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AMI/IAOI/IAHAX TPAHCTHUPETHNHOBAS KAPAMOMHUOIIATHU A
KAK ITIPUYHMHA AOPTAADBDHOTO CTEHO3A

B Hacrosmee BpeMs AMaTHOCTHKA aMUAOMAHOM KapAromuomnaruu (AKMI) BbIsbiBaeT 60AbIINE TPYAHOCTH y IPAKTHKYIOIIUX Bpa-
Jeil He TOABKO IIEPBIYHOTO 3BEHA, HO U Y Y3KHUX CrieuaAucToB. OAHON U3 IPHYMH CAY)XUT MHOTOOOpasye CHMIITOMOB Y IIAIIUEHTOB
¢ AKMII. K Hanboaee 9aCTBHIM IPOSIBAEHUSIM OTHOCSITCSI CEPAEUYHAsI HEAOCTATOYHOCTh C COXPAHEHHOM (paKijeil BbIOpoca AeBo-
O JKEAYAOYKa, THIIEPTPOPUIECKHil GEHOTUII KAPAMOMUOIATHIH, TPOMO0IMOOAMIECKHE OCAOXKHEHMS M IIOPAKEHHE KAAIIAHHOTO

ammaparta. K pacmpocTpaHeHHBIM KAQITAHHBIM IPOSBACHHSM MOXXHO OTHECTH HEAOCTaTOYHOCTh MUTPAABHOTIO, TPHKYCIIUAAABHOTO
KAAIaHOB U 20pTaAbHblit cTeH03 (AC). OcobeHHO 3aTpyAHeHa IIOCTAHOBKA AMAarHosa y nanueHToB ¢ AC, Tpefyromas IpOBeAeHH S
ArddepeHIHaAbHOTO ArarHo3a MexxAy AC Kak AereHepaTHBHBIM HOPoKoM U AC aMHAOHAHOM IpUPOABL I1o AaHHBIM AMTEpATYPBI,
B 4-16% cAy4aeB y MalueHTOB cTapuieil Bo3pacTHOM rpymmsl (=65 aer) B reHese AC A€KUT HMEHHO aMHAOUAHOE [TOPAKEHHUe.
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Aemop ors nepenucku

BBepenne

Cepaeunas nepocrarounocts (CH) — oaHa us Hauboaee
KAMHIYECKH UM COLMAABHO 3HAYUMBIX IPOOAEM COBpeMeH-
HOJ KapPAMOAOTHHU BCAEACTBHE CBOEI'O BAMSHUS HA KAUHUYe-
CKHe MCXOABI U 3KoHOMudeckue 3arparsl [1]. ITo pesyabra-
TaM IPOCIEKTHBHOTO HAOAIOAATEABHOTO MHOTOLIEHTPOBO-
IO HCCAEAOBAHMS C yIaCTHEM MALUEHTOB ¢ xpoHudeckoit CH
B Poccmiickoit ®epeparu IIPUOPUTET-XCH, y 31,9%
6oabHbIX BhIsiBAsieTcs CH ¢ coxpanenHO# ¢pakijueit BHIOpO-
ca (CHc®B) aeBoro sxeaypouka (AXK) [2].

Opno#t u3 npuans paspurust CHc®B cayxuT ammaouaHast
xaparomuonarus (AKMIT). AKMIT - aTo nopaeHue cepaLa,
IPU KOTOPOM IPOUCXOAUT OTAOKEHHE aMUAOMAHBIX GHOPHAA
B MEKKAETOYHOM IIPOCTPAHCTBE, YTO BEACT K YTOAIEHHIO CTe-
HOK Bcex Kamep cepatia. B 98% caygaes AKMII paspusaercs
IPU ABYX THIIAX AMHAOHMAO3: AMHAOHMAO3€ AETKUX Lielleil HMMY-
HOrAO6yAHHOB (AL-aMHAOMAOS) M TPAHCTHPETUHOBOM AMUAOHU-
aose (ATTR), KOTOpbIit B CBOIO O4ePeAb ACAUTCS Ha HACAGACTBEH-
upiit (ATTRh) 1 npuobperentbiit (ATTRwt) Turmbt. ATTRwt ua-
Ile BCErO PasBHBAETCSI Y AMI [IOXKMAOTO BO3PACTa, X UMEHHO
B 9TO IPyIIIe MALEHTOB OMPEAEASeTCSI A0PTAABHBINA CTEHO3
(AC) [3], koTOpbIit MOSKET BECTH K TMIIEPTPOGHH MUOKAPAR.

AC sBAsieTcss OAHMM M3 HamboAee PaCHpPOCTPAHEHHbIX
KAQIIAHHBIX 3200A€BaHUII B COBPEMEHHOM MHpe, C IIPEAIIOAQ-
raeMo# pacrnpocrpaneHHocThI0 0T 0,2% B Bo3pacre oT S0 A0
59 aet po noutr 10% B Bozpacte ot 80 Ao 89 aer [4].

IIpn AC aMMAOHMAHOTO reHe3a IPOHCXOAUT OTAOXKEHHE
AMUAOMAHBIX pUOPUAA KaK B TOALE MUOKAPAA XKEAYAOUKOB,
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BBI3BIBASI TOAIL[EHHE CTEHOK KaMep, TaK M B 00AacTH $pruOpos-
HOT'O KOAbI]a ¥ CTBOPOK KAAIAHA, YTO IPUBOAUT K $OPMHPO-
BaHMIO AC. CTOAb CAOXKHBIE MEXaHM3MBI 3aTPYAHSIOT IPO-
BepeHMe AUQepeHIIAAbHON AMATHOCTUKH U TPeOyIoT Co3-
AQHHUSI OCOOBIX AATOPHTMOB IOCTAHOBKU AxarHosza AKMII
u AC. ®opmuposarne AC MOXeT IPOHUCXOAUTH He TOABKO
npu ATTR, Ho n npu AL- n AA-amunomnaose [S].
OanospemenHoe Tedenue ATTR-AKMIT u AC BcrpevaeTcs
B4-16% caydaeB y auj cTapie 65 Aet. Hacrora BcrpedaeMocTr
AC Taxxe yBeAmduBaeTcs ¢ Bo3pacToM. CAepyeT OTMETHTD, 4TO
B TTOMyAsIiy MarueHToB ¢ AC, cOueTalonuMcs ¢ HU3KUM IOTO-
KOM H TPAAMEHTOM I10 AAHHBIM 9x0Kaparorpaduu (9xoKT'), ga-
CTOTa BbIsIBACHUS yBearmumBaercs A0 30% [6]. [Tockoabky o6a
3a00A€BaHHSI MMEIOT CXOXHe KAMHHYECKHe M 3XOKAPAHMOIpa-
¢ugeckue npusHaky, anardoctuka AKMIT npu maaman AC
IPEACTABASIET COOO OYeHb CAOKHYIO 3aAady M3-3a HACAAMBAO-
LIXCS AYT Ha APyTa KAMHMYeCKHX AQHHBIX [ S ]. OpHaKo TouHast
AMATHOCTHKA MMeeT Pellaiolee 3HAYeHHe AAS ACUeHHS 0Oerx
IIATOAOTHI, Ha3Ha4YeHUs 6OAe3HPMOAUQHIMPYIOLIeN Tepartiu
(BMT) u npunstus pemenus o crpareruu aedenus AC [7].
IToapobras cxema maroreHesa AC mpu amMHAOHAO3e
npeacTaBAeHa Ha pucyHke 1 (apanruposano mo[S]).
BcaeacTBHE IMPOKOTO CrIEKTpa KAMHIYECKUX ITPOSBACHUI
ONTHUMAABHBIN AMATHOCTUYECKHI aATOpUTM cKprHuara AKMIT
y manprenToB ¢ AC ocTaeTcst HesiCHbIM.
ITpeacTaBAsieM KAMHMYECKHEI CAyYail IAIMeHTa, TepeHecIIero
TpaHCKaTeTepHYIO MMIIAAHTALIHIO 20pTaabHOro Kaanana (TUAK),
C BBIIBAGHHOI yepe3 rog ocae BMennareabctsa ATTR- KMIT

69



KAVMHUYECKUN CAYYAN

Pucynox 1. Cxema $opMUpPOBaHHS A0PTAAPHOTO CTEHO3a IIPU AMHUAOHAO3E
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Pucynoxk 2. 9KTI B 12 orBepenusix ot 2022 r. Co6cTBeHHOe HAOAIOAEHE
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§ KAVMHWYECKUN CAYYAN

Kaunuueckuii cayuaii

[Narmenr II1., 1936r.p., ¢ AAMTEABHBIM aHAMHE30M ApTepPH-
AABHO THIIEPTEH3HU C MaKCHMAAbHBIM IIOBBIITEHUEM YPOBHS
apTepHaABHOTO AaBAeHHsA A0 160/90 MM pT. cT., BriepBble 06pa-
THACS 32 MEAUITMHCKO ITOMOIIIBIO ITO IIOBOAY OABIIIKH ITPH IIPH-
BBIYHbIX ¢pu3nyecKux Harpyskax B 2018 r. Toraa ke 6b1A AHArHO-
CTUPOBAH YMepeHHbIN A0PTAAbHBII IIOPOK CEPALIA Oe3 HapyIie-
Hust cuctoandeckoit GpyHkumu AJK u 6b1A0 peKoMeHAOBaHO
AasbHeriee Habaropenue. ITo aaunbM OxoKI cremenp yToa-
menus crernok AJK 6b1aa HesHauuTeAbHOM (A0 12 MM) U Tpak-
TOBAAACh KaK ITPOSIBAEHHE TUIIePTOHIIECKOTO CepALIa.

C 2019rt. ToAepaHTHOCTD K PH3UYECKHM HATPy3KaM IIO-
CTEIIeHHO CTaAd CHIDKATHCS, BIIEpBbIe IOSBUAMCDH HE3HAYH-
TeAbHble OTEKH O0eHX CTOII, YCHAMBAIOIHECs K Beuepy, Ia-
pecTesuy B HIDKHUX KOHEYHOCTSX, 4YTO He BBI3BIBAAO HACTO-
poXXeHHOCTH y nmanueHTa. B aBrycre 2020T. mepeHec HOBYIO
KOPOHABUPYCHYIO MHQEKIIMIO CpeAHel CTeIleHU TKeCTH.
ITareHT HEOAHOKPAaTHO KOHCYABTHPOBAaH HEBPOAOTAMH
IO TIOBOAY YXYALICHHMS MAMSTH M PEAKHX IH30A0B FOAOBO-
KPY>XeHHsI, YCTAHOBAEH AMArHO3: IjepebpOoBacKyAspHas 0o-
Ae3Hb. AMCIUPKYASTOpHas SHIlepaAomaTHa 2-i CTeleHH.
YMepeHHbI KOTHUTHBHBIN AeUITHT. BeCTn6onaTaKcmqe-
CKHil CHHApOM. B nioae 2022r1. 6b1aa mepBasi FOCIIUTAAN3A-
st o moBoay OACH. ITo paHHBIM Aa6OpaTOpPHOro HccAe-
AOBaHHUS KpPOBH, ypoBeHb N-KOHIIEBOro ¢parMeHTa IIpeA-
IIeCTBEHHMKA MO3TOBOTO HATPHMYpeTHYecKOro IenTHAA
(NT-proBNP) nosbimzes Ao 8052 nr/Ma.

ITo panHBIM aAeKTpOKaparorpaduu B 12 oTBeAeHHSX pe-
ITMCTPUPOBAAACh CHHYCOBas apUTMHUA CO CPEAHEN YaCTOTOM
cepaedHbIX cokpamenuit 61/mun, S-tun OKT (puc.2). O6-
pallas0 BHUMaHHME OTCYTCTBHE BOABTAXKHBIX KPHTEpHeB I'H-
neprpoduu AJK M Tak Ha3pIBAEMOTO CHHAPOMA HAIpsDKe-
Hus (strain pattern) npu Haamauu TspKeaoro AC 1o AQHHBIM
TpaHcTopakaAbHOH Ix0KI.

ITo pammbmM OxoKI' BbLiBAeHO mporpeccupoBanme AC
AO TSDKEAOH CTelleHH C IPU3HAKAMH HH3KOIIOTOYHOTIO/HH3-
KOTPAAMEHTHOTO CTeHo3a (MaKCHMMaAbHas CKOPOCTb Ha aop-
TAABHOM KAaraHe 3,26 M/C; CpeAHUIl TPAAMEHT Ha aOpTaAb-
HOM KAamaHe 21 MMPT. CT.; TAOIIaAb OTKPBITHSI AOPTAABHOTO
KAaraHa (MAQHUMETPHYECKH 10 YPABHEHHIO HEMPePhIBHOCTH)
0,7/0,8 cm?). Boipaskennoe yroamenue creHok AJK koHueH-
TPUYECKOTO XapakTepa ¢ ymeHblreHueM noaocta AXK u pas-
BuTHeM obauTeparmu Bepxymku AJK. Auaaranus moaocreit
oboux npeacepauit. Coxparureapnas GpyHkuuss Muokapaa AJK
yaoBaeTBopuTesbHas. Hapymenne anacroandeckoit GpyHKIum
muokapaa AOK 2-#1 crenenn. IIpusHaky AerovHOM rUIepTeH-
3UH U TIOBbIIIEHN IIeHTPAAbHOI'O BEHO3HOI'O AABACHHA.

B maane mpeaonepannoHHON IOATOTOBKHY ITAITMEHTY BBI-
IOAHEHA KOpoHaporpadus, Ipu KOTOPOI BbISBACHBI HAYAAb-
Hble IPU3HAKU aTePOCKAepO03a KOPOHAPHBIX ApTEPHIL.

BBuay HaAMYHSA OCTPOIT AGKOMIIEHCAIIUU CEPACTHOM HeAO-
crarounoctu (OACH), TsXeAoit CTeneHu CTeHO03a YCThs 20P-
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THI [ALMEHTY ObIA BHIIIOAHEHA TPAHCKATETePHAs MMIIAAHTA-
LML Q0PTAABHOTO KAQIaHA. B paHHEM IOCAeONepauoHHOM
TIEPHOAE PA3BHAOCH HapyLIeHHe IPOBOAMMOCTH cepALa (Ioa-
Hasi 0AOKapQ A€BOM HOXKH ITyuka [mca — BAHIIT), ocrpas
04aroBast HeBPOAOTMYECKas CUMIITOMATHKA. 110 AQHHBIM Mar-
HHUTHO-pe3oHaHcHoi ToMorpaduu (MPT) roaoBHOrO MoSra:
KapTHHA MEAKOOYaroBOTO MOPAXXEHUs TOAOBHOTO MO3Ta CO-
CYAMCTOTO reHe3a B OCTPOil cTapun. BBuAy wero nanueHT 6bia
IepeBeAeH B HEBPOAOTMYECKHIT CTALIMOHAP C OCTPBIM Hapy-
meHneM M03rosoro kposoobpamenus (OHMK), Bbimucan
6:€3 KAMHUYECKU 3HAIMMOTO HeBPOAOTHYECKOTO AeHIIUTA.

Ta6aumna 1. Aunamuka noxasareaert IxoKT manmenra I11.

Hions 2023r.  Hronb 2024 1.
Hoxasaress UOAB2022r. (mocae (12 mec
(a0 omepanmm) omneparmBHOTO npuema
AedeHust) Tadammamca)

V ATL, ma 74 88 89
uV AT, ma/M? 36,3 45,6 46,8
KAP AK, oM 3,7 3,8 3,8
KCP AOK, cm 22 2,6 2,8
KAO AK, ma 49 52 54
KCO APK, ma 16 14 13
®B AXK, % 67,3 >60 58
TMKIT, mm 19-20 20 18-20
T3CAXK, mm 20 17-18 18
TCIDK, mm — — 67
S IIIT, cm? 25 25 22
ﬁﬁﬁém 48 40-42 36
igi’ /3 3,0/2,5 3,0/1,5 2,5/1,1
AVA, o 0,8 (I)ym::ln;l Il\cTAana— (I)yHK;H;I Ilf]AaHa-
ey 21 - ~
AKVmax,Mm/c 3,26 — —
GLS AK, % 11,4 11,2
Eml 6 3,3 4
Ems 3 2,7 3
E/Em 34 30 23

V AIT - o6beM AeBoro npeacepaust; uV ATl — MHAEKCHPOBaHHBII 00'b-
eM Aesoro mpeaceparst; KAP ADK — xoHeuHbIN AMacTOAMYeCKHI pa3-
Mep AeBoro sxeayaouka; KCP ADK — KoHeuHbIH CHCTOAMYECKHMH pas-
Mep AeBoro sxeaya0uka; KAO AJK — koHeuHBI AMaCTOAMYECKHUTT 06B-
eM AeBoro sxeaypouka; KCO AJK — kOHeuHbIiT CHCTOAMYECKHI 06beM
AeBoro sxeaypouxa; OB AJK — ¢ppaxiust BEIOpOCa AEBOTO SKEAYAOUKA;
TMXKII - ToamuHa MeXOKeAyAOuKoBo# meperopoaxy; T3CAXK -
TOAIIMHA 3aAHeH cTeHKH AeBoro xeAypouka; TCIDK — roammHa cBo-
GOAHOI CTeHKHM IPABOTo sKeAyA0uKa; S ITIT — maomaab mpaBoro mpea-
ceppst; CAAA - cucroamyeckoe AaBAGHHE B AETOYHON apTepuM;
HIIB - mwxuHa4g mosas BeHa; AVA — IIAOIaAb OTKPBITHS a0PTaAbHOTO
kaamaHa; cpIAcAK — cpepHHIT CHCTOAMYECKHI IPAaAMEHT Ha Q0OPTaAb-
HoM KaamaHe; AK V max — MakcMMaAbHasi CKOPOCTb Ha aOPTaABHOM
kaamane; GLS AJK - noxasareab ra06aAbHOM AepOpMALME MUOKap-
Aa AeBOro xeaya0uka; Em I — ckopocTs ABIDKeHMS GpHOPO3HOTO KOAD-
I1a A0PTAABHOTO KAQIIAHA OT AATePaAbHOM ero yacTH; Em s — ckopocts
ABIDKeHISI GHOPO3HOTO KOABLIA AOPTAABHOTO KAAIIAHA OT CENITAABHOM
ero yacty; E/Em — oTHOIIEHHE TMKOBOM CKOPOCTH TPAHCMUTPAABHO-
'O KPOBOTOKA K CPeAHe CKOPOCTH ABIDKEHHS OT GHOPO3HOTO KOABIIA.
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Pucynoxk 3. 9KI B 12 orBepenmsix ot 2023 r. CobcTBeHHOE HabAIOACHNE

Lvs

Lvs

me/mB: 10

M4/cen: 25.0 /MBS

13.06.2023 14:51:43
QRS 152 mc | Cunycosas Gpamuapuamma c 4CC 51-60
P 156 Mmc ya/mmH. Ha BHOXEe OOMHOYHAA XeJyNodKoBasd
PQ 222 Mc sKcTpacucrTosia. AB-6noxkana 1 cT. Huskui
QT 522 MC BOJIbTaX Jrs B OTBENEHMAX OT KOHEUHOCTEMN.
QTcB 499 Mc Briokana JISROM HOXKM, Ha QOHe KOTOpOM
P och 57° HeobxoouMo MCKIIOYMTL (ouaroso?)-pybBuosoe
ORS ock -66° nopaxeHue U TUNSPTPOPUD CepReuHON
T 66h 920 Memnnel/ pacmmMpeHne KaMep ceprua. MaMeHeH
NPeACePnHEf KOMMOHEHT.
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C Becun! 2023r. manueHT CTaA OTMeYaTb HApaCTaHHe
opbiky. ITpr 06cAeAOBAaHHH BBIIBAGHDBI ITPU3HAKU THAPO-
TOpaKca, 6b1A rocnuraansuposas mo nosoay OACH, morpe-
60BaAOCH POBeAEHHE IAeBPAABHON IyHKIJUHU C 9BaKyaljuei
1000 MA TAEBPaABHOTO COAEpPKMMOro. B mocaeayromem 6b1-
AU HEOAHOKpaTHbIe rocnuTasu3anuu no nosopy OACH, tpe-
6y}01u1/1e MPOBEAEHUS aAKTHBHON ANYPETUIE€CKON TEPATIHH.

B mae 2023 r. somoanena JxoKI, no paHHBIM KOTOpO#
BBISIBAEH IIATTEPH B BHAE 0a3aAbHO-AIMMKAABHOTO IPAAMEHTA
mpoAoAbHON AepopManun ADK, XxapakTepHbINH AASL aMHAOU-
AO3a CepALia.

AAS TIOATBEPKAEHHS AMaTHO32 aMUAOMAO3a CEPALIA MALU-
eHT OBIA TOCIIUTAAM3HPOBAH B OTAEA 3a00AeBAHMIT MHOKApAL
u cepaeunort Hepocraroynoctu. Ha KT perucrpuposasace
noasas BAHIII' ¢ mupunoit kommaekca QRS 152 Mc u co-
XPaHAACS HU3KMI BOABTRX B OTBEACHMSX OT KOHEYHOCTel
(puc. 3). Io pesyabratam IxoKTI (puc.4), HECKOABKO yBeAH-
YHACSL 00beM IPEACEPAMIL, B OCTAABHOM TeMOAMHAMUYECKH
3HAYUMON AMHAMHKH He HaOAI0AAAOCH, QYHKIIUS IIPOTE3UPO-
BaHHOTO KAQIIaHa YAOBAETBOPHUTEAbHAs (IIOAPOGHbIE AAHHBIE
IpeACTaBAeHbI B Tabaume 1).

ITo pammbiM MPT cepalia, B TOM 4HcAe C KOHTPAaCTHPO-
BAaHMEM, ONPEACASAWICh TNPHU3HAKK amuAouao3a. Harmsaoe
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T1-xapTuposanue: 1151 mc, AnpdysHoe TpaHCMypaAbHOE Ha-
KOIIAeHIe KOHTPACTHOTO Iperapara CTeHKaMH BCeX KaMep CepA-
112 B OTCpoueHHyI0 $pasy. Buexaerounsrit o6bem (ECV) 61%.

B pamkax aAropuTMa HeMHBAa3UBHOTO THIIMPOBAHUS aMHU-
AOMAO32 OBIAQ BBIIIOAHEHA CLMHTUTPAadus MUOKApPAA C IIH-
podocarom, o pesyabTaTaM KOTOPOH BU3YaAU3HPOBAAOCDH
BHIPOKEHHOe HakolAeHHe papuodapmmpenapara (POIT)
BO BCEM MUOKapAe A€BOTO U IIPaBOTO JKEAYAOUYKOB, COOTBET-
creyromee GRADE 3. AAS HCKAIOYEHHS aMHAOHAO32 Aer-
KHX Ilelleil IMMYHOTAOOYAMHOB OBIA BBIIIOAHEH aHAAU3 ChI-
BOPOTKH M MOYM C UMMYHOQUKCAIe. AaHHBIX, IIOATBEpPX-
AQIOIUX HaAWdre M-TpOTenHa, CBOOOAHBIX A€TKHX Ijeliel,
He ITIOAYYEHO, YTO UCKAI09aA0 AL -amuaonp03.

IManmenty 651A BbicTaBAeH anarHo3 ATIR-ammaonposa
¥ Ha3HaYeH Tadamuauc B Aose 61 mr/cyT (puc. S).

Yepes rop ObIAM BBITOAHEHBI KOHTPOAbHbIE HCCACAOBAHUS
Ha $poHe npuema Tadpamuauca B pooze 61 mr/ cyT. ITo6ounbIx 3¢-
¢exTOB Ha IIpHeMe Iperapara BbIIBACHO He 6b1a0. CaepyeT OT-
METHTb, YTO CyOBEKTHBHO MAIIUEHT OTMeYaeT HAAUYHE OABIII-
xu Ha yposHe I1 gyHKImOHAABHOTO KAAcca (TecT ¢ 6-MUHYTHO
XOABOOI He IIPOBOAMACSI IO IIPUYHHE OTPAHIUIEHHS ABIDKEHHS
B NIPAaBOM Ta306€APEHHOM CYCTaBe), OAHAKO NPU TOCITUTAAH-
saru npusHakoB OACH ne BbraBaeno. IIpumedaresnbHo, uro
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Pucynox 4. 9xokapauorpamma. CobcrBeHHOE HAbAIOAEHIIE

A - 4-xamepHas no3unus; B - mapacrepHaAbHas IIO3UIKSA ITO AAUHHOM OCH.

Pucynox 5. AHaMHe3 nmanueHTa
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AC - aopraabHbiii creno3; XCH — xponndeckast ceppeuHast HepoctarouHocTb; QK — ¢pyHkimonaapnsIi kaacc; IxoKI' — axoxapauorpadus;
TMOKII - ToamuHa MexokeAyaoukosoit meperopoaks; T3CAJK — ToammHa 3apHel cTeHKH AeBOTO XeAyaouka; FIMM — mHAeKC Macchl MHOKap-
Aa; OB — ppakuus Beiopoca; IKI — aaexkrpokappnorpamma; TAVI - TpaHcKaTeTepHast IMIIAAHTALHST aopTasbHOro Kaamana; OHMK - octpoe
HapyeHHe Mo3roBoro kposoobpamenus; TTR-AKMII - TpaHcTHpeTHHOBAs aMHAOUAHAS KapArnoMuonarust; ADK — AeBbIi sKeAyAOUeK.
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PucyHok 6. Dx0KapAHOrpaMMa: OLleHKA TA06aABHOM IIPOAOABHOM AepopManun Muokapaa AOK. CobcTBeHHOE HabAIOAEHHE

Peak Systolic Strain
ANT_SEPT

POST

GLS: -11 %

Peak Systolic Strain
ANT_SEPT

A - niepep HasHaueHHeM Tepanul; b — Ha poHe npuemMa crienu$puIecKoi Tepanmy.

3a rOA y TIAIMEHTA He OBIAO HU OAHOM FOCIIMTAAMBALIUH IO IIPU-
uie OACH. Yposers NT-proBNP cuusnacs oo 3128 ir/ma.

Ha OKI' 6e3 cymecTBeHHOI AMHAMHKU: IIMPUHA KOM-
maekca QRS 154 mc.

ITo aammbBIM cnexa-TpexkuHr-OxoKI, coxpansercs cHu-
JKeHHe TAOOAABHON IPOAOABHOM Aedpopmanmu ADK (GLS
11%) ¢ maTTepHOM, COOTBETCTBYIOIIMM AMHAOHMAO3Y CEpA-
1a (puc. 6). Ilo cpaBHenuio ¢ uccaeposanuem ot 2023 r. GLS
6e3 cyleCTBeHHOM AMHAMUKH.

C 1LjeABIO OLIeHKH TeYeHUS] OCHOBHOTO 3a00A€BAHIHS IIPO-
BeAeHA CLMHTUTPadus MHOKApAA € mHpodocdaToM, Ha CIIUH-
TUTPaMMaX BH3YaAM3HUDPyeTCsl HHTeHCHBHOe AudPysHOe
Hakomaenne POII B mumokappe AJK. CooTHomeHue Ha-
xoraenus POIT B MHOKapAe OTHOCHTEABHO HAKOIACHHUS
B KOHTpaAarepaabHoil 30He 1,53 (cooTHOmenue >1,5 xapak-
tepHO At ATTR-amuaonp03a; Grade 2-3). HesHauureabHO®
yMeHbllleHHe HHTeHCUBHOCTH HakomaeHus POIT B Muoxapae
(moAOXKMTEAbHAS. AMHAMUKA) IO CPABHEHHIO C IPEABIAYIIMM
HCCAeAOBaHHMeM. AMHAMUKa ITPEeACTaBA€HA Ha PUCYHKaX 7, 8.

TakuM 06pasoM, epea HAMU MAIJMEHT C HeTeHeTHYeCKUM
BAPMAHTOM TPAaHCTUPETHHOBOTO aMHAOMAO3a C Pa3BUTHEM
AC u CHcOB, nepenecennoit onepanueit TMIAK B anamue-
3e. CaeayeT 0OpaTUTh BHUMAHHE HA OCAOXKHEHHE, KOTOpOe
Pa3BHAOCH B paHHEM ITIOCAEOTIEPAIJHOHHOM IIEPUOAE, 3 UMEeH-
#o OHMK. Kaxk ussecrno, AKMII sBasercsa 3aboaeBaHmeM,
IIPH KOTOPOM PUCK Pa3BUTHS TPOMOOIMOOAUIECKHX OCAOXK-
HeHHMI O4YeHb BBICOK. BeposTHO, 4TO MMeHHO crenuduye-
CKOe IIOpa’kKeHHe MUOKAPAA M QOPTAABHOTO KAAIIaHA SBUAOCDH
TeM IPOBOLMPYIOIUM TOAYKOM B Pa3BUTUU HIIEMUYECKOTO

74

nHCyAbTa. CAeAOBATEAbHO, IIEPHUOIEPAIIMOHHbIN PHCK Y Ma-
IIMeHTOB AQHHOM KaTerOpHU MOXeT OKa3aThbCs Bbiie. Besyc-
AOBHO, AQHHOE HAOAIOAGHHE HYXXAAETCS B IOATBEPXKACHUH
C y4acTHeM OOABIIEro YMCAQ OOABHBIX.

IlpeacTaBAeHHBIN KAMHMYECKHH CAy4all AGMOHCTPHpYeT
CAOXHOCTH NOCTaHOBKHU AnarHo3a AKMII ¢ mpenmymecTses-
Ho# kapTuHOH AC. Ycremnas xoppeknus AC He mpuHecaa
’eAaeMoro agdexTa: y manueHTa coxpansauch spaeHus CH,
9TO HNPUBOAUAO K ITOBTOPHBIM TOCIUTAAM3AIMAM MO HMPUYH-
He OACH. Aumb poobaBAeHMe CTAOMAN3ATOPA TPAHCTUPETHHA
TadpamuAKCa B A03e 61 MI'/CyT OCTaHOBHAO IPOTPeCCHpOBa-
HUe 3200AeBaHM, 4TO IPOSIBASIAOCH B TOM YHCA€ B OTCYTCTBUU
TOCIIMTAAM3AIUI B TeueHHe 12 Mec HabamoaeHusa. Ilo aaH-
HbIM KOHTPOABHBIX UCCAEAOBAHUI, MPOCAKUBAETCS TIOAOXKH-
TeAbHasl AMHAMHKA B BUAe yMeHbIneHUs ypoBHa NT-proBNP
¢ 8052 A0 3 128 nir/ M4, yAy4LIeHus ITapaMeTPOB AepopMariuu
MHUOKApAA M YMeHbIIeHus cTeneHu HakonaeHus POIT mo pan-
HBIM CIIUHTHTPapUU MHOKapAA ¢ mupodocaTom.

CoraacHo nmeromuMcsi pekoMeHpanusaM, Metoa THIAK
BbIAGAEH KaK ITPEATIOYTUTEAbHBIN AAS AedeHHs TshkeAoro AC
AMUAOMAHOM TIPUPOABI, HO marueHTaM 6e3 koppekiu AC
BMT ne pexomenpyerca. Oanaxo npumep naruenTa I1. cau-
AETeAbCTBYeT 1 06 0OpaTHOI CBSI3U: IPOBEACHHE OIlePaIuH
THAK =e yayumaer TedeHue 3ab6oaeBanust 6e3 BMT.

3aKAOUYeHHE

Y4uTBIBas BBICOKYIO PaclpOCTPAHEHHOCTD KaK A0PTaABHO-
ro creHo3a, Tak 1 ATTR-aMHAOHMA032 B ITOITYASIIHH ITAIIHEHTOB
CTapIuei BO3PACTHOM IPYIIIBI, 11eA€COOOPA3HO IIPOBOAUTH Lie-
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Pucynox 7. Aaunsie naanaproi cipaturpaduu nanuenTa 111 Co6cTBenHOE HabAIOACHNE

RKNPK

0.00 MBq

LEHR

Matrix: 128 x 128

320 mm

Time/ frame: 208 Sec
Tot Cts: 1000000

20 Jun, 2023 12:25:22.

20 cm

Anterior projection
ANT

UNIF/ LIN/ NRGY LO: 0.00

A - ucxopHo; b — yepes 12 mec npuema TadpaMupuca.

RKNPK

0.00 MBq

LEHR

Matrix: 128 x 128

320 mm

Time/ frame: 253 Sec
Tot Cts: 1000000
7078

25 Jun, 2024 12:38:56.00

20 cn;

Anterior projection
ANT

UNIF/ LIN/ NRGY

Pucynok 8. AaHHbIe OAHOPOTOHHOM dIMUCCHOHHOI KOMITbIoTepHOi ToMorpaduu manuenta I11. Co6cTBeHHOE HabAIOACHNE

00 0D £ TRATSACST

0 O X[ 87511
RECON TOMO / TRANS-AC-S1
612012023

TRANS-AC-S1
e TRANSAESY

IRECONTOMO TRANS-ACS1
lor25r2028

TRANS-AC-S1
RECON TOMO / TRANS-AC-51
6/25/2024

A — ucxopno (Grade 3); B — uepes 12 mec mocae npuema tadpamuauca (Grade 2-3).

A€HATIpaBACHHBIM CKpMHHHT Ha Haamane ATITR-ammaomaosa.
Oxoxapauorpadus ¢ OLIeHKOM TA0OAABHOM AedpOpMaLHU MO-
KeT OBITb [IePBbIM AHATHOCTHYECKHM IIATOM, 32 KOTOPBIM CA€-
AyeT MarHUTHO-PEe30HAHCHAs TOMOTpadms cepalla C KOHTpa-
crupoBanueM H T1-kapTupoBanueM. B paHHOM caydyae Heu-
BA3MBHbII IIPOTOKOA TUIIMPOBAHHS OeAKa-TIpeAlleCTBeHHUKA
aMHAOUAQ, OCHOBAHHBIA Ha CLIUHTUTPAQUI MUOKAPAA C PaAU-
odapMIIpenrapaToM, B COYETaHUHN C IMMYHOXUMUYECKHM aHa-
AU30M CBIBOPOTKHM KPOBH M MOYH AASl MCKAIOUEGHHS aMHAO-
HAO32 AETKUX Ilellel, MOKeT OBITb MEeTOAOM BbIOOpa B 3TOM
nomyasuuy manueHToB. OAHAKO M3-32 TeTePOreHHOCTH 3260-
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A€BaHHUS Y IIMPOKOTO CIIeKTPa KAMHMYECKHX IPOSBACHUH OIlI-
THUMAABHBIN AUATHOCTHYIECKUM AaATOPUTM CKPUHUHIA AMUAOH-
AO3a CEpAIIa Y MAI[MEHTOB C A0PTAAbHBIM CTEHO30M OCTAETCS
HeSCHBIM M HY>KAAETCS B AAAbHEHIIIeM U3y JeHUH.

Dunancuposanue
Hcmounuxu punancuposanus omcymcemeyom.

Kongauxm unmepecos ne 3assiex.

Crarpanmocrynuaa 10.12.2024
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