOCAE MOSIBACHHUS [TEPBbIX
CHMIITOMOB 3a00AeBaHMs. B cBs3U ¢ 9THM cAaepyeT mopuep-
KHYTb HEOOXOAUMOCTb TIATEABHOTO COOpa aHAMHE3a, B TOM
YHCA€ CeMeHHOro; MpOBeAeHHe KaK PYTHHHbBIX HHCTPYMEH-
TaABHBIX METOAOB AmMarHocTuku, Takux Kak OKI, DxoKI,
peHTreHOrpadUU OPTaHOB I'PYAHOH KAETKH, TaK U BBICOKO-
TEXHOAOTHYHBIX METOAOB O6CA€AOBaHUS (MarHHTHO-pe3o-
HAHCHOM ToMOrpaduu cepalia C KOHTPACTHPOBAHUEM, CIIHH-
TUrpadUu CepAlid, TeHETUYECKUX HUCCAEAOBAHMI, OHOIICHH
IIOAKOXKHO-)KUPOBOH KAETYATKH, IIPH ITOKA3aHIAX — IOpa-
JKEHHOTO OPTraHa C MOCAEAYIOIJUM T'HCTOAOTHYECKHM M UM-
MYHOTHCTOXUMHUYECKHM HCcAepoBaHHeM). C IeAbI0 HasHa-
JeHUs TIATOTeHeTHIeCKON TePAINH HeOOXOAMMO He IIPOCTO
BBIIBAGHHE aMHAOUAO033, HO M €TO THIIHPOBaHHE, ITOCKOAb-
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Ky crienuuuecKas Tepamus, HayaTasi B paHHUe CPOKH 3200-
A€BAHHS, IIO3BOASET YMEHBIIHTDb CTeIleHb NMOPa’KeHHUs Op-
ranos-mumeneit [1, 3]. Haamame MOPa’XeHUs1 HEPBHOMU CH-
CTEeMBI, CepAL]A U II04YeK TpebyeT MyABTHAUCIIUIIAHMHAPHOTO
IIOAXOAQ K ACUEHHIO 9TOH KAaTerOpUH IIAIlMeHTOB. B HameMm
KAMHUYECKOM CAy4ae 6bIAa OTMeUeHa IOAOXKUTEAbHASI POAb
AAUTEABHOTO ITATOTE€HeTUYECKOTO AeYEHHMs, 4TO IPUBEAO
He TOABKO K CTaOHAHM3AIINH, HO U K Perpeccy IaTOAOTUYecKo-
TO IIPOLecca B CepalLle.

CrouT OTMETHTD, 4TO MOPAXKEHHE CePALIA SBASIETCS Ipe-
AUKTOPOM ITAOXOTO IIPOTHO3a Y HAIJEHTOB C AMHAOHAO30M.
K maoxum nporroctuyeckum paxropam orsocar CH, cun-
KOIIAABHbBIE COCTOSIHMS, HAAMYYE HAPYUIeHUH PUTMA, THIlep-
tpodmo muokapaa AOK, camxenne @B AK, aerounyio ru-
neprensuio, Huskuii Boabraxk JKI; Bricokue yposuu BNP

[6]. Psap aTHX QaKTOPOB, K COKAAEHHIO, YK€ UMEET MECTO
B KAMHHYECKOHN KapTHHe 3a00A€BaH¥sI HAINEH MAalUeHTKH,
OAHAKO BO3MOXKHOCTD IIPOAOASKHTD IIATOreHETHIECKYIO Tepa-
nuio TapaMupucoM U paHHbIe OX0KI' B AMHaMIUKe AQIOT HaM
HAAEXKAY Ha yAy4lIeHHe IPOrHO3a HaIIeNd 6OABHOM.

Cnucok cokpameHuH

ATIR - TpancTupeTuHOBbIH amMuaonp03. BNP — mosro-
BOM HaTpuiyperndeckuii mentup. TMA — TkaHeBas MHOKap-
anaapHas pormaeporpadus. CTO — cmexa Tpexkunr OxoKT

(Speckle Tracking Imaging).
Kongauxm unmepecos ne 3assren.

Crarpsmocrynuaa 09.09.19
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