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Amunoudos cepoya (amunoudHas KapOUoMuonamus) — Qopma CucCmemMHo20 HapyuleHus: OeIKo8020 00MeHa ¢ npeumyuye-
CmMeeHHbIM omiaodceHuem Oenxa b-gubpunisapnol cmpykmypol (amuiouda) 6 muokapde, 3H0oKapde, nepuxkapoe, aopme u
CMeHKax KOPOHApHuIX cocy008. Ouenb 8adCHbLIM B0RPOCOM OCMAEMCcs HeoOX00UMOCIy panteli OUAZHOCMUKU aMUIou003a,
MaK Kax npu HAIU4uY KIUHUYeCKU 3HaUUMbIX NOPAdICeHUll cepoya nposHo3 Kpaiine Heb1azonpusmen 6 cés3u ¢ ObICIMpbiM NPo-
epeccupoganuem 3abonesanusi. B cmamve paccmompenut gozmooicnocmu u mpyonocmu oughghepenyuanbHou OuazHOCMuKY U
JledeHus 60NbHBIX ¢ aMUTOUOHOU KapouoMuonamuel, a maxice npeocmagieno coocmaeHHoe KIuHuueckoe Habnooenue.
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Cardiac amyloidosis (amyloid cardiomyopathy.) is a systemic disorder of protein metabolism with the predominant deposition

of amyloid (fibrillar beta-protein) in myocardium and coronary artery walls. Early diagnostics of this condition remains a
challenge because it has a poor prognosis and leads to rapid progress of the disease. Difficultis of its diagnostics are discussed

with reference to an original observation.
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Amunonnio3 — rpynmna 3aboneBaHuil, OOMIMM MpH3HA-
KOM KOTOPBIX SIBJISIETCSI OTIIO)KEHHE B OpraHax M TKaHsIX 0CO-
6oro Oenka -huOprIApHOi CTPYKTYpBL. TepMuH «ammuIo-
ua» BBen B 1854 1. R. Virchov, koTopsiit moapoOHO U3yyun
BEIIIECTBO, OTKJIAJABIBAIONIECECS B TKAHIX Y OOJNIBHBIX TyOep-
KyJIe30M, CHOUITHCOM, aKTHHOMUKO30M [1]. B nanpHeitmem
ObliIa yCTaHOBJIEHA OEIKOBas NPUPOJA aMIIIONA, U TOIBKO
yepe3 100 et HAONIONEHMS C MOMOIIBIO AJIEKTPOHHOT'O MU-
KpOCKOIa Moka3aHa ero puopuuisipHas ctpykrypa [2].

AmMmton103 cepana (aMIIoOnHas KapAHOMHUOIIATH ) —
(opma cUCTEMHOTr0 HapyIlleHUs OeITKOBOro oOMeHa ¢ Ipe-
MMYIIECTBEHHBIM OTIIOKEHUEM Oenika [B-huOpuiuisipHoit
CTPYKTYPHI (aMUJION 1a) B MUOKAp/e, YHA0Kap/e, eprKap-
Jie, a0pTe U CTEHKaX KOPOHAPHBIX cocynoB. Cepuie — 3T0O
JOMUHUPYIOLIHUH OpraH-MHUILIEHb IPU CUCTEMHOM aMHJIOU-
J103€, HO IPH HEKOTOPBIX (hopMax 3a00IeBaHMs BCTPEUaLT-
sl €r0 U30JUPOBAHHOE MTOPAKECHHUE.

[Mopaxenue cepiaia MOXeT HAONIONATHCS MPH CIEAY-
IOLIMX THIIaX aMMJIOWJ03a: IPU IEePBUYHOM HAHONATHYE-
CKOM aMHJIOM103€ — aMUJIon 103¢e Jierkux nemneit (AL), ce-
HUJIBHOM CHCTEMHOM ammiionnose (SSA), ceMeiiHOM amu-
nonnose (FAP), Bropuanom amunongose (AA).

IIpu AL-amunonmo3e opraHaMU-MHUIICHSIMH Yalle siB-
nstorest cepane (60—90%), nouku (74%), neuens (27%),
nepudepudeckas (22%) U BereTaTUBHas HEpBHas CH-
crema (18%). YV OonpmmHcTBa (69%) MAUMEHTOB MpU
AL-amunono3e B MAaTOJOTHYECKUH IMPOIECC BOBICUCHO
HECKOJIBKO OpraHoB, Ookojo 20% 5TuX OOJIBHBIX HMEIOT
KapauaJlbHble CUMIITOMBI, PUOIN3UTENBHO B 5% ciiyda-
€B BCTpeuaeTcs M30JUpPOBAaHHOE Mopa)keHue cepamna [3].
B ocHoBe pa3BuTus AL-amunono3a J1eKuT 1eeKT MOHO-
KJIOHAJTBHBIX TOMYJISIIIUH IUIa3MaTHIYeCKUX WU B-KieTok
KOCTHOT'O MO3ra, KOTOpble HAYMHAIOT IPOLYLIUPOBATh aHO-
MallbHBIN TapanpoTenH, OO0JaJaroIIUi aMUJIONI0TCHHO-
cteo. [IpenmecTBenankn AL-amumonga — JeTKue Ienu
MOHOKJIOHAIILHOTO UMMYHOrIo0ynnHa (dame I-, pexe
k-tumna). IIporHo3 nmpu AL-amunoungosze HeOIarompust-
Helii. Hanmuue amunongos3a cepama ykasblBaeT Ha Hawu-
XYJIIUIUH TPOTHO3 10 CPAaBHEHUIO C MOPAKEHUEM JPYTUX
opranoB. CpenHsisi BBDKHBAEMOCTh TAaKWX OOIBHBIX CO-
cTaBisieT 13 mMec 0e3 JieueHUsI U MOXKET YBEJIUIUBAThCA 10
17 Mec npu NOCTOSTHHOM MpueMe MeldaliaHa U MPEIHU30-
JIOHA, a TIPYA HAJIMYUU CUMIITOMOB CEPJCYHON HEJ0CTATOU-
HOCTH — OKoJI0 6 Mec. Tonbko y 5% OONBHBIX OTMEYArOT
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BeDKHBaeMocTh 70 10 net [4]. ITpu SSA gamie BcTpedaroTcst
JudQy3Hble HHTepCTULIHAIbHBIE GUOPUILISPHBIE OTIIONKE-
HUS B MHOKapie, MyJIbTU(OKAJIbHBIH MacCCUBHBIN aMUIIO-
WI03 MUOKapaa, AUPQPy3HbIH HHTEPCTHIIMAIBHBINA ceTua-
THIA (TIceBIOTUNEPTPOOUICCKHIA) KapIuaIbHBIH aMUJIOU-
J103, aMHJIONI03 BEHEYHBIX apTepuil (MYJIBTHHOMYJISIPHBIH
CTEHO3UPYIOIIUHA KOPOHAPHBIN aMUJIONI03) U aMUJIOUA03
aopTsl. berkom-npenmectBeHHUKOM SSA-amMuIon1a siBIs-
€TCSl HEMYTAaHTHBIN «auKuiy (wild-type) TpaHCTUpETHH,
KOTOPBIM OTKJIAABIBACTCS MPEHMYIIECTBEHHO B CEpIIe.
[Nopaxkenue cepaua mpu CTapyeckoM aMUIIOMA03€ YacTo
He nposiBageTcsa KinHudecku [5]. Kpome cepnna u nerkux,
npu SSA aMuIONA HaXOASAT TakKe B JKETyI0YHO-KUIIeU-
HOM TpakTe, MEYEHH, CEIE3CHKE 1 SHTOKPHUHHBIX JKeJe3ax,
a TaKk)ke KOCTHOM MO3Te U si3bike. [lopakeHue mouek BCTpe-
yaetcs pexe. OCHOBHOE MposiBJIeHHE 3a00neBaHus — 3a-
CTOITHas cepaeTHast HEJOCTAaTOYHOCTh. SSA MMeeT MeIJICH-
HO TIpOrpeccupyIoliee TeueHUEe, i CPEIHSS BEKUBAEMOCTh
coCTaBIIsIeT 7,5 rona mo cpaBHEHHIO ¢ 15 Mec y OONBHBIX
¢ AL-aMuUIONI030M MpPU OJUHAKOBOW CTENEHHU YTOJIIIE-
HUS CTEHOK JeBoro xemynouka (JIXK) [6]. IIpu cemeitHom
aMHUJION]I03€ UMEET MECTO ayTOCOMHO-JIOMHUHAHTHBIN THII
nepenauyn 3a0oieBaHus, CBSI3aHHBIA ¢ MyTalleld B reHax
OCJIKOB-TIPEIIIIECTBEHHUKOB. MyTaHTHbBIE OENKH HecTa-
OHMJIBHBI U TIPH ONPEICICHHBIX YCIOBUAX MOTYT MPEIUITH-
THPOBaTh B GUOpMILIApHBIE CTPYKTYphl. CeMelHbIH aMu-
JOU03, KaK MPaBUIIO, MPOSABISAETCS TONBKO K CepequHe
xu3HU [5]. [lo cCBOMM KIMHHYECKUM MPOSBICHHUSAM (OCHOB-
HBIE OpPraHbl-MHILIEHU CEPAIE, COCYAbl) CUCTEMHBIN CTap-
yeckui amuion1o3 SSA cxonen ¢ AL-aMuiaon030M, oi-
HAaKO OTIIMYAETCS OT HErO MEHBIIEH TXKECThIO TOPakeHUs
¥ HEPEIKUM COUYETaHUEM C aTepockiepo3oM. B Oonbiieit
CTEIIeH! M3yYeH BTOPUYHBIA CUCTEMHBIA aMUJIONI03, pa3-
BHUTHE KOTOPOTO MOXET OBITh COMPSIKEHO C JITUTEIBHBIM
TEUEHUEM XPOHHMYECKHUX BOCHAJIUTENBHBIX 3a00ieBaHUii,
TaKUX KaK PeBMAaTOUIHBIA apTPHUT, OPOHXOIKTaTHUECKas
0oie3Hb, TyOepKyne3, OpOHXHT, Jienpa, aHKUIO3UPYIO-
OIUI CIOHWIUT, TICOPUATHYCCKUAN apTPUT, XPOHUUYCCKHUE
3aboneBanus kumieyHuka (6one3ns Kpona). B atom ciy-
yae AA-amuions; oOpa3yeTcst U3 ChIBOPOTOYHOTO TpPE/I-
HmIeCTBEHHUKa — crenuduueckoro octpodazoBoro Oel-
Ka, ONHM3KOro 1Mo CBOMM (YHKIIMOHAIBHBIM CBOWCTBAM K
C-peakTUBHOMY O€JIKY, KOTOPBIH MPOAYLHUPYETCS B OTBET
Ha Bocnasienue [7]. Y manueHToB ¢ XpOHUYECKOM MOYeTHON
HEJOCTAaTOYHOCTHIO BO3MOKHO Pa3BUTHE aMHUJIOMI034, ac-
COLIMMPOBAHHOTO C TeMOANATH30M [§]. AMIIION103 cepAaa
BCe JKe yale ObIBaeT MEePBUYHBIM.

JImarsocTuka aMMIOMAHON KAaPpANOMUONIATHH

OdYeHb BaXHBIM BOIPOCOM OCTaeTCs HEOOXOAMMOCTH
paHHEeW AMAarHOCTUKM aMHIJIOMI03a, TaK Kak IpU HaJld-
YUU KJIMHUYECKH 3HAYUMBIX MOpaXEeHUH cepaua mporHo3
KpaiiHe HeOJarompHusTeH B CBA3H C OBICTPHIM IIpOrpec-
cupoBaHueM 3abosieBanus. [Ipu OTCYTCTBHHM aJeKBaTHO-
ro JIeYeHUs YTONILIEHHE CTEHOK MHOKapaa y OOJBHBIX ¢
AL-aMHUIION1030M MOXKET 3HaYUTEIBHO IPOrPECCUPOBATh
(mo 1,45—2,16 MM B Mec1) U IPUBOIUTH K Pa3BUTHIO 3a-
CTOWHOH CEpCUYHON HETOCTATOYHOCTH U CMEPTH B TCUCHHE

6 mec [9]. AuddepeHnnanbHas TUATHOCTHKA aMUJIOU1032
cepaua TpyIoHa, Tak Kak 3a0oJieBaHUE, HE WUMes MaTOTHO-
MOHUYHBIX CUMIITOMOB, IIPOTEKAET MOA MAacKOH pa3ind-
HBIX COCTOSHHMU W NMPUHUMAETCA 3a THIEPTPOPUUECKYIO
KapIUOMHUOIIATHIO WM HIIEMUYECKYI0 OOJe3Hb cepala
(UBC). IIpu mo3gHeil AMarHOCTHKE 00mas TsHKECTh CO-
CTOSIHUS MAIMEHTOB HE MO3BOJISIET IIPOBOJUTH COBPEMEH-
Hoe 3¢ (eKTHBHOE JieueHHe (MHTEHCUBHAS XUMHUOTEpaIus
C TpaHCIUIAaHTAI[MEeH CTBOJIOBBIX KJIETOK, TPAHCIJIAHTAIUS
OpraHoB: cepana, nedenu win mnoyek) [10]. Tounoe THnm-
pOBaHHE AMUJIOMAHBIX OTIOKEHHH HMeeT NepBOCTENEH-
HOE 3HaueHHWe A1 BbIOOpAa COOTBETCTBYIOLICH TEpamuH.
Tun amuiionsia, CTETIEHb BOBJICUCHHS OpraHa B MATOJIOTH-
YECKHH MPOIIECC, a TaK)KE OTIEIbHBIE MyTAIlUU OIIpEeAesi-
IOT BapUaHTHI JIEYEHUS, KOTOPOE MOXKET OCYLIECTBIATHCA
TOJIBKO B CIEIHAJIU3UPOBAHHBIX OTICICHHSIX, UMEIOLINX
OTIPEZICTICHHBIN OMBIT TUAarHOCTHKU W JICYCHHS 3TOTO 3a-
OGoneBaHUs.

Knaccudukauus amuionnosa cepaua paspaboTaHa
BO3 B 1993 1. 1 0ocHOBaHa Ha CTETIEHH BOBJICUEHUS Cep/Lia
B MATOJIOTMYECKUM MpoLIeCC.

* ] cramus: HET CUMIITOMOB HJIH TIPA3HAKOB aMHUJIOUI0-
3a Ipy OMOIICHM MIIM HEMHBAa3UBHOM 00CIIeJOBaHUU.

* Il crapust: GecCUMNTOMHOE BOBJICUCHHUE CEPALIA, TIOA-
TBEPXKJICHHOE C MOMOIILI0 OHOIICHU HWJIM HEHHBA3HBHOTO
TECTUpOBaHUA (Hampumep, ToiamuHa creHku JIXK Oonee
1,2 cM npu OTCYTCTBUU MpPEALIECTBYIOUIEH apTepruaibHON
TUIEPTEH3MH MU MOpOKa Ceplla HJIM HU3KHHA BOJIBTaX
OKT 6e3 BUANMOI TPUYUHBI).

* III cranus: KOMIEHCHPOBAaHHOE CHMIITOMHOE IOpa-
JKEeHHe cepaua.

* IV cragus: nekoMneHCHpOBaHHAS KapIHOMHUOTIATHSI.

VY manueHToB ¢ aMIJIONI030M BOBJICUEHHUE CEpALla MOJ-
TBEPXKIACTCS IOJNIOKUTEIFHBIMHI Pe3yJIbTaTaMu OHOTICHHU
MUOKaplla H/WJIK yBEJIWYEHHEM TONIUHBl cTeHok JIK
(TONIIMHA MEXKETyTOYKOBOH meperopoaku ooiee 12 Mmm)
MPH OTCYTCTBUY apTePHUATIbHOM THIIEPTEH3UH WIIH JPYTHX
BO3MOXKHBIX IIPUYMH UCTUHHOU runeprpoduu JIK [5, 11].
AMHUIIONTI03 cepila MOXKET OBITh 3a10J03pEH TOJIBKO I10-
clie THIATEeNBHOr0 HCKItoueHus muokapauta, UbC, snmo-
KapInuTa, MHUOKapIUOAHCTPOOUU HW3BECTHOH STHUOIOTHH
(aTTKOTONIBHOM, AMA0EeTHUECKOH U JIp.), KAPAUOMHOTIATHHA.

Ha HauanpHBIX CTaAMsIX pa3BUTHE aMUIIOMIO3a CEpl-
[a TPOMCXOIUT UCIOABOJb, MAJIOCUMITOMHO. MOTYT OT-
MeYaTbCsd YMEHBIIIEHHE MAacChl Tejla, yTOMIIIEMOCTh, pa3-
JIPaXXUTENBHOCTh, TOJOBOKPYXXEHHE, OTEYHOCTH. 3aTeM
CUMITOMaTHKa OBICTPO HApacTaeT, 0COOEHHO Mocie KakKo-
ro-mu00 HHTEPKYPPEHTHOTO 3a00eBaHus (HAPUMED, OCT-
pOro pEeCHMpaToOpHOro), CTpecca, SMOLMOHAIBHOTO Tepe-
HATIPSOKCHHSL.

B pa3BepHyTO#l cTagny aMIIIONAHON OONE3HU cepAla
oOpaiiaer Ha ceOs BHUMaHHE CIEAYIONINE KIMHUYECKHUE
MPU3HAKU:

* IOHWXXEHHOE apTepuaibHoe aaBieHue (AJl) ¢ sBie-
HUSMHU OPTOCTAaTHUYECKON apTepHalbHONU THIIOTEH3UH;

* MPU3HAKU XPOHHYECKOW CEpAEeYHON HEZOCTaTOYHO-
cty (OABIIIKA MPU HArpy3Ke, MapOKCH3MaJIbHAS OIBIIIKA,
YTOMIISIEMOCTh, OOBEKTHBHBIC NMPU3HAKHU 33aCTOSI B MaJOM
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1 0OJBIIOM KpyTe KpOBOOOpAIIeHHs (ACIUT, THIPOIECPH-
Kapll, THAPOTOpaKC, OTEK, IelaToMerajius, 4acTo pes3u-
CTEHTHAs K JICYEHUIO);

* 0oib B IpyIHOHU KIIeTKe (B 00JacTH cepaua), Kak HO-
csmas «MacKy» CTEHOKapauH, TaK U HEOMPEIETIEHHOT O Xa-
pakrepa;

* CHHKOIIAJbHBIE COCTOSHHUS.

CuHKOMaNbHBIE COCTOSHUS Yalle Pa3BHBAIOTCS BCIE-
CTBHE HECIIOCOOHOCTH CepAla aJeKBATHO YBEINIHBATH
cepleuHbli BBIOpOC Ipu (PU3NYECKO Harpyske u3-3a pe-
crpuknuu JDK, nmopaxkeHus npencepauii u/vim yMeHblIe-
HUS KPOBOTOKA IO MOPaKEHHBIM aMHUJIOHI030M MEJTKHM
KOPOHAPHBIM apTEPUSAM, TOCTYPaIbHON apTepHUaIbHOM TH-
IIOTEH3UU U CONYTCTBYIOLIEH HEBPONATUH, a TAKXKE BCIIE-
CTBUE MOSIBJIECHUS CHHAPOMA C1a00CTU CUHYCHOTO (CHHYC-
HO-TIPEJICEPIHOT0) y37a (B pe3yjbrare ero aMuJIOHIHOH
WHOWIBTpanun), 070K IPOBOASIIEH CHCTEMBI Cepla —
IIpU cKoImIeHuH (pubpuiispHoro 6enka B nydke I'uca, cu-
HYCHOM M aTPUOBEHTPHUKYIAPHOM (peACepIHO-KENY 10U~
KOBOM) y3sax. OOMOpOKH y 4YacTH OOJBHBIX BO3HHUKAIOT
U TIpU SMOIMOHAIBHOM HanpshkeHHH. CHHKOMAIBHBIE CO-
CTOSIHHSI Y 3TOW KATErOPHH OOJIBHBIX SBJISIFOTCS TPOTHO-
CTUYECKH HeOJIaronpusATHBIM MPU3HAKOM — abCOIIOTHOE
OOJIBIIMHCTBO TaKWX NAIMEHTOB YMHUPAIOT BHE3AaHO B
TeyeHue 1 Toma OT Havyaia CHMITOMATHKH BBHIY IMOSIBIIC-
HUs Opaju- U TaXHApUTMHUU, MPUBOIAIINX K BHE3AITHOM
cepredHoit cmept [12]. AMUIONT MOXKET OTKIIAABIBATHCS
B MEJKHUX COCYAax MHOKapa ¢ pa3BUTHEM MHUKPOLHPKY-
MAMUOHHON cTeHokapanu (cuaapom X). Ilpu ayTomcuum
MOXET U He OBbITh aMHJIOMJIa B CaMOM MHMOKapje, KOTo-
pBIH BHEIIHE HE OTJINYAETCs OT HEIMOPAKEHHBIX YYaCTKOB.
B cnywae ornoxkenus amwionga B 00NacTH KiIanaHOB
pa3BUBaeTCs KIMHUYECKAs KapTHHA KIJIANaHHOTO ITOPOKa
cepaua. IIpubnusurensHo y 23% OOJIBHBIX HENOCTATOY-
HOCTh KPOBOOOpAIlEHUsI — 3TO MEPBbIil IpU3HAK 3a00J1e-
BaHUA, XapaKTEPHOU OCOOCHHOCTHIO KOTOPOU MPH aMHJIO-
UI03¢ CepAla SBISIOTCA ee OBICTPOE IPOrPEecCHpOBaHME
U PE3UCTEHTHOCTh K TEPAIUH CEPICUYHBIMH TIINKO3UIAMH
[13]. Ilpn ayckynapranuu cepAla y HalMEeHTOB BHICIYILIU-
BaIOTCA TIYXOCTh CEPACYHBIX TOHOB, CHCTOIMYECKHH IIYM
MpH HAJIMYUU PETYPrUTALHHA HA TPEICEPIHO-KEITYI0Y-
KOBBIX KJallaHaX. OJeKTpokapauorpapuyeckas KapTHHA
IIPY aMUJIOUA03€ CepALa, KaK IPaBHUJIO, BKIIOYAET HU3KUH
BOJIBTX 0€3 CrerupUIecKux U3MEHEHHH PenoIsipu3aiim
WJTM COYSTaHWE HU3KOTO BOJIbTaXka M dXoKapauorpaduye-
CKHUX IPU3HAKOB OOJBIIONH Macchl MHOKapja; IaToJIOrH-
gyeckue 3yOusl O, «CUMYIUpYIOmKey» HHPapKT MHOKapAa.
[MaTonornyeckuii 3yoen O 0ObIYHO PETUCTPUPYIOT B TPY/I-
HBIX OTBEAEHUSX (V—V,), HO OH BCTPEYAETCS ¥ B HHIKHUX
orBeneHusx (1, III u aVF). ®opmupoBanue 3y6uos Q cBs-
3bIBAIOT ¢ HasJnuueM (Gudpo3a M pa3oOLICHHEM IPOBOAS-
IIMX BOJOKOH MHOKap/a OTJIOKeHUAMH amuionaa. Omnuca-
HBI TaKXKe KEIyJOYKOBbIC HAPYLICHUS PUTMA, YBEITHUCHHE
naTepBana O7, Hapymenus nposogumoctu [14]. Ilpu mak-
CUMAaJIBHBIX OTJIOXKEHHUSAX aMHJIOMIAa MaKPOCKOIHYECKH
OpraHbl CTAHOBATCS OJIEAHBIMH, yBEIIMYUBAIOTCS B 00BEMe
U TIOKPBIBAIOTCS BOCKOBUIHBIM (CajbHBIM) Oneckom. [Ipu
aMWJIOMJI03€ ceplilla MUOKapJ YIJIOTHAETCS, CTAHOBUTCS

MaJIOPACTSKUMBIM («PE3HHOBBINY» MHOKapi); 00BeM TO-
JocTel cepana oOBIYHO M3MEHSIETCS He3HAuWTENbHO [7].
CrenctBueM CTPYKTYPHBIX H3MEHEHUI MUOKap/a ABISAIOT-
Csl HAPYUICHHSI CUCTOJIMYECKON M JHACTOIMYECKON (yHK-
IUH, yMEHBIIIEHNE Cep/IeYHOT0 BhIOpoca. Takum o6pazom,
npu 3xokapauorpapuu (OxoKI') BBIABIAIOT BBIPaKEHHOE
HapyleHue auactoiandeckoro pacciabdbnenus JIK, «mces-
noruneprpoduto» muokapaa JIXK, HempomopiinoHalibHO
0O0JIBIIION pa3Mep 00OMX MpEACepAril B CpAaBHEHUU C pa3-
MEpOM KEINy/I0YKOB, CYIIECTBEHHOE CHWKEHHE (ppakiiu
BeIOpoca JIK, moBbllIeHNE KOHEYHOrO UACTOIHYECKOTrO
JaBJICHUs B JKeIyJOYKaX Cepilla, THIOKWHE3UI0; BO3MO-
JKEH BBITIOT B MoJIocTH niepukapaa [15]. Muorna B Muokapae
YIAETCsl BBISIBUTH AXOMOJIOKUTEIbHBIC BKIIOYCHUS B BUJIC
MEJIKMX TpaHyll, MPEeICTaBISAIOIUX COO0H OTIOXKEHUs
amuiiousia. [lo pesynbratam uccnenoanuit J. Rahman u
coaBT. [16] mpu HHU3KOM BombTaxe 3yomoB QRS Ha OKI u
TOJIIIINHE MEXKIKEITYJOUKOBOH Tieperopoaku ooinee 1,98 cm,
1o naHHbIM Ox0KI, 1uarno3 «aMuiIon03 cepama» MOXeT
OBITh MOCTABIICH C YYBCTBUTEIBHOCTBIO 72% H cienupuy-
HOCTBIO 91%. BBICOKOUYBCTBUTENBHBIMY U CHIEIA(UIHBI-
MU METOJaMH TPHKU3HEHHON JIHArHOCTUKH aMUJIOH]IO-
3a cepAla CIYXUT MarHUTHO-PE30HAaHCHas ToMorpadus
CepAlla, KOTopask perucTpupyeT CyO0IHIOKapauaIbHOE Ha-
KOIUUICHHE Ta/I0JINHUS, IMEIOIIETO BBICOKYIO YyBCTBUTEIb-
HOCTH U CHEIM(PHIHOCTH, 0coOeHHO 1t AL-amunonao3a,
HO TIPH 3TOM He SIBJISETCS MPEAMKTOPOM BBIKHBAEMOCTHU
6onbHBIX [17, 18]. B nuteparype HeT onucaHus crenudu-
YecKuX JabOopaTOpHBIX MPHU3HAKOB aMWIIONa03a. B To xe
BpeMs y MAIMEHTOB C aMIJIONI030M CepIia oOHapy K1Ba-
10TCs 3HauuTeIpHOE noBbImeHue COD (mo 50—70 mm/4) u
aHeMHsl, B psAfe Clly4aeB — TPOMOOIUTO3, runephudpu-
HOoreHemusi. Hacto BcCTpedaeTcss THIONPOTEHHEMUS], TH-
Mepriio0yJIMHEMHUS W TUMOATLOyMUHEMHSI, TIPOTCHHY PUS
(B citydae BOBJICUEHHS B IIATOJIOTUYECKUII ITpoLiecC MOYEK).
Briasnenue TponoruHa T uiu [ cBA3BIBAIOT CO CHUXKEHUEM
BBDKHBAEMOCTH OOJIBHBIX MO CPABHEHUIO C MAIIUCHTAMU, Y
KOTOPBIX HET MOBBIIIEHUS 3THX TOKa3aTeled — Mo JIaH-
HbIM A. Dispenzieri u coasr. [19], 6—8 u 21—22 mec co-
OTBETCTBEHHO).

B cnydae momo3peHHs Ha HaJIMYKMe aMUJIOMJIHOU Kap-
JUOMHUOTIATHH TI0 JJAHHBIM HEWHBa3MBHBIX METOJIOB JHa-
THOCTHUKM BO3HHMKAeT HEOOXOIMMOCTH MPOBEACHUS DHJIO-
MHOKap/uajdpHONW Ouorcuu. B rucromornyeckux mperna-
parax aMUJIONJ MOXKET BBITIISAIETh CICAYIOIUM 00pa3oM:
TIPU OKpPacKe TeMaTOKCHIIMHOM M S03WHOM aMHUJIOU]T UMe-
€T TOMOTE€HHO PO30BBIH IBET; B IOJIIPU3OBAHHOM CBETE
aMWJIOHJI, OKPAIIEHHBI KOHTO KPacHBIM, 00IamaeT CBET-
JI0-3€JICHBIM JTBOWHBIM JTy4eNPesIOMICHUEM; TIPH OKPaCKe
METHJIOBBIM (PHOJIETOBBIM, THCTOJIOTHYECKIM KPAaCHTEIEM
HOATPIOH, KOHI'O KPacHBIM aMUJIOUJ JEMOHCTPUPYET Me-
TaXpOMa3HI0, OKPAIIMBAsCh B KUPIUYHO-KPACHBIN LIBET;
AMUWJIOHN] BBISBIISIETCS MMMYHOTUCTOXHMHYECKH TPH TO-
MOIITM aHTUTEN, CIEIU(PUUHBIX IJIs Pa3HBIX IOJITHUIIOB
¢ubpunn;, npu 3SNEKTPOHHOW MHUKPOCKONHHU aMHUIIOH]
BBISIBIISICTCSL B BHJIE HEBETBALIUXCS (UOPUILIT TOMIIMHON
7,5—10 mM. Ilpu peHTreHOmU(PaKIIOHHOM HCCIIENOBa-
HHUH YCTAHOBIICHO, YTO aMHUJIOU] TIPENICTABIIAET COOOH rod-
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PUPOBAHHYIO B-CIOUCTYIO CTPYKTYpY. DTO JAeiacT OesloKk
OYCHb YCTOMYMBBIM K ()EPMEHTATHBHOMY pACIICIICHUIO
W CIOCOOCTBYET HAKOILICHUIO €r0 B TKAHAX. AMUIION]] OT-
KJIa/IbIBA€TCS BHEKIIECTOYHO, MKy BOJOKHAMH MHOKap/a.
WHTepcTUIMANIBHBIE JCTIO3UThI HEPACTBOPUMOIO aMHMJIO-
W12 pacIoyiaraloTcsi B MHOKap/e BCEX YETHIPEX MONOCTEH
ceplla, a Tak)Ke 4acTo OOHApyKUBAIOTCS B CHHYCHOM H
ATPUOBEHTPUKYJISIPHOM y3J1aX MIIM B HOXKKax my4ka [uca,
B Cpe/HEH W Hapy XKHOH 000J0YKaX HHTPaAMypaJbHBIX KO-
POHApPHBIX apTepUil U BEH, YTO MOXKET BBI3BIBATH HX CY-
keHue. BMmecTte ¢ TeM pyTHHHOE TPOBEACHHE JHIOMHO-
KapauaJbHOM OMOICHU HE PEKOMEHIYIOT B OONBLUIMHCTBE
CIydaeB aMUJIOU03a, MOATBEPKICHHOTO pEe3yJIbTaTaMu
OHOIICUY JPYTHUX TKaHEH, TaK KaK BBISBICHHE YTOJIICHUS
crenok JIK mpu OxoKI genaet BoBieueHue cep/iia BechMa
BEpPOSITHBIM, a2 HOpMaJbHasl TOJIIWHA CTEHKHU C HOpMAailb-
HOU (hpakmueii BeiOpoca (PB) sABIAETCS MPOTHOCTUYECKH
XOPOIINM MPU3HAKOM JIa)Ke €CclIi HeOOJIBIIOe KOJINYECTBO
amuiiouia OyeT BeIsIBICHO 1pu ouoncuu [20].

Jleyenue aMuI0M1032a cepaua

D¢ dexTrBHOE NeueHHE OOJIBHBIX C AMHIIOWTHON Kap-
JUOMHONIATHEN SIBIISIETCS CIIOAKHOM MpoOieMoi B Kapauo-
JIOrMYECKOH MpaKTUKe. JleueHne HarpaBIeHO Ha yMEHbIIIe-
HUe 00pa30BaHUsI NATOJIOTUYECKOro OeJIKa M 3alIUTy Opra-
HOB-MUIIeHeH. [Ipr BTOPpUYHOM aMUIIOH103€ HEOOXOIUMO
JieYeHHe OCHOBHOIO 3a0oJieBaHMs (paguKajbHOE JieueHHue
OCTEOMMEJIHNTA, CBOEBPEMEHHOE JIeUeHUE PEBMATOUIHOTIO
apTpuTa, ONepaTHUBHOE ynajeHue onyxonu u T. A.). C me-
JIBIO TIO/IABJICHUS aMUJIONJOTEHE3a UCIIONB3YIOTCS pa3ind-
HbI€ CXEMBbl MOJUXUMHOTEPANIUU, UMMYHOJENPECCUBHBIE
npenapatsl. g onpeneneHus BEIOOpa COOTBETCTBYIOLIEH
Tepanuu HeoOXOJUMO ONpeAecHne Tuia aMmuiaouaa. [lpu
AL-aMunonio3e 1enb Tepanuu 3aKI0YaeTCs] B JIMKBH/IA-
LIMM OTBETCTBEHHOI'O KJIOHA IJIa3MaTHYECKUX KIIETOK C
MIOMOIIbI0 BHYTPUBEHHOTO BBEIEHHS BBICOKMX 103 LIUTO-
cratuka mendanana [21] ¢ mociaeayromei ayToJIOrHYHON
TPAHCIUTAHTAINEH CTBOJIOBBIX KJIETOK, OJHAKO CIEIyeT
IIOMHUTB O BBICOKOI CMEPTHOCTH IIPU UCIIOIB30BAHUHU 3TO-
ro Metoaa neyeHus [22]. Ilo naHHBIM TUTEpaTyphl, IBOUCT-
BEHHO 00CY)KJaeTcsi BOIPOC O TPAHCIUIAHTAI[UU CepAla
MpU yKa3aHHOM THUIEC amuwionao3a. dH(EeKTHBHOCT Me-
toga npu AL-amunonsosze HU3Kas BBUAY Pa3BUTHSA aMU-
JIOUJHBIX OTJIOXKEeHUH B TpaHcmianTate [23]. Ho ects nan-
Hble 0 Xxopouei 3pPeKTUBHOCTH JIeUeHHUS U yIy4ILICHHH
MPOTHO3a TOCJe TPAHCIIAHTAIIUN CEplla B COUETAHHUH C
TpaHCIIJIAHTALMel CTBOJIOBBIX KJIETOK M XMMHOTepanuei
BBICOKMMHU Jlo3aMu MelnaliaHa u jaekcamera3ona [24, 25].
Jleuenune npu AL-amunongo3e AIUTEIBRHOE W YacTo Ipe-
Kpamaercsi u3-3a moOOoYHBIX dPPeKToB mpemnaparo. [Ipu
ceMeHHOM aMUJIONA03€ Yallle IPUMEHseTCsS TpaHCIJIaHTa-
LU T€YEeHH, TO3BOJIAIOAs YIAIUTh HCTOYUHUK MYTaHTHO-
ro 6enka. [Ipu HEOOXOIUMOCTH MIPOU3BOAUTCS TPAHCILIIAH-
Talsl MOPaKEHHOTO OpraHa, BKIJIKOYAs CepAlle M IOYKH
[10]. Ciennduryeckold Tepanuu CEHHIBHOTO CHCTEMHOT'O
aMUJION 1032 TAK)KEe HE CYIIECTBYET.

Takum 00pa3oM, MpH aMUIIOHI03€ CEpAla JIeYeHUE B
OCHOBHOM HAITPaBJICHO Ha 3aMeJIJICHHE MTPOTPECCHPOBAHUS

CepACYHON HEIOCTATOYHOCTH: Ha3HAYCHHWE WHTHOUTOPOB
aHTHOTEH3MHIIpepamniaromero (pepMenTa, 0JI0KaTOpOB pe-
LEeNTOpoB aHruoreHzuHa I, B-010KaTOpoB, MOYETOHHBIX
cpencts. [Ipu mogdope Tepanuu 4acTo BOSHUKAIOT TPYIHO-
CTH B CBSI3M C HAJIMYUEM T'MITOTCH3UH, HAPYIIEHU S BO30Y U~
MOCTH W MPOBOAMMOCTH, UTO OIPAaHWYHUBAET MPUMEHEHHE
yKa3aHHBIX IIpenapaToB. JJUrOKCHMH Ha3HA4Yal0T B PEIKHUX
ciydasiX, TOJIbKO y OONBHBIX ¢ (UOPHILISIIIUEH mpencep-
JIAH 7151 KOHTPOJIS 9acTOTHI CEPACUHBIX COKPAICHHH, TaK
KaK OIMCaHa ero CIIOCOOHOCTH CBSI3BIBATHCS C AMHIIOUJIOM,
YTO COMPOBOXKAAETCS MOBBIILIEHHON YYBCTBUTEIBHOCTBIO K
npenapary ¢ ObICTPbIM pa3BUTHEM TOKCHYECKOTo ) dekTa
[26]. AnTHKOATYISHTH HAa3HAYAIOT TOJBKO IPHU BBICOKOU
BEPOSATHOCTU Pa3BUTUS TPOMOOIMOOIMYECKHUX OCIIOK-
HeHuil. Ilpu cuHIpome cnabocTH CHHYCHOTO y371a MOXET
OBIThH MCIIOJB30BaHA UMIIJIAHTALIUA UCKYCCTBEHHOTO BOIH-
Telst puTMa. B HacTosmee BpemMs B MEIUIIMHCKON TPaKTH-
K€ JUJIS JICYSHH I aMUJION 1032 HAUWHAIOT TPUMEHSITh TPaHC-
IJIAHTALMIO HOPAKEHHBIX OPTaHOB, BKJIIOYas CepALE.

[IporHo3 npu amunou03e cepiua HeOIaronpusITHHIN:
cepliedHasi HEIOCTaTOYHOCTh CKJIOHHA K HEYKJIOHHOMY
nporpeccupoBannio. CMepTh OOJIBHBIX HACTYIAET B CPEI-
HeM yepe3 1,5—2,5 rona mocine nosiBIeHUs] NPU3HAKOB I10-
paxeHus cepiua (0T CepAeYHON HEJOCTATOUHOCTH JTUOO0 OT
BHEKapIHAJbHBIX OCIIOKHEHUH).

[MpuBoguM KIMHUYECKOE HAOIIOICHIE.

b onpHoi# XK, 50 net, noctynun Ha oOcienoBaHue
u nedenne B OPb ®I'BY «HUU xapmuomnorum» Tomcka
06.05.13 ¢ mpenBaputensabM nuaraozoM: UBC, crenokap-
nus Hanpspokenus, 111 gynxnuonansaoro kiaacca (@K). Io-
cruHdapkTHBIH Kapauockiaepos ot 2010, 2011 rr. u 14.01.13:
nojHast OJokajga neBod HoxkM mydka ['mca (JIHIID).
Xponuueckas cepaeunas HemgoctarogHocTs [ I @K mo
NYHA. Ilpu noctymieHuu 60IbHOM MpebsaBiIAl Kalo00bl
Ha 0OJIb B AMUTacTPaJIbHONW 00JACTH KI'YUYero xapakrepa,
BO3HHUKAIOIIYIO B YTPEHHEE BpeMs, HE 3aBUCAILYIO OT MPH-
eMa Uy, GU3NIecKo Harpy3KH, IBUKCHUS TYJIOBHUIIA,
C TOUTHOTOM, MO3BIBAMH Ha PBOTY, MPOIOJKUTEIHFHOCTHIO
10 3 4 u Oonee, BO3HUKAIOIINE KaXKIbIH JAE€Hb; HAa OJIbIII-
Ky HMHCIIUPAaTOPHOTO XapakTepa, Kallelb NpH X0oAs0e B
ObicTpoM TemIie B TeueHue 20 MUH, IPU NOABEME Ha Tpe-
THH 3Tax, IPOXOAAILYIO B MoKkoe uepe3 10—15 muH, npu
pueMe 103kl HUTPOCIpes MO A3bIK uepe3 5 MUH; Ha Io-
SIBJICHHE HOMOIIEH 00JIM B JIEBOM ILJIeUe MPH JBMXKEHUHU (10
3 pas3 B Henenmo). BriepBrie m10xoe caMOYyBCTBHE MAITUCHT
otMmeTun B aBrycte 2010 r., korna Bo BpeMs IPOryJIKH I0-
SBHJIUCH €1a00CTh, OMIBIIIKA, HOTIUBOCTh, KOTOPbIE COXpa-
HSJINCH B TeueHue 5 nueil. boapHOM 3a METUIIMHCKOM MO-
MOIIbIO He oOpamascs. B ganpHeiimemM ofpInika, c1abocTh
BO3HHUKAJIH TOJIBKO MPH BRIPAXKEHHOW (pri3maeckoil Harpys-
ke. 21.12.11 pa3BuiIKCh 3aTSHKHON MPHUCTYII JKrydei Oonu
B 3MUTACTpajIbHON 00JacTH, OABIIIKA, caabocTk, 25.12.11
OOJBHOI TOCTABIICH MAIIMHOW CKOPOW MEIHIIMHCKOW IO-
MOIIM B KapAHOJIOTHYECKoe otaeneHne ropoga CeBepcka
C IMarHO30M: OCTPBbIH MOBTOPHBIM MH(ApKT MHOKapaa B
oOmactu nepeqHeOOKOBOW cTeHKH, pa3BuBmmiicsa 21.12.11.
[Tpu OxoKTI BeisiBnena runeprpodus JIK, camxenne OB
(morrrutep) o 25%. OKI': meronmuas 6mokaga JIHIIL, 6mo-
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kaja nepenuesepxHed BeTsu JIHIIT, TponoHUHOBBIN TeCT
MTOJIOKUTENBHBIN. BONBbHON BhINUCAH ¢ yny4dmeHueMm. M3
PEKOMEHIOBaHHBIX IIPerapaToB MPUHHUMAJ TOJIBKO KOHKOD
(1,25 mr). [Ipu mpueme ocTanbHBIX penapaToB (IUTOKCHH,
KapAHOMarHu, BEPOIITHPOH) OTMEYaN YXyIIIEHHE CaMo-
YyBCTBUSI, B CBSI3H C UeM IIPEKPATHII UX MpuHUMaTh. C Map-
Ta 2012 1. cTana nosBISTHCS KTydas 00Jb B JIIUTacTPalib-
HOIi 00JTacTH, HE CBsI3aHHAS ¢ Pu3ndeckoi Harpy3kou. [Ipu
¢du3nveckoil Harpy3Ke NOSBISIUCH CIA00CTh, oAbiiKa. Co
CJ10B 60OJIBHOTO, 60JIb B SIIUTacTpaIbHON 0071acTH IPUEMOM
HUTPOCIpPEsS HE KyNHPOBAJIACh, MOJIOKHUTENbHBIN 3ddexTt
Habmionanca mpu mpueme omesa. [loctemeHHo OoneBbie
OIIYIICHHUS] CTAHOBWJINCH Oo0Jjiee MPOJOIIKUTEIBHBIMA H
uHTeHcuBHbIMU. 14.01.13 B mokoe mocie npuema MUILU Y
MAlMeHTa MOSBHJIUCH 3aTSKHOM MPHUCTYI BbIPAXKEHHOU
Kryueil 00JM B SIHUracTpalibHON 00macTu, cnabocTh, MOT-
JTUBOCTH; OOJBHOM OBLI JOCTAaBJICH B KapIHOJOTHYECKOE
OTZEJCHHE C IHAarHO30M: OCTPBIM MOBTOPHBIM IEpeIHE-
6okoBoil nHbpapkT Muokapaa. Ilposeneno obcienoBaHue.
OxoKI': rumokuHe3 nepegHeneperopogoyHOro CEerMeHTa,
HIDKHETIEperopogoyHoro cermenta, ®B (mommmep) 42%,
TPOTIOHWHOBEIN TecT monoxkutenbHbIi. K1 momxHas 6o-
kaga JIHIIT. ITarueHT OBLI BBIMMCAH, TaK KaK OTKa3ajcs
oT jeyeHus. Ilociie BBIMUCKM MPUHUMAN TOJIBKO KOHKOP
(2,5 mr). C mapra 2013 1. He TpUHUMAT HUKAaKUX Mpena-
partoB, Ha (oHE yero caModyBcTBHE yXyamuiock. C anpe-
ns 2013 1. BHOBB BO300HOBMI TTpueM kKoHkopa (1,25 Mr), Ho
yIIyUYIICHHS He OTMETHI. ApTepuanbHoe nasienue (AJl) y
naiueHTa 0buto cTabuibHeiM — 100/70 MM PT. CT.

W3 mepenecennsix 3aboneBanuii: ¢ 2011 r. — s3Ben-
Has 00JIe3Hb IBEHAAIATUIIEPCTHON KUIIKH, OBLI IPOJIeYEH
aMOynaTopHo (mocnenHsast (GuOporacTporyoaeHOCKONHUs
(@©rAC) nposenena B ¢espane 2013 r. (BeIsiBIEH pyoel
JyKOBHUIBI JTBEHANATUIICPCTHON KHUIIKH, aTpO(UICCKHiA
ractput). B 1993 r. nuarsoctupoBana aronudeckas OpoH-
XHaJIbHas acTMa (TIOSBIICHHE CYXOro Kallls, CJIe30TeYeHU s
MIPH KOHTAKTE ¢ mepcThio Komku). [Tocnennne 20 et u 110
HACTOSIIIIET0 MOMEHTA aJNIEPTUUECKON PEaKIIUH Ha IEePCTh
KOIIKM He OTMedasl. XHUPypruuecKkue BMEIIaTeNbCTBa,
TpaBMBbI oTpunaet. [lepenec cudunuc B 1996 r., 6611 Ipo-
JIYCH U CHAT C yueta. B Bo3pacte 18 et mepenec aBycTo-
POHHIOIO ITHEBMOHMIO, B 1985 1. — TyOepkynes nerkux. Ca-
XapHBIH [uadeT 2-ro Tuna BeisBieH B Gepase 2013 1. beun
Ha3HaueH auadbetoH MB, mocine nmpuema KoToporo 00JIBHOM
OTMeuall TOSBJIEHHUE TOIIHOTHI, TO3TOMY OOJBIIE €ro He
npuHUMal (YpoBeHb INIOKO3bl HaTomak 10—11 Mmonb/m).
O 3a0oJeBaHUSX POACTBEHHUKOB COOOIIMJI, YTO MaThb
yMepia B 56 JeT OT MHCYJbTa, CTpadaia caXxapHbIM JTHa-
6etom 2-ro Tuna. O 3a00neBaHUAX IPYTUX POJCTBEHHUKOB
He 3HaeT. [lanmeHnT Kypun ¢ 17 ner mo 2 mavku B CyTKH,
npekpatui Kyputh B 2011 1. [Ipuem ankoromns oTpunaer.

[Ipy OOBEKTHBHOM OCMOTpPE NAIMEHT HOPMaJIbHOTO
nUTaHus (MHISKC MacChl Tea 22 Kr/m?), ob1iee COCTOsTHIE
ynosiyietBoputensHoe. AJ[ 100/70 MM pT. cT. Ha 00eux py-
kax. Ko)kxHble TTOKPOBBI M BUJUMBIE CIU3UCTBIE 000IOYKH
HOPMAJIbHOH OKPAacKH, YMEPEHHO BJIa)KHBIE, Typrop co-
XpaHeH. PyOen Ha mpaBoii TosieHu c3aau. TaTyupoBKH Ha
TyjnoBumie u KoHeUHOCTAX. OTexoB HeT. JIumparnyeckne

y37Bl HE YBEIWYCHBI, MITKOH KOHCHCTEHIMH, 0e300:1e3-
HEHHBIE, HE CHAasHBI MEXJy COO0H M C COeAMHUTEIHHOMN
TKaHbIO. MBIIlIEYHAs CUCTEMa pa3BUTa YMEpeHHo, 0e300-
Jie3HeHHa, TOHYC COXpaHEeH, IBUraTelbHasi aKTHBHOCTb CO-
xpaHeHa. [lanpmanus v MOCTYKHUBaHHUE 1O OCTUCTBIM OT-
POCTKaM MO3BOHKOB B IIECHHOM, MOSICHUYHOM OT/IENaxX TI0-
3BOHOYHMKA 0e300ie3HeHHEbl. [lapaBepTeOpaibHble TOUKH
0e300sie3HeHHBIE TP Tanbnaui. KpynHble u MeJKue cy-
CTaBbl HOPMAJIbHOM KOH(UTYpAIH, NIPH Naiblaluu 0e3-
0oJIe3HEeHHBIE; JBM)KEHUSI B TIOJTHOM O0BeMe. SI3BIK BIiIaxK-
HbIH, yncThId. [l{luToBNIHAS skene3a He yBennueHa. Popma
TPYIHON KJIETKH HUIMHIpUYecKas. [lepkyTOpHBINH 3BYK
JIETOYHBIN, OJMHAKOBBIA HAJl CHMMETPHYHBIMHU y4acTKa-
Mu. JIpIXaHHe BE3UKYJISIPHOE, XPHUIIOB HET. BepxyeuHbrit
TOMYOK MaJbIupyeTcs Ha 1 cM KHYTpPH OT JIEBOM CpeauH-
HO-KJIIOUMYHOW JIMHUHM, JOKaIbHBIA. ['paHuier cepnna:
mpaBasi — B 4eTBepTOM Mexpebepbe Ha 0,5 cM KHapyXH
OT TIPABOTO Kpasi TPYIUHBL, JIeBas — B MATOM Mexpebdepbe
Ha 1 cM KHYTpH OT JIEBOM CPEAMHHO-KIIOUUYHON JTUHUH,
BepxHsist — I pebpo. ToHbI cepaia pUTMUYHBIE, TPUTITYIIIE-
HBI, 9acToTa cepaeuHbix cokpamenuii (UCC) 70 B MunyTy.
Kopotkuii cuctoandeckuil ryMm HaJl Bepxymkoi. ITynsc Ha
00eHx pyKax OAMHAKOBBIN, pUTMUYHBIN, yIOBIETBOPUTEb-
HOTO HAIOJHEHHS W HaNpsDKEHHS. ApTepuanbHBIA MyJIbC
Ha apTepHsIX HUKHUX KOHEYHOCTEH YIOBJIETBOPHTEIHHBIN
¢ obenx cropoH. [Ipy MOBEpXHOCTHOW MAaNbMAIHN XUBOT
0e300I1e3HEHHBIH 110 X0y TOJCcTON Kumku. CumnToM MeH-
JeTIsl TIONIOKUTENBHBIN, MaJblIallisl SMUTracTpajJIbHOW 00a-
ctu Oone3HeHHa. [IepKyTOpHO W MaNbIATOPHO TEYEHb HE
BBICTYIIaeT U3-NOJ Kpasi peOepHOM nyru, 06e3005e3HeHHasl.
Cenesenka He nanpnupyercd. CHUMITOM MNMOKOJIa4MBaHUS
OTpHLATENBHBIHN ¢ 00€MX CTOPOH, TIOYKH HE MaJIbIUPYIOTCA.
MovuernosioBas cuctema 6e3 ocodenHocteit. Becs nepuon ro-
CHOUTAJM3ANKM OTMEUYajach CKJIOHHOCTh K apTepHabHOU
runiorer3Huu: AJl 90/60—100/70 MM pT. CT.

OOumit ananu3 Moyu 0e3 OTKJIOHEHHH OT HOPMBI, B
o0IeM aHaiu3e KPOBH OTMEUAIOCh HE3HAYHTEIBHOE TO-
BBIILIEHHE YpOBHA remoryiobuHa (o 181 r/m), konudecrsa
sputporutoB (1o 5,44 - 10'2/m), cnBur GOpMyIIBI B CTOPO-
Hy nuMpounTtoza (mumbouutsl 43%, HedTpoduisl 44%).
B OnoxuMmuueckoM aHaIH3e KPOBU BBISBIICHO MOBBIIICHUE
YPOBHSI 00111eT0 X0JecTeprHa (110 5,4 MMOJIB/M), TPUTIHUIIE-
puaoB (1o 1,78 mmous/i), ritoko3sl (10,2 MMoITb/in); ocTalb-
HbIe MMapaMeTpbl, BKIOYas YpoBeHb o0Ieil kpeaTuHpoc-
¢doxunaszsl (KOK), MB-ppakiuun KOK, Tpoonnna I, Obuin
B IIpe/ielax HOPMallbHBIX 3HaueHWW. B mampHelmem Ha
(hoHe mpUCTYOB OOJIH B SUTaCTPaNIbHON 00JIaCTH HEOJHO-
KpaTHO MOBTOPHO MPOBOAMIUCEH aHAIU3bI KpoBU: ¢ 13 mas
2013 r. moBeIcHIIcs ypoBeHb obOmeit KOK (mo 1011 Exn/n),
K®K-MB (mo 39 En/n), tponnonuna I (o 1,82 Hr/mmn); Ta-
KHUE MOKa3aTeNlu coxpaHsuuch 1o 17.05.13, xoraa ypoBeHb
ob6met KOK cocrasun 724 Ex/n, KODK-MB — 37 En/m,
tpononnHa | — 1,56 Hr/mi. [loka3arean MOYEBHUHEL, Kpe-
aTWHWHA, aJlaHWH- W aclapTaTaMuHOTpaHchepasbl, OMiIH-
pyOuHa, menoyHoit ¢ocdarasbl, aMUIa3bl, JEKTPOIUTOB,
C-peaktuBHOro 0eika, odmero ¢GpuOpHHOreHa, pacTBOPH-
Moro (puOPUH-MOHOMEPHOTO KOMILIEKCA, AKTUBUPOBAH-
HOTO YaCTUYHOTO TPOMOOIUIACTHHOBOTO BPEMEHU OBLIH
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B Ipenenax HOpPMajbHBIX 3HAYECHUU.
Ha OKI' 3aduxcupoBaH NnpaBUIbHBII
CHHYCOBBIM PUTM, JIEKTpUYECKas OCh
cepala OTKJIOHEHa BieBo, OS VI—VZ,

HU3KOAMIUIUTYAHbI V,—V,. [lomHas v f
i et et st e

omoxana JIHIIT (puc. 1). IIpu mpose- v
JEHUU XOJTEPOBCKOTO MOHHUTOPHPO-
Banus OKI cpennsis UCC cocrapisina
69 (45—114) B munyTy, nay3s uet, 406
JKEITYIOYKOBBIX M 235 mpencepaHbix
9KCTPACUCTOJN, JAEIpPeccHil cermeHTa
ST He BBISBIIEHO. v

IIpu DOxoKI' ompenensnuce He-
OoJplmasi AWIIATAllASI JIEBOTO TIpe-
cepaus (47 x 56 MM), OCTaJIbHBIE TI0-
JIOCTH CepAlla He yBETWYeHBI (KOHeu-
HBIH TMAaCTONMYECKHUI pazmep 54 M,
KOHEUHBIH CHCTOJMYECKHH pasmep
44 MM, KOHEYHBIH JIHACTOJIUYECKHI
00beM 130 MII, KOHEUHBIH CUCTOTUYECKUN 00BbeM 73 M),
BBIpa)keHHas KOHIleHTpuYeckas runeprpodus JIXK (macca
muokapaa JIK 445 r, uagekc macce muokapaa JIXK 263 r/
M?, TOJIIHMHA MEXKEIYJOYKOBOW Teperoponku 16,5 M,
tonmuHa 3aaHei crenku JIXK 17,7 mm). T'uneptpodus na-
muuiipHEIX M. CreHku JIXK yToNIEeHBl paBHOMEPHO
Jo 17—18 MM, MHuOKapa sSpkuil, MOBBIIIEHHON XOI'€HHO-
ctd. [IpU3HAKOB BHYTPHIKEITYJOUYKOBOW OOCTPYKIHH HE
BbIsIBJICHO. CTEHKHM MPaBOrO JKENyA0YKa YTOJIIEHBI [0
8—9 mm. OOmas coxparumocth JIJK cHUXkeHa ymepeH-
HO, ®B 45%, cOoKpaTUMOCTh MPaBOTO XKEJIyA04Ka B HOP-
Me. YMepeHHbIi auddy3HbIi runokuHes 6e3 oTYETINBBIX
JOKANbHBIX HapymeHud cokpatumoctu. Huactoma JIK
HapymeHa (HoBbIeHa XecTkocTh Muokapaa JIXK). Kia-
TaHbl 0e3 BEIPaKEHHBIX CTPYKTYPHBIX N3MEHEHUH, He3Ha-
yuTenpHas (MeHee | cTerneHun) aopTajbHask perypruTaunms.
MurtpansHag peryprutanusanus [—II crenenn, Tpukycnu-
nanpHas peryprutanus 0—I crenenu. HeGosbimoe moBbl-
[ICHNE CHUCTOJIMYECKOTO [aBIIEHHS IPaBOTO KEIyJ0odKa
(38 MM pT. cT.). JKuakocTH B IOJIOCTH NIepuKapaa HetT. Bpad-
(YHKIIMOHUCT OTMETHIL, YTO 3XOCKOIIMYECKask KapTHHA MO-
JKeT HaOIoMaThes IPH OTIIOKCHUH amuionnaa (puc. 2 Ha
BKJICIHKe). BrIsIBIEHHAS KapAUOMET NS U 9XOCKOITHIECKast
KapTHHA [IJIOTHOI'O MUOKapJia ¢ «CaJbHBIM» BHIIOM IIO3BO-
JIWIIH 3aMI0A03PHUTh HATMYNE aMUJIONI03a CepaLa.

YuuTeIBasi OTCYTCTBHE apTEpHATbHON THIIEPTEH3UHU B
aHaMHe3e, B IJIaHe JUarH03a Mbl 00Cy K AaTi BO3SMOKHOCTD
HalIu4yus y OOJBHOTO KaK aMHJIOMIHOW, TaK M THIEPTPO-
(uveckoi KapaAUOMHOIATHH.

IIpu ymnsrpasBykoBom uccrnepoBanuu (Y3U) coHHBIX,
OelpeHHBIX apTeprUii OTMEUYEHBI HeOOIbINE TIIIOCKHIE H30-
axoreHHsle 61Ky (10 10%), KPOBOTOK MarucTpanbHOTO
TUna. B mepBble AHM TOCHUTAIM3aUU y OONBHOTO IO-
BTOPSJIUCH TPHUCTYTBI JXTy4eld OONM B SMUTAacTpPaIbHON
00JyacTH, BO3HUKAIOIINE TIOCIE €/bl, 0OJEe3HEHHOCTh MPH
naiblaluy yKa3aHHOM 00JacTH. YUUTHIBas HETUIINYHBIN
nns UBC Gonesoi cunapom, nposonuiu nuddepeHiu-
aJbHBIM JUArHO3 aTUMIUYHON CTEHOKApAWHM U 000CTpeHus
3a00JIeBaHHS KEIYAOYHO-KUIIEYHOTO TpakTa (S3BEHHOMN

100 mmal 2 mmsc swmAstp: GOFW O 3% ru

L350K 0500 Baniv - | Gisent 1 oo rredwaTiO LS

FE A e e e e e L ]
— P OREpRA

Puc. 1. KT 6onbHoz20 XK.

0o0J1e3HH, MaHKpeaTUTa). B cBA3M ¢ 3TUM MallMeHTa JIeYHIIN
Kak 0OJIBHOTO ¢ OCTPBIM KOPOHApHBIM CHHAPOMOM: ObLIH
Ha3HA4YeHBI JIBOMHAS Jle3arperanTHasi Tepanus, renaput u
OJTHOBPEMEHHO aHTAIMJIbl, CIa3MOJIUTHKN, HHTUOUTOPHI
niporoHHOU oMbl [Tpu Y3U opranoB OpromrHoH MoJI0CTH:
NeYeHb PACIoIOKeHa 0OBIYHO, pa3Mep He yBenuueH; ¢op-
Ma JI0JIel He M3MEHEeHa; KOHTYPhI POBHBIE, YETKUE; KaICy-
na puddepennupyercs xopomo. CTpyKTypa MapeHXUMBI
OJHOPOJIHAs, IXOT€HHOCTh HOpMasibHasA. COCyJUCTBIN pH-
CYHOK HE M3MEHEH. BeHbl, BHyTpUIICUEHOUHbIE >KEITUHBIE
MPOTOKH He pacmupeHbl. CTEHKH >KETYHBIX IPOTOKOB
YIIOTHEHBI. B mapenxume npaBoil oy rnedeHn (CerMeH-
161 VIII—IV) 0K0JI0 BOPOTHOH BEHBI JIOIUPYETCS YUACTOK
MOBBIIIEHHON 3XOT€HHOCTH pa3MepoM 14x8 Mm, aBacky-
JSAPHBIH, C HEYETKHUM KOHTYPOM (TeMaHruoma? o4aroBoe
obpazoBanue?). JKeqdHbIi My3bIph PACHONOXKEH B TUITHY-
HOM MecTe, pa3Mep U popma oObranble. KOHTYPHI pOBHBIE,
yeTkue. CTeHKa He yToJlIeHA. BHeneueHOUHble MPOTOKH
He pacimupeHbl. ConepKUMOE KEITUHOTO My3bIpst OMHOPOI-
noe. Kamueii Her. O0beMHBbIC 00pa30BaHUs HE OMPEIEIIs-
forcs. [TomxenyqouHas keie3a pacloaokeHa B TUITHYHOM
Mmecte. Popma oOblyHas. Pasmep He yBenmueH. KoHTypsl
poBHble, yeTkue. CTPyKTypa NMapeHXMMBl YMEPEHHO He-
OIHOPOJHAs, dXOI€HHOCTh NMOBBIIEHA. [laHkpeaTnueckuit
IPOTOK He pacuiupeH. JudQy3Hble n3MEHEHNs MapeHXu-
MBI IOJKENTyIOYHOI kene3bl. Celle3eHKa pacroyiokKeHa B
TunnIHOM Mecte. Dopma oObiuHas. Pazmep He yBenuueH.
KonTtyps! poBHbIe, ueTkue. CTpyKTypa HapeHXHUMBI OJTHO-
pOAHAsL, 3XOr€HHOCTh HOpMalibHasi. CoCcyIUCTBI PHCYHOK
He u3MeHeH. O0beMHbIe 00pa30BaHUs HE OINPENeIOTCA.
[loukn pacmonoxeHbl OOBIYHO, AbIXAaTeIbHAs IOABHIK-
HOCTH COXpaHeHa, pa3Mep B HOpME, KOHTYPbI pOBHBIE, YET-
KHe, CTPYKTypa IapeHXHMbI OZHOPOIHAs, IXOI'€HHOCTh
HopManbHas. CHmwxkeHa auddepeHnnanus NapeHXUMbl U
MIOYEYHOT' 0 CHHYCA, YaIlIEYHO-JIOXaHOYHAsI CUCTEMa HE pac-
mupena. KoHkpeMeHTOB He BBIsIBICHO. ClieBa B apeHXu-
M€ BEPXHETO IOJII0ca OYKH 110 3a/IHEH OBEPXHOCTH KU
KOCTHOE o0pa3oBaHue pa3zMepoMm 15 X 15 MM ¢ TOHKHMH
TUNEPIXOTC€HHBIMH BKJIIOYEHUSAMH (KHCTA); Ha TepenHei
MOBEPXHOCTH BEPXHETO MOJIOCA IBE HEOOJBIINE KpaeBble
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kucThl 8—9 mM. CripaBa B MPOEKIINU BEPXHETO TOTIOCA
MTOYKH JKUAKOCTHBIE HeOonpmue oopazoBanus (10 10 Mmm),
OJJHO aHPXOI'€HHOE C YETKHUM KOHTYpOM (Haubojee Bepo-
ATHO, KpaeBas KHCTa), BTOPOE TUIIOIXOTCHHOE C HEUETKUM
KOHTYpOM (0uarosoe oOpa3oBaHHME IIPABOTO HAANIOYEH-
Huka? mo4yku?). YYuThiBas OOJEBOH CHHAPOM B OSIUTa-
crpansHOU 00nacTu, ®I'JIC, mpu KOTOPOIl BBHISIBICHBI He-
JIOCTaTOYHOCTH KapAuH, Spo3uBHBEIN 330¢arut Il crenenu,
I'PbKa MUIIEBOJHOTO OTBEPCTHS AHa(parMbl SpO3UBHBIN
racTPUT CMEIIAHHOTO TUIIA, 0YaroBbIil AyoneHuT. TecT Ha
Helicobacter pylori +. BeposiTHee Bcero, 60JeBoW CHHAPOM
ObLT 00yCIIOBIIEH 000CTPEHHUEM SPO3UBHOTO T'aCTPUTA, 330-
¢arura. [lanueHTy cpasy ke Mocie NOIyIeHHUs PE3yIbTaTOB
@I'JIC 6bl1a Ha3HAaUEHa TPOiHAs dpaAuKallMOHHAs Tepanus,
Ha (oHe yero 60NeBO CHHIPOM OOJIbIIE HE PELUIUBHPO-
BaJj. Ha 0030pHOIi peHTreHorpaMMe OpraHoB IPYAHON KIIET-
KH OIpeeisiach 3M(pU3eMaTO3Hasl JIETOYHasi TKaHb, TUICB-
porHeBMO(HUOPO3 € 00EUX CTOPOH B S, alMKalIbHO; KOPHH,
CpefocTeHNe He pacIlupeHbl, CUHYChl cBoOoaHbIe. Kymoma
nuadparMbl YETKHE, POBHBIE; CEpIILE, aopTa 0e3 MaToJIoru-
YECKUX M3MeHeHuN. [Ipu ocMOTpe HEBPOJIOTOM HEBPOJIOTH-
YecKHil cTaryc 0e3 MaToNOruy; OKYJIMCTOM BBISBIICHBI Ha-
YajpHasg KaTapakra o0OuX IJa3, TMIEPTEH3MBHO-IHA0ETH-
YecKas aHTHONATHsI PETUHAIBHBIX COCYO0B.

[IpoBenena kopoHapoBeHTpHKYJIOTpadus: TuQPy3HbIH
TUTIOKHAHE3, THTT KPOBOCHA0KEHUS MPaBBIA; 3aMeJICHHBIH
KOPOHAapHBIl KPOBOTOK, CTEHO3a KOPOHAPHBIX apTEepHil He
BBISIBJICHO (pHC. 3 Ha BKIJICHKE).

Jlns Bepudukaimu quardosa B3stel ouonratel (6 par-
MEHTOB) W3 TIPAaBOTO KENyAO0YKa M MEXKEIyJT0UYKOBON
neperoponku. Bo Bcex nccnenyembix pparmeHTax pasmep
KapIMOMHUOLUTOB yBEIHWYEH, MPEUMYIIECTBEHHO C TOMO-
TeHHOM c11ab0 03MHO(UIBHOI UTOTUIA3MOH, sSapa KpyT-
HBIC, THUIIEPXPOMHBIE, CIA00BBIPAKECHHBIA MOTUMOP(H3M,
ci1aboBbIpaxeHHbIH Auddy3HBINH CKIIEPO3, YMEPEHHO BbI-
pa)KCHHBIH MEJIKOOYaroBbIi 3aMeCTHTENIbHBIN MHOKapIH-
ockiiepo3. CTEHKH HEKOTOPBIX MHTPaMyPalIbHBIX apTepHi
yronmeHsl. [Ipn okpacke KOHTO KPacHBIM OMPEIEIISTIOTCS
JIETIO3UTHI aMHUJION 1A B MBILIIEYHBIX BOJIOKHAX, CTEHKAX He-
KOTOPBIX apTepuil U B €AMHUYHBIX MOJISAX 3pEHUS B HEpH-
BACKYJIIPHOW COEMHUTEIBHON TKaHU (puc. 4 Ha BKIICHKE).

Wrak, HaMm yaanocs MoATBEPANUTH AHATHO3 aMHJIOW THOM
kapauoMuonaTuy. CI0KHO TOBOPUTH O I'€HE3e aMMJIOU-
HOW KapIHOMHUOIATHH B JAHHOM KIMHUYECKOM clydae —
MepBUYHAS JIM OHA WM BTOpHYHAs. XOTsI, 10 TAHHBIM JTH-
TepaTypbl, aMHJIONI03 CepAIla Yalle SBIIETCS IEPBUIHBIM
3a0o0JeBaHNeM, Y TAIIUEHTa B aHAMHE3€ €CTh MPEAIOCHIIKH
JJIs BTOPUYHOTO MPOUCXOKACHUS, YUUTHIBAs MEepeHEeCeH-
HBII TyOepKyIies Jlerkux, cudmmmc. Kpome Toro, y 6011b6HO-
I'0 HE UCKJII0YEHO U OHKOJIOTMYEeCcKoe 3a00ieBaHue, TaK KakK
npu Y3U 3anomo3peHo HajJu4ue 04aroBoro o0pa3oBaHUs
NeYeHH, TI0YeK, HaIMOYeUHHKA.

K coxanenuro, B ycJIOBUSX HaIleTO CTallMOHapa HET
BO3MOKHOCTH OINPENEIUTh TOYHBIA THUIl aMHIJIOWJA, OT
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