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AmMunnonao3 — 9710 rpynna 3abonesaHuin, npu
KOTOPbIX B OAHOM W/ HECKOJIbKMX OpraHax Habso-
[aloT oTnoxeHve amunoumpa — ocoboro 6enka
GUOPUNNAPHON CTPYKTYPbI. Y YenioBeka OnMcaHbl
6onee 20 pasnmyHbix 6eNKoB-NpenLecTBEHHNKOB
amumnonaa, CrioCoOHbIX AENMOHNPOBaTLCA B GUbpun-
JNISPHOM MaTpUKCe onpenesnieHHbIX TKaHen.

Bnepsble TepMuHbl «amylon» nan «amylum» B
3HAYEHUN «PaACTUTENbHbINA Kpaxmasn» UCMoNb30Basl
B 1838 . HemeLkuin 6oTaHuk MaTtTnac LnenpeH, B
1842 r. K. POKnTaHCKUIA NPUMEHU TEPMUH «aMWJIO-
no» NpyM ONUCaHUM YBENMYEHHOW NEYEHU 1 cene-
3eHKN Y BOJIbHbIX C XPOHUYEeCKMMU 3aboneBaHNAMN
npu Tak Ha3blBaeMOI «casibHOn» 6onesHn. B 1854 r.
P. BupxoB ncnonb3oBan 1o 4nsg okpawmBaHus n
BbISIBJIEHMS1 HA CBETOOMNTWMYECKOM YPOBHE Belle-
CTBa, OTK/aAblBalOLLErocsd B TKAHAX Yy OO0JbHbIX
TyOepKkynesom, cupuimcom, akTMHOMUKO30M [2].
B panbHeliwem 6bina ycTaHoBneHa 6enkosasi npu-
pooa amunouga n Tonbko Yyepesd 100 net ¢ nomo-
WbIO BNEeKTPOHHOro MMKPOCKOMa Mnoka3aHa ero
dunbpunnsipHasa cTpykrtypa [27].

B 3KoHOMMYECKM pPasBUTBLIX CTpaHax u4alle
BCTPEYaAOTCS TPW OCHOBHbLIX TUMNa ammiomnaosa,
KOTOpble MopaxalT cepaue: aMmuionao3 Jerkmx
uenen (AL), ceHWNbHbIA CUCTEMHbBIA amMWUIONa03
(SSA) n cemenHbin ammnonao3 (FAP), nocnegHuin
yalule BCEro SBNseTCA pes3ynbTaTtoM MyTauuun
TpaHcTUpeTMHa. B pasBuBaloLmxcsa ctpaHax 6onee
pacnpocTpaHeH BTOPUYHbIN amunonaos (AA), BO3-
HUKAIOLWLWMI KaK CneacTBme XPOHNYEeCKUX MHMEKLNI
N X HeaPPEKTUBHOIroO fiedeHund. Y nuuy, NoXnnoro
BO3pacTa BCTPEYaeTCcsl U30NMPOBAHHbLIA aMuUIoun-
no3 npencepani (IAA). Topasno pexe HabnogaloT
BapuaHTbl aMUIoNa03a, He CBA3aHHbIE C MyTaLmen
TPAHCTUPETMHA: UX NPUYNHON MOTYT ObITb MyTaLUKN
dubpuHoreHa, anonpoTemMHa M mxenconuHa [8].

© M.W. Nytaii, U.MN. Tonnkosa, A.B. Lbix, B.B. Byraenko, 2013

Oeniok-npeawecTBeHHUK, OpraHbl-MULLEHU,
PEecTPpUKTUBHAsT KapaunoMuonatusl, TpaHcC-

HekoTopble yyeHble BbIAENSAIOT aMUIONA03, acco-
LMWUPOBAHHbIA C reMoANannM3omM. OTn peakne TUMbl
3aboneBaHnst MOryT MPUBECTU K 3HAYUTESIbHOMY
nopaxeHuto cepaua.

Cepaue — 9T0 AOMUHMPYIOLLNIA OpraH-MULLEHb
NpPUY CUCTEMHOM aMUIONA03€e, HO NPU HEKOTOPbIX
dopmax 3aboneBaHnss BCTPEYAETCS ero n3onmpo-
BaHHOE nopaxeHune. Y nayMeHToB C aMmmiaongo3om,
NOATBEPXAEHHbLIM HekapauanbHoW Ouoncuen,
BOBJieYEeHME cepalua NOATBEPXAAEeTCS WA Nono-
XUTENbHbIMU pedynbrataMmm Guoncmmn Mmokapna,
N/MNn yBENWYEHUEM TONLWMHBI CTEHOK NIEBOrO
xenygodka — JIK (MexokenyaoykoBonm neperopoa-
k1 > 12 MM) Npu OTCYTCTBMN apTeEPUATTbHONM rmnep-
TeH3um (Al) nnu gpyrnx BO3MOXHbIX MPUYMH UCTUH-
HOoM runepTpoduun JIK (10-i MexayHapoaHbIn
c1Mno3nym no amunonaoay, 2004) [13, 17].

BaxkHbIM BOMPOCOM OCTAETCS paHHAsS anarHo-
CTMKa aMnnomnao3a, Tak Kak npu Hanuunum KnuHude-
CKM 3HA4YMMBbIX MOPaAXEHMN CepALa NPOrHo3 KpanHe
HebnaronpusaTeH, B CBA3M C ObICTPbIM NPOrpeccu-
poBaHvem 3aboneBaHus. lMpu oTCyTCTBUM apek-
BATHOrO JlIe4eHns yTOJLEHNe CTEHOK MMoKapaa y
60nbHbIX ¢ AL-aMnnongo3omM MOXET 3HAYUTESIbHO
nporpeccupoBatb — o 1,45-2,16 mm/mec 1 npu-
BOAUTb K Pas3BUTUIO 3aCTOMHOM cepaeyHon Heno-
ctatoyHocT (CH) n cmeptn B Te4eHme 6 mec [25].
Mpu nosgHen anarHocTuke obLas TAXeCcTb COCTO-
AHMA 3TUX NALNEHTOB HE NO3BOJISET NPOBOANTL UM
coBpeMeHHoe 3PPEKTUBHOE fleYeHne (MHTEHCUB-
Has XMMMoTepanus ¢ TpaHCcNIaHTauyen CTBOI0BbIX
KNeTOK, TPaHCMIaHTauMs OpraHoB: cepaua, nevyeHn
nnu noyek) [39]. ToyHOe TMNMPOBaHME aMUIONa-
HbIX OT/IOXEHU UMEET NEPBOCTEMNEHHOE 3HAYEeHMEe
Ons BbIbopa COOTBETCTBYOLWEN Tepanuu. Tun amn-
nowga, CTeneHb BOBIEYEHMS OpraHa B NaTonormye-
CKNI NPOLECC, a TakKe OTAENbHbIE MyTaLMK Onpe-
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AOenAT BapunaHTbl Jied4eHUda, KOTOpoe MOXET OCYy-
WEeCTBJIATbCA TOJIbKO B cheunain3npoBaHHbIX
oTaeneHnsax, nMerLmnx OI'Ipe,EI,eJ'IeHHbIVI onbIT gna-
FHOCTUKM 1 NleYeHns 3Toro 3abonesaHus.

Tunbl amunoupa, BAnaIOWME
Ha cepaue

AMunnounpo3s nerkux uenemn

AL-amunnonaos (nepBuyHbIA, nanonaTuyecknin
amMunonao3) BCTpevaeTcss NPUMMEPHO OOMHAKOBO
4aCTO Y MYXUMH U XEHLLUMH, KaK NpaBuio, B BO3pac-
Te cTtapwe 50 neT. PacnpoCTpaHEHHOCTb
AL-amunnongosa, no gaHHbIM HauyoHanbHOro LeH-
Tpa MeanumHckon ctatuctmkm CLUA, — 4,5 cnyyada
Ha 100 000. PocTt 3ab6oeBaeMoCTU, CTaHOAPTMN3N-
pPOBaHHbLIM MO BO3pacTy, coctaendeTr 5,1-12,8 Ha
MWANWOH 4eNoBeKOo-NeT — npumMmepHo 3200 HOBbIX
CnyyaeB B rog,.

B ocHoBe passutus AlL-ammnongosa nexurt
nedekT MOHOK/TOHaNbHbIX MONYASLUWIA NAasmaTmye-
CKMX Ui B-kNneTok KOCTHOrO MO3ra, KOTOpbIE Ha4u-
HaloT NPOoAyLMPOBaTb aHOMasbHbIA MapanpoTenH,
obnagarvwmn aMmmnonaoreHHocToio. NpepwecT-
BEHHUKM AlL-amunounpga — nerkve uenm MOHOKJ0-
HaNbHOrO0 WMMYHOMIO0yNMHa (4Yauie A-, pexe
K-TUnNoB). YCTaHOBNEHO, 4TO CcyObeauHulbl
AL-dunbpunnapHoro 6eska COCTOSAT B OCHOBHOM 13
BapuabenbHbIX Y4aCTKOB Jierkux Luenen. Yacto
HabngaeMble 3aMeHbl OTAENbHLIX aMUHOKAUCTIOT B
BapuabenbHbIX yyacTkax, oOycnoBAMBalOT AecTta-
OunmMzaumio aTUX MOJIEKYJT, NOBbILIAS BEPOSATHOCTb
obpaszoBaHua pubpunn amunouga [1]. Mpn aTom
OMCcKpa3mnsa nnasmMaTMyeckux KneTok nogobHa Towm,
KOTOPYO HabMoaaloT NP MHOXECTBEHHOW MUENO-
Me, HO OT/I4YaeTcs oT Hee. Mmnenoma MOXeT ConyT-
ctBoBatb AL-amunonposdy B 10-15 % cnydaes kak
oTaenbHoe, napannenbHoe 3aboneBaHune nnasma-
TNYECKMX KJIETOK M NPEABELLLAET MIOX0M NPOrHo3.

OcCHOBHbIE OpraHbl-mMuweHn npu AL-amunou-
no3ze: cepaue (60-90 %), noukn (74 %), neyeHb
(27 %), nepndepunyeckas HepBHas cuctema (22 %)
M BeretatMBHas HepBHas cuctema (18 %).
CuHapom kapnanbHOro kaHana (CaaBaMBaHME cpe-
OMHHOIO HEepBa OTNIOXEHNAMN aMUTONAHBIX MacC B
obnacTtu kapnanbHol cBa3kn) BcTpedaeTcs B 20 %
CNy4YyaeB U MOXET ObiTb MEpPBbIM MNPOSIBIEHVNEM
3aboneBaHns B TeYeHne MHOrvx Nnet. Y 60MblUvH-
cTBa naumeHTtoB (69 %) npm AL-amunonpose B
MaToSIOrNYECKMiA MPOLLECC BOBJIEYEHbLI HECKOJSIbKO
OpraHoB, KapauanbHble CUMATOMbI MMEKOT OKOJIO

20 % 3Tnx BONbHbIX, U NPUBNU3UTENBLHO B 5 % cny-
4YaeB BCTPEYAETCS W30MPOBAHHOE MOpPaxeHue
cepaua [21]. Mpu oTnoXeHun amunonaa B COCY-
hax, 0COBEeHHO MeJIKMX cocyaax M1Uokapaa, MoXeT
NOSIBUTLCS CUMMTOMAaTMKa KaCCUYECKOW CTEHO-
Kapamn HanpsixeHua. Hannune ammnonpo3sa cepa-
L2 YKa3blBaET HA HaMXygLun NPOrHo3 no cpaBHe-
HMIO C MOpaXeHMeM Apyrmx opraHoB. CpenHsas
BbIKMBAEMOCTb Takmx 60JibHbIX cocTaBnseT 13 mec
6e3 neyeHns U MOXeT yBennumBaTbcs Ao 17 mec
Nnpuv NOCTOSAHHOM Npueme MendanaHa n npegHn3o-
JsloHa, a npu Hanmymnu cumntomoB CH - okono
6 mec. Tonbko y 5 % 605bHbIX OTMEYatoT BbKMBAE-
mMocTb 0o 10 net [26].

Buoncua KocTHOro mMosra Heobxoauma ans
TOro, 4T0OblI OMNpPenenuTb MPOLUEHT niasmaTuye-
CKWNX KJTETOK W HANM4ne MHOXECTBEHHOW MNESNTIOMbI.
Mpu AL-amunongo3e OH 0ObIMHO COCTaBnseT
5-10 %, wvHorma oo 20 % (B Hopme < 4 %).
MnasmaTtnyeckne KNeTkn npoayuupyoT MMMYHO-
rnobynmMHbl K- UAN A-U30TUMOB, KOTOPble MOryT
ObITb BbISIBNIEHbI MPUONN3UTENBHO Y 92 % nauueH-
ToB. lpn AL-ammnompole npeodbnagatoT nerkue
uenu A Hag Kk B cooTHoweHun 3 : 1 [3], a npu
Muenome oOblHHO HabnogalT obpaTHOE COOTHO-
weHne — 2 : 3. Y 6onbHbIX ¢ AL-amMnnongo3om
4YNCNO NNa3MaTUYECKMX KJEeTOK, CTEMNEHb UX KO-
HaNbHOCTWN, KOJIMYECTBO NErkmx Lenem n nx n3oTu-
NOB CBSI3aHbl C BbIXKMBAEMOCTbIO.

MporHo3 npu AL-amunounpgo3de HebnaronpusaT-
HbI.

CeHubHbIA CUCTEeMHbIi aMuIonao3

BenkomMm-npealwecTBEHHUKOM  CUCTEMHOIO
CEHUNBHOrO amMuionga SBASETCA HEMYTAHTHbIN
«OuKnii»  (wild-type) TpaHCTUPETUH, KOTOPbIN
OTK/IaAblBaeTCa NpPeuMMyLLLEeCTBEHHO B cepjaLle.
BapunaHTbl cTapyeckoro amwunounposa — anooys-
Hble MHTepCTUUManbHble GUOPUNNSPHbIE OTIOXE-
HUS B MMOKapae, MynbTUdOKaNbHbIA MaCCUBHBLIN
amMmnonpo3 muokapaa, oudeysHbln HTEPCTULN-
aNnbHbIM ceT4yaTbii (NceBOOrnMNepTPOPUYECKmnin)
KapamanbHblh aMmnonao3, ammnonao3 BeHEYHbIX
apTepuii  (MynbTUHOAYNSPHbLIA CTEHO3UPYIOLW NI
KOPOHApHbLI amMunongos3) 1 amMmminonaos aopThl.
MopaxeHne cepaua Npm cTapyeckoMm amuaongose
KIMHMYeCKn 4acTto He npossndetcs [17]. B uenom
3abofnieBaHne (He MMesl NAaTOrHOMOHWYHBIX CUM-
NTOMOB) NPOTEKAET NO4, MaCKOM CaMbIX PA3INYHbIX
COCTOSIHUI U NPUHMMAETCH 3a rmnepTpodUHECKyO
KapoMoMuonaTmio UIn uWeMmnyeckyto 0onesHb
cepaua (MBC). Yawe Bcero SSA — 60/1€3Hb MY>XUUH
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cTapiie 65 ner, y nuu, ctapwe 80 net ero pacnpo-
CTpaHeHHOCTb konebnetcs ot 25 no 35 %. B pea-
KMX crnydasx 3aboseBaHne HAYMHAETCS B MOSIOAOM
BO3pACTE; 3TN NALMNEHThI, KaK MPaBuio, HYXXOAloTCH
B nepecanke cepaua [18].

Kak cnenyet U3 Ha3BaHug, aTa dopma aMuo-
naa LENCTBUTENbHO MMEET CUCTEMHOE pacnpo-
cTpaHeHne. Kpome cepaua un nerkux, SSA Haxooat
TakKe B XEeNygo4HO-KULLIEYHOM TpakTe, Me4vYeHwu,
ceneseHke 1 9HAOKPUHHBIX Xenesax, a Takke KOCT-
HOM MO3re u g3blke. [opaxeHne NoYeK BCTpevaeT-
CSl pexe, HO HapylleHne nux GyHKLUMM MOXeT BO3-
HUKaTb Ha 6onee NO3gHMX CTaamax 3aboneBaHus,
Korga cepAeyHblii BbiIOpPOC O4eHb HU3kUN. OCHOB-
HOoe nposiBneHMe 3aboneBaHusi, NOYTU Bcerga, —
3actoinnHasa CH. Mo gaHHbIM ayTtoncumn, y 22-36 %
mopen ctapwe 80 net BbIABASAIOT OTIOXEHNSA aMU-
nonga B Mmokapae, Ho 3Toro, kak npaBwuio, Hefo-
CTaTO4HO, YTOObI BNUATb Ha CEPOEYHYIO OEATENb-
HOCTb. SSA nmeeT MenneHHO NporpeccupyioLee
TEYEeHVEe, N CpefHsis BbDKMBAEMOCTb COCTaBASET
7,5 roga no cpaBHeHMO ¢ 15 mMec y OONbHbIX C
AL-amnnongo3om, Nnpm OANHAKOBOMN CTEMEHM YTON-
weHunsa cteHok JIK [32].

3aboneBaHune cnenyeTt 3anogo3puUTb Yy NOXU-
JIbIX MaUMEHTOB MYXCKOIO rnosia ¢ HeoObACHUMbIM
YTONWEHMEM CTEHOK JIDK, BbISSBAEHHBIM METOA0M
axokapamorpadum n KIMHNYECKOM KapTUHOW Hef0-
cTatoyHoCcTM obomx XenymoykoB. Bonbrax 3K
MOXeT OblTb HOPMaJlbHbIM; 4acTO PErncTpupytoT
dnbpunnsaunio/TpeneTaHne npeacepanii nnn Ha-
pYyLLEHNE MPOBOAMMOCTU, Tpebylolliee YyCTaHOBKMU
MOCTOSIHHOIO KapauoCTMynaTopa.

HacnencrtBeHHbI CUCTEMHBIA aMUIONA03

CeMeiHbIn amMunonaos — rpynna ayToCOMHO-
OOMWHaHTHbIX 3a00N1eBaHun, CBA3aHHbIX C MyTaLu-
eli B reHax 6e/KoB-NpeawecTBeHNKOB. MyTaHTHbIE
6enkn, B OTIMYME OT OObIYHBIX, HECTAOWIIbHbI 1 MPK
onpeneneHHbIX YCNOBUSAX MOIMYT MPeumnmMTnpoBaTb
B GubpunnsipHblie CTPykTypbl. OBbIYHO CEMENHbIN
amMmnonao3 (HeCMOTps Ha ero HacneacTBEHHYIo
npUpPoAy) NPOSIBASETCS TONLKO K CEPEANHE XU3HN.
[nsa yctaHoBNeHus anarHosa MoryT ObiTb NOIE3HbI-
MW CEMEWNHbIN aHaMHe3 HEBPOJIOrMYeckmx 3aborne-
BaHMn, CH nnu npexneBpeMeHHO CMepTu, XoTs
4acTO 9TO CMOHTaHHbIE ClyyYau, U B NpeablayLimx
NMoKoIeHUsAX Oblf1 NPONyLLEH UK NOCTaBJIEH Hemnpa-
BUJIbHbIN gynarHo3 [17].

TpaHCTUPETUHOBBLIVI BAPUAHT

TpaHcTUpeTH — Hambonee pacnpoOCTpPaHeH-
Hbln 60K B 3TOI KaTeropum aMmmionaosa, KoTo-

pbii NPEeNMYLLECTBEHHO CUHTE3UPYETCS B NeYeH B
HebOoNbLWOM KonnyecTBe. B HacTosuiee Bpems
naeHtTndunumposaHo okono 100 pasznnyHbix MyTa-
umni. MNMpn 9TOM CaMO Hannyne MyTauum He Bcerga
CBSI3aHO C pa3BuTMEM 3aboneBaHusl, a 3aBUCUT OT
POACTBEHHbIX UMW 3THMYECKNX ocobeHHocTen. U3
75 W3BECTHbIX B HACTOSILLEE BPEMS KIIMHNYECKMX
deHoTUnoB MyTauuii okono 44 (59 %) cea3aHbl C
nopaxeHmem cepaua B OOMbLIEN MW MEHbLLEN
ctenenu [18]. [Be Hanbonee pacnpocTpaHEeHHbIX
MyTauum — METUOHWH 1 BannH (B no3uumn 30),
KOTOopasi BCTPeYyaeTca NoyTn BO BCEM MUPE, N U30-
NnenuviH 1 BanuH (B nosnummn 122), kotopasi NpucyT-
CTBYET NpubnmanTensHo y 4 % adppoamMepmnkaHCcKo-
ro HaceneHus. MHTepecHass 0COBGEHHOCTb: aMU0-
na, pa3BuBaOLIMNCA N3 HEMYTAHTHOIO TpaHCTMpe-
TUHA W 9BASIOWMIACA MPUYNHON CUCTEMHOIO
CEHUJTIbHOro aMmmiIonao03a, MOXeT COCYLLEeCTBOBATb
C MyTMpoBasWnMu dopMamMn aMmnongHbiX OTIO-
XEHWNI TpaHCTMpEeTuHa [12].

BapuarTtsl MyTaumm ¢ubpuHoreHa, arosiurno-
rNPOTENHOB, OXEJICOMHAa

MyTaunn ¢unbpuHoreHa, anonunonpoTtenHa Al
(anoAl) n anonunonpoteuHa All (anoAll) Takxe
MOTyT ObITb NPUYNHOW aMUIona03a cepaua.

Mpn myTaunn GrUbpPUHOreHa Yalle BCEro peru-
CTPUPYIOT NopaxeHue no4vek. Y 60sbHbIX C 9TUM
TUMOM amMuionao03a gaxe npu a4naMTenbHOM Habo-
neHnn (okosno 4 neT) akcTpapeHanbHble 3aboneBa-
HUSA BcTpevaloTca penko. CemelHbIi aHaMHeS3
4acTo OTCYTCTBYET, HYTO 3HAYUTENbHO YCNOXHSAET
amarHocTmky. OCHOBHbIE KJIMHMYECKUE MnposiBne-
HUS — NPOTENHYPMUSA U NPOrpeccupytoLLas novyeyHas
HEeOO0CTAaTO4HOCTb. TeM HE MEHee, NHOorga BCTpeya-
€eTCs nopaxeHne cepaua; 1 ecnm OHO NPUCYTCTBY-
€T, TO MOXET ObITb JOCTAaTOYHO CEPbE3HbLIM, TPEDY-
IOLLMM TPaHCMIaHTaumMm cepaua.

MyTauunm anoAl Takxke BbI3bIBalOT 3ab0s1ieBaHNe
noYyeKk, KOTOPOE MNPOSABASETCHA MPOrpPeCcCUpyoLLEN
MnoYeyHOW HegocTaTo4yHOCTbD. B oTtnmume ot
AL-amunnonposa, roe npoTeuMHypus gocturaeTr
> 3 r/cyt, anoAl natonorvs no4yek MoxeTt ObiTb U
6e3 npoTenHypumn. Y 4acTu 3TUX NaLMEHTOB MOXET
pa3BMBaTbLCHA NPOrpeccupyoLas kKapanomMmmonaTus
n CH. NogobHO HeMyTaHTHOMY TPaHCTUPETUHY,
HEMYTaHTHbIA anoAl Takke MMeeT TEHOAEHUMIO K
dopmumpoBaHunio pubpunn amunonga, KoTopble,
KaK NpaBwuo, NOKanNnM30BaHbl BHYTPU COCYAOB.

Penkasa ¢opma HacneoCTBEHHOro aMmmnonao-
3a — MyTauus reHa, kogmpyowero 6enok gkenco-
NWH (TakXke Ha3blBaeMbll «PUHCKNIA HacNeacTBEH-
HbIn aMuaongo3» unm «amunongold Meretoja»).
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3aboneBaHne €BNAETCA SHAEMUYHbIM B PUH-
NAHOWN, HO BPEMS OT BPEMEHM €ro MarHoCTUpyoT
BO BCeM Mupe. KnnmHnyeckne CUMNTOMbI OTpaxatoT
CUCTEMHBIN XapakTep 3TOro Tvna aMmuaomgosa u
MPOSIBASIOTCS YEPEMHLIMM HENMPONATUSMM, KOXHbI-
MU nU3MeHeHusIMU (cutis laxa — CUHOPOM «BSNON
KOXW»), OUCTallbHbIMU Nepndepmn4eckumMm Hempo-
naTtusMm, NOpaxXeHMeEM MoYek, a Takxke pelueTtya-
TOon guctpoduen porosuupl. IaMeHeHUs B cepaue
npu OXeNCONMHOBOM amMuionpose, kak npaswuno,
OorpaHuyuMBalOTCs npoBoAasuen cuctemon [43].
MopaxeHne opraHoB-MULLUEHEN MOXET ObITb
Cepbe3HbIM, 3aperncTpmpoBaHbl Cllydyam CMepPTH,
CBsI3aHHbIE C NOYEYHOM N cepaevyHon NaTonornen y
©0/1bHbIX C 9TUM TUNOM HacneacTBEHHOro aMUIoun-
[oa3a.

Hempgnonaruyeckue v HeHaceaACTBEHHbIe
pa3sHOBMAHOCTN aMUuionao3a

UN3011poBaHHbIVi amMuiong0o3 npeacepani

B oTnnymne oT CeHUNbHOro ammnonaosa, KoTo-
pbIi NPEeuMYyLLLECTBEHHO BCTPEYaeTCH Y MYXYUH,
M30JIMPOBAHHbLIA aMMNONA03 Npeacepauin yae
HabN[alT Y NOXUAbIX XEHLLMH. puinHa Takoro
reHOepHoOro pacnpegeneHns noka He BbISCHEHa.
Pexe |IAA MOXET BCTpeYaTbCs Y MosoabIX 60SbHbIX
C nopokamMu cepjua 1 y naunmeHToB C NOCTOSIHHOW
dopmoint pubpunnaumn npeacepounii. JIHeliHble
amMunongHble Oeno3nTbl Nog, 3HOO0KapAOM vaule
OTKNaAbIBAOTCH B JIEBOM MPeacePAnmn, YTO MOXET
yCcunuBaTb reTeporeHHOCTb KapAMOMMOUUTOB U
Crnoco6CTBOBAaTbL Pas3BUTMIO MOCTOSIHHOW (OPMBbI
dnbpunnauum npepcepamin [7]. Benkom-npea-
LecTBEHHUKOM npu IAA BbICTYNaeT npeacepaHbiin
HaTpunypeTnyecknin nentugd. JaHHbIA TMN aMunoun-
[,03a He ABNSETCS CUCTEMHBIM N HE UMEET 60J1bLIO-
ro KJIMHNYECKOro 3HA4YeH s, 3a UCKJIIOYEHMEM BO3-
MOXHOr0 pas3BuUTUg MepuaTeslbHONn apuTMuu.
OpLHaKo poJib aMUNOUAHBIX OTIOXKEHWUI B Pa3BUTUN
1 noanepxaHum GubpunaaumMm npencepamn Hyx-
[aeTcs B ganbHenwem nayyveHmnm [28].

Bropu4Hbiri amuionos

Bo BceM mMupe BTOpPUYHbLIA aMuiongos — ogviH
13 Hanbosee pacnpoCTPaHEHHbIX CUCTEMHbIX aMU-
nouposos. Ero passutmne yacto accoumupyeTcs C
XPOHUYECKMMU BOCNaNNTENbHbIMM 3aboneBaHns-
MU, TaKMMM Kak PEBMATOUAHbIA apTPUT, OPOHXO3K-
TaTuyeckast 6onesHb, Tybepkynes, OpoHXUT, nenpa,
AHKNAO3MPYIOLWWA CAOHAUNUT, MNCOPUATUYECKNI
apTpuT, ONyxoaun, B TOM 4YuClie reMatosiormiyeckme
(nMmdomsbl, nMMdporpaHynemMmaTos), XpOoOHUYeCcKne
3aboneBaHua kuweyHuka (6one3Hb KpoHa).

AA-amunong ob6pasyeTcs U3 CbIBOPOTOYHOrO Npes-
LeCTBEHHMKA — Cneumdpunyeckoro octpodasoBoro
Oenka (y 4yenoBeka MMeeTCs HECKOJIbKO ero Mose-
KyNnsipHbIX opM), BAN3KOro No CBOUM (PYHKLMO-
HafbHbIM cBolcTBaM kK C-peakTMBHOMY OE€rKy,
KOTOpPbIA NPOAYLIMPYETCS B OTBET HA BOCNaJieHME.
970, BEPOSATHO, OOBLSACHSIET, MOYEMY amMuMIONaO03
NPU XPOHUYECKMX BOCMNANUTESNbHbLIX 3a001EBAHUSX
pa3BUBAETCH TOJIbKO Y YacTU BOMbHLIX, HECMOTPS
Ha MOBbILLEHHYIO BbIPabOTKy 3TOro ocTpodas3oBoro
6enka [1]. Cpean OpraHoB-MULIEHEN
AA-amunongosa Haule nopaxaroTcs NoYKKU, pexe —
neyeHb, ceneseHka N KULWEeYHUK. HepaBHee Kpyr-
HO€ uccnegoBaHne, B KOTOPOM aHann3mpoBanu
pe3ynbTaTbl ayTONCUM MaLMEHTOB, CTPaAaBLUMX
pPEBMATOVAHbBIM apTPUTOM, NMOKA3ao0, YTO OTSIOXKE-
HMEe amMuaompa 4acTo KJIMHUYECKM BGeCCUMMTOM-
HOE, 1 CYOKITMHNYECKOEe NMopaxeHne cepaua BCTpe-
4aeTCs Tak Xe 4acTo, Kak 1 nopaxeHune noyek. Ecte
DAHHbIE, YTO 5-NETHAS BbKMBAEMOCTb MALUUEHTOB C
amMunonao3oM peBMaTU4ECKOM 3TUOMOrvK, Y KOTO-
pbIX CEepALe BOBMEYEHO B MATONOMMYECKUIA NpPO-
uecc, coctasnget 31,3 % npu 63,3 % — y 6BONbHbIX
C HEMOpPaXeHHbIM CepALEM.

AMuniona0o3, accounmnpoBaHHbIVi C remMoamnasnm-
30M, pas3BuMBaeTCA Yy OOJIbHBIX C XPOHWUYECKOW
NMOYEYHON HEeOOCTATOYHOCTbIO, HaXOOSWUXCA B
TeYyeHne OAUTENbHOro BPEMEHM HA reMoavanmse.
MaTtoreHe3 cBs3aH C OTNOXEHWEM [o-MUKPO-
rnobynnHoe noasmnaa AB2M, KoTopble He PpUNbTPY-
loTCcsi Yepe3d OOJbLUMHCTBO AMann3HbiX MemMOpaH
COBPEMEHHOI0 TMNa 1 3afePXNBAOTCS B OPraHns-
Me. YpoBeHb P2-MUKPOrNobynvMHa B CbIBOPOTKE
©0JIbHbIX Ha AINTENIbBHOM FrEMOANANM3e NoBbILLAEeT-
cs B 20-70 pas, 4To CNyXUT OCHOBOW A1 pa3BUTUS
amunonposa. benok MoxeT HakannmMBaeTCs Kak
BCNeACTBME HapyweHusa (yHKUMM MNo4Yek, Tak u
HeaddekTmBHOro remoamannida [20]. OCHOBHbIE
OpraHbl-MULLIEHN — KOCTWU, MNEPUAPTUKYASIPHbIE
TKaHW, pexe OTMEeYaloT MopaxeHne Muokapaa,
nepukapga v knanaHos cepgua. M3sBecTHO, 4TO
TpaHcnIaHTauus NoYek HOPManM3yeT KOHLLEHTpa-
LMo P2-MUKpOrnodynmnHa.

AnarHocTtuka amunouao3sa cepaua

InarHocTuka nopaxeHus cepaua amuaonao-
30M COCTOUT 13 TPex aTanoB. Ha HavyanbHOM 3Tane
(oTan |) cnenyeT 3anomo3puTb Hannyme 3abonesa-
HWS (YTO YACTO MOXET ObITb 3aTPYAHEHO N3-3a MHO-
FOYMCINIEHHbIX, Hecneunduyeckux u CUCTEMHBbIX
CVIMI'ITOMOB) n r’McCTonorn4eckn nogreseponTb npum-
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cytcTBMe amunounga. 3tan Il BknoyaeT B cebs noa-
TBEPXOEHWE TOro, 410 cepLe BOBJIEHEHO B NaTOs10-
rmyeckuii npouecc. M, HakoHel, HeobxoauMo orpe-
LEeNUTb TOYHbIN TN amunouaa (atan lll), Tak kak ot
3TOro 3aBUCUT JIEYEHMNE 1 NPOrHO3 BOJSIbHOrO.

| aTan: onpepeneHne HanU4YNa aMUIIOUAHbIX
OTJIOXXEeHUMn

HeobxoouMo NOMHUTL, 4TO aMUIOUAO3 — 3TO
npuymMHa Habopa, Ha NepBbl B3rNsa, He CBA3aHHbIX
Mexay cobon cumntomoB. Knaccuyeckne npmusHa-
K1 MHOr4a no3BOJIFIOT 3anof0o3pnUTb HaM4me amm-
novposa. Makpornoccus sBASETCH MPakTU4ecku
natorHoMoHn4yHon pgna AlL-amunounposa (npu
OTCYTCTBUM aKpOMerannum, MMKCeaemsbl), HO BCTpe-
yaeTtca TONbKO B okono 10 % cnyyaes. lepu-
opbuTanbHyo Nypnypy («rna3a eHoTa / naHabl») —
CneacTBuE XPYNKOCTU COCYAOB, Hapsay C¢ 6onee
CEepbe3HbIMU KPOBOTEYEHUSIMU, HabnwJaT npu-
MEPHO y TpeTu naumeHToB ¢ AL-amnnonao3om.
Mpwn aTOM He cnepyeT 3abbIBaTb, HTO YACTO NOBTOP-
Hble NeTexnasnbHble NOpaXxeHus BeK U nepunopbu-
TanbHOM 061acTN MOryT ObiTb BbI3BAHbI MEXaHWYE-
CKUM pasfpaxeHuem (TpeHUeM) KOXN BOKPYr rnas,
Kawaem mnn 4ymxaHmem. M3-3a MynsTUCUCTEMHON
npuponbl AL-ammnongos mMoxeT MaHUdecTUpo-
BaTb LIESbIM PSAOM He CBSI3aHHbIX Mexay cobon
pacCTPONCTB, HO BbISIBJIEHNE NOPaXEHNA HECKOSb-
KMX OpraHoB M CUCTEM MO3BONSIOT NMPEANONOXUTb
Hanuune ammnongo3sa [34].

HavanbHble mnccnegosaHUa npu NO403PEHUn
Ha aMMNonao3 AOJKHbI BKIOYaTb B cebsa aHanus
CbIBOPOTKM KPOBM M MOYM HA Hannyme MOHOKJIO-
HaNbHbIX MMMYHOMNOOYNVMHOB, B [OOMOJIHEHUE K
CTaHAAPTHbIM aHanmM3am KpoBu (0OWWiA aHanm3
KPOBM, MOYEBUHA, 3MEKTPONUTbI, MEYEHOUYHbIE
npoObl, NokasaTenM CBEPTLIBAEMOCTM, [IOKO3a
KPOBU, TUPEOMIHbIE TOPMOHbI). B GonblMHCTBE
Cny4aeB nMpu PyTUHHOM CKPUHMHIE anekTpodopes
©€enKoB CbIBOPOTKM HE BbISBASET MOHOKJIOHA/bHbIE
rPynnbl KNETOK B CBA3U C HEOOMbLUMM KOJINYECTBOM
LMPKYINPYIOLWNX B KPOBWU MapanpoOTEMHOB MU UX
dparmeHToB. MMyHODUKCauma — ropa3no 6onee
YYBCTBUTENbHbIA METOA, KOTOPbLIN AOIKEH NPOBO-
ONTbCS BCEM MPU NOAO3PEHUN HA aMUIoMa03 (4yB-
CTBUTENbHOCTL MeTopa npu AlL-ammnonpgose -
71 % (cbiBOpOTKA) U 84 % (Moua)). Tem He MeHee,
naxe ¢ uMmmMmyHodmkcaumen, B 20 % cnydyaes napa-
NMPOTEUHbI HE BbIABJISIOT.

Cnepyetr C OCTOPOXHOCTbID OTHOCUTLCS K
HaIM4YMIO MOHOKJ/TOHAIbHOM raMmmMmanaTmn y nauneH-
TOB C N0403peHnemM Ha AL-aMmnnonaos, nockosibKy

€€ 4acTo PerucTpupyroT y noxmnblx nuu, (5-10 %) n
MOryT o6HapyXxmBaTb Yy MauMeHToB C He-AL-
amMmnonpo3om. B HacTosiwee BpemMs KONMYECTBEH-
Hoe onpeneneHne CbIBOPOTOUHbIX K M A CBOOOOHbIX
nerkux uenen (FLC) ctano yCcTaHOBAEHHbIM CTaH-
[AapTOM B JUArHOCTUKE, MPOrHO3€e 1 NOCNEenyIOLLLEM
HabnogeHun npun AL-amunounpose. YyBcTBUTESNb-
HOCTb 3TOr0 TecTa A1 BbiiBNIeHUs napanpoTenHa B
10 pa3s Bbie MMMyHOOUKCALMN K, KAK MPaBUIO,
[aeT BO3MOXHOCTb BbIsIBUTb 3abonieBaHune, gaxe
ecnn pesynbrat UMMyHOdUKcaumMn oTpuuaTenb-
HbI. N xXoTa aTa meToguka He cneunduyHa gns
AL-amunnonposa, Tak kak MOHOKNOHanbHble FLC
oOHapyxusaloT npumepHo y 50 % naumeHToB C
MOHOKJ/IOHaIbHOW raMmmManatuenm n npakTU4eckn y
BCeX BOMbHLIX C MWUENIOMOW, HOpMaJibHoe Kosnye-
ctBo FLC penaet gnarHos «AL-amunongos» mano-
BEpPOATHbIM [15].

Mpw nopo3peHun Ha AL-amunongos éuoncus
KOCTHOro Mosra obssatenbHa Oss onpeneneHus
npoueHTa naaszmaTnyeckmx Knetok. lNyn MoHOKNo-
HasbHbIX NAa3MaTUYECKNX KNETOK PEFNCTPUPYIOT
npnénunantensHo y 84 % nauueHTtoB ¢ AlL-amu-
noMao30oM npu UCMONb30OBAHUN MMMYHOMII00-
PECLEHTHOr0 MeToaa. 3HaYNTEIbHOE NOBbLILLEHWE
yucna nna3mMaTuv4eckmx KINeTok B MyHKTaTe
(> 20 %) cBuOETENbCTBYET O COCYLLECTBOBAHUN
Muenomsl [42].

Mpu oTpuuaTenbHbIX pe3yfnbTaTtax aHanmsa
FLC n 6uoncum KOCTHOro Mo3ra, OCOOGEHHO Mnpwu
OTCYTCTBUM MOHOKJIOHASMbHbLIX FPYyMAn KAETOK Mnpu
MMMyHOOUKCaALMN, HEOOXOAMMO HauyMHaTb MOMUCK
apyrux ¢opmMm ammnonao3aa.

dopmanbHbIi AnarHo3 o6HapyXeHust aMunoun-
ha TpebyeT NnpoBeaeHns Guoncumn TkaHen ¢ nocne-
OylolWwyM oKpaluvBaHneMm o0pasuoB KoHro kpac-
HbIM (prbpunnbl ammnonga JaloT OBOMHOE Jyye-
npenoMeHne npu NPocMoTpe B NOASIPU30BAHHOM
ceeTe). bnoncuio cneayet NpoBOANTb N3 NErKOAO-
CTYNHbIX, 6€30MaCHbIX N, BEPOATHO, BOBJIEYEHHbIX B
naTtosiorM4ecknin npouecc TKaHen. Hambonee
4aCTO 9TO MOAKOXHAaA XMUPOBas kKneTyatka nepen-
Helrl OpPIOWHOM CTeHKM (Kanunnsapbl MOAKOXHOM
KneTyaTkM 4acTo nopaxatoTcs amunoungom) [4, 6],
HO MOryT ObITb MOYKM, cepaue, nepudepuyeckme
HEPBbI, CIOHHbIE Xenesbl, MNevyeHb, CAn3ucTas
Xenyaka, KAMWeYyHuKa, OECHbl MW KOCTHbIA MOS3K.
Ecnn nponseoamtcs Groncmus NopaxeHHOro opra-
Ha, TO 4acToTa MOJNIOXKUTENIbHbLIX Pe3y/bTaToB
pocturaet 90 %, 1 4yem Bonblie UHPUALTPaLMS
aMnIoMaoM OCHOBHOIMO oOpraHa-MULLEHU, TEM
6osbllie BOBMOXHOCTb €ro 06Hapy>XeHUs B Opyrux
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MecTax. MHorga oTnoxeHns amunoupga HaxoaaT
CNy4alHO, HanNpMMep B TKaHAX KapnasbHOro KaHa-
fa Npu BbINOJHEHMW NpoUeaAypPbl OEKOMNPEccum
W B KOCTHOM MO3re npu amarHocTuke Hecneum-
duryeckmnx remMaTonorm4ecknx aHomanuin. B takmx
cnyyasx TwaTesNbHbIA MONCK CUCTEMHOro 3abone-
BaHNs oba3aTeneH.

B HacToslLee BpemMs eCTb BO3MOXHOCTb Ornpe-
nenaTb aHTuTena Kk Hambonee M3BECTHbIM Oefnkam
aMunonaHbix udpunn (6onee 4YyBCTBUTENbHbIN
MeTonO AMarHoCTuku anga AA-, B MEHbLLEN CTeNeHn
ons AL-amunnounpa).

Ona oueHkn pacnpeneneHns amunounga B
opraHu3me B nocnegHue roabl NCMoJb3yT METO4
CUMHTUrpadum C MEYEHHBIM CbIBOPOTOYHbIM
P-komnoHeHTOM amumnonga. P-KOMMOHEHT cogep-
XuTcs B Hebonbliom konndectee (5-10 %) B amu-
nonge Bcex TMNOB. PaamoakTmMBHbIA M30TOM, BBE-
OEHHbI 60JIbHOMY aMUIONA030M, Creunduieckn
0bpaTnMOo CBA3LIBAETCS C aMUOUAHBIMU OTNOXe-
HUAMU N BU3YaNU3MPYeTCa KOJIMYECTBEHHO Ha
cepun cumHTUrpamMmm. JaHHas metoguka Hambonee
MHdOpMaTMBHA 0191 BbIAB/IEHUS MOPaXeHua nedye-
HW, no4vek, cene3eHku, npmbnmantensHo B 30 %
C/y4aeB — MOPaXeHuUs KOCTHOro Mo3ra u mano
MHpOpPMaATMBHA AONS ANAFHOCTUKM aMuiIonagosa
cepaua, n3-3a MeOJsIeHHOro NPOXOXAEHUS KPOBU
yepes 3JHOOTENUA KanunisapoB Muokappa. [o-
MOJSIHUTENIbHOE MPEMMYLLECTBO METOOUKN — BO3-
MOXHOCTb OLLEeHUTb 9DPEKTUBHOCTL NleveHus [22].
B HacTosiLlee BpemMa 3TOT TECT OOCTYMNEH TOMbKO B
HauuoHanbHOM LEeHTpe amunonao3a B JIOHOOoHE.

Il aTan: onpepeneHne Hannuma amunouvaa
B cepaue

MopaxeHne cepaua amunonaoM Haile BcTpe-
yaeTcs Npu NEPBUYHOM aMUIIOUA03€, CUCTEMHOM
CEHUNBHOM amMmnoMao3e wam uamonaTU4eckom
amunongose npencepanii, pexe — B clydae myrta-
LN OKENCONNHA.

MpakTnyeckn y Bcex OOJIbHbLIX MOpaxaeTcs
MunoKapn, pexe 3aHOo- U nepukapg. B muokapae
aMmuiiong oTknagpiBaeTcsa mexay mMuodubpunna-
MW, COABNMBAsS MHTPaMypasbHble apTepuUn n apTe-
pVONbl; aMUAIONA, MOXET TakXe OTKNaAblBaTbCs B
CMHYCOBOM W aTPUOBEHTPUKYNSPHOM Yy3nax, B
nyyke lvca, Ha knanaHax cepgua. Muokappg, yTon-
LaeTCs, CTAHOBUTCH PUrMOHbIM («PE3NHOBbIN»
Muokapa) [1]. BcneoctBue pes3koro yTonweHus
CTEHOK CepAua OHO BHELLHE HECKOJIbKO HAanoOMmuHa-
eT runepTpodunyeckyo kapanomuonatuio. B pe-
3ynbTaTte CTPagalT U CUCTONMYECKAs, U ANACTONM-

yeckass QpYyHKUMSA, YMEHbLIAETCAa CepaeYHbIi
BbIOpOC, nosensaoTca cumntombl CH. o cteneHn
BbIP@XXEHHOCTM AuacTtonnyeckas amchyHkums JIHK
HarNnoOMMHaeT TakoBYIKO NPW COABAMBAKOLWEM Mepu-
Kapaute, a caMo MopaxeHue cepgua ammnaonpo-
30M npeacTaBnsieT coOON TUMUMYHBIA BapuaHT
PECTPUKTUBHOW Kapanomumonatumn. Y okono 23 %
00/IbHbIX HEOO0CTAaTOYHOCTb KPOBOOOpALLEeHUA —
3TO NepBbli NpuU3Hak 3abofieBaHus, 3aTeEM OHa
ObICTPO NPOrpeccupyeT, BbICTyNas MNPUYNHOWN
cmepTun [34].

KnuHuyeckne npusHaku nopaxeHus cepaua:
oAblliKa, 0TEKN, aPUTMUKN, FOIOBOKPYXEHUS, noTe-
Py CO3HaHWUsA, pasHoobpasHbie 6o B obnactu
cepaua, cepauedbuneHmne. B 1/3 cnyvaeB 60NbHble
XanylTca Ha 3arpyamHHble 6051, HO Ha cekuuu
NOpaxxeHMe OCHOBHbIX CTBOJIOB BEHEYHbIX apTEPUIA
HaxoOaT peako. CuHKonasnbHble COCTOSHUSA — 3TO
Hepenkoe NPOosABIEHME KapAmonaTtnuyeckoro amu-
nouposa u cneacTeume HecnocoBHOCTM cepaua
YBENMYMBATbL CEPAEYHbIN BbIBPOC Npu GU3NYECKO
Harpyske wun3-3a pectpukumn JDK, nopaxeHus
npeancepanii U/uam CHUXEHUs KPOBOTOKa MO Be-
HEYHbLIM apTEPUAM, a TakXe N3-3a BO3HUKAKOLLMX
TaxvaputTMunii nnu peskon Opaaukapamun, nocTy-
pasbHOM TMMNOTEH3UWN, COMYTCTBYIOWEN Henpona-
Tnn. CUHKONabHbIE COCTOSAHUS — 3TO MPOrHOCTU-
4yeckn HebnaronpusaTHbIA Npu3Hak: abcosnoTHoe
OONbLUMHCTBO TakMX NaunmeHToB nornbaeT BHe3an-
HO B Te4yeHue 1 roga ot Hayana cumnTomos [10].

lMopaxeHne cepaua Npu CEHUIBHOM aMuUIon-
[03€e KJIIMHWMYECKN YacTo He nposiBnsieTcsd, 3abone-
BaHMEe (He uMest NAaTOrHOMOHWYHbLIX CMMMTOMOB)
NpPoTEKAET Mo, Mackowm CambiX Pas3fiNYyHbIX COCTOS-
HU, N Yalle BCero ero npuHUMaloT 3a rmnepTpo-
duryeckyto kapanommonatumio nnn MBC.

Ha OKI pernctpmpytoT HU3KUIA BONbTaX (B CTaH-
napTHbix oTBeaeHuax < 0,5 mB, B rpyaHbix oTBEOe-
Huax < 1,0 MB) npnbnmautensHo B 46—-71 % cny4aes
AL-amnnongosa m 4acto npu CemMenHbix popmax
3aboneBaHus. MNMpu CEHUNBHOM aMuiIonao3e BOJlb-
Taxx OKI mMoxeT octaBaTtbCs HOpMasbHbIM. Co-
XpaHeHHbIr BonbTax 9K 1, B peakunx cny4asx, BOsb-
TaX, CBNAETENbCTBYIOLLMIA O HANMMYUM runepTpodumn
Munokapaa, nHorga HabnogaioT y 60MbHbIX C Bblipa-
XEHHbIMU OT/IOXEHUSMM amunonga. 9TO MOXET
ObITb CBAA3AHO C YK€ CYLLECTBYIOLLEN rnneptTpodunen
JK n cooTtBeTCcTBYIOWMMUN n3MeHeHnaMu 3K, BO3-
HUKIULMMW  BCneactevme npeawecteyowen Al
«[lceBOOVHpapKTHaa» KpMBaga valle BCTpevaeTcd y
6onbHbIX C AL-amMmnougo3om: naTosornyeckumin
3y6eL, Q 0ObIYHO PErncTpUpPYIOT B rPYyaHbIX OTBEAe-
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Husax OKT (V1-V3), HO nHorga — B HAXKHUX OTBEAEHM-
ax (Il, Il v AVF). dopmumposaHune 3y6uoB Q cBa3biBa-
10T C Hann4Ynem eundposa u pasobLieHMEM NPOBO-
OAWMX BOSIOKOH MUOKAPAa OTIOXEHUSIMU aMUIION-
ha. YOMBUTENbHO, HO PWUTM 4Yalle CUHYCOBBbIN;
dubpuanauma npencepamin 1 rnopaxeHne npoBo-
OsILen CUCTEMbI BO3HMKAIOT N0 Mepe NpOorpeccmnpo-
BaHWS 3a60neBaHNS. ITO MOXET OOBSACHATLCS TEM,
4YTO NPV OBLUMPHOM MOPAXeHUM NPeacepanin B HUX
OCTaeTCs HEQOCTATOYHO MMOKapda Ansa nogaepxa-
HUS dubpunnaumn npencepaovini [28]. B Taxenbix
cny4asix, njaxe npu CUMHYCOBOM puUTMe, B Npeacep-
Ousx MoryT GopMmMpoBaTbCst TPOMObI 13-3a 3nek-
TPOMEXaHMYeCKon guccoumaumm npencepanin.
BO3HUKHOBEHWE PUOPUNNALMN NPEACcEPaNi MOXET
NPUBECTN K ObLICTPOMY YXYALIEHUIO KIIMHNYECKOro
TeyeHus 3a00NeBaHNS 1 MOBLILLEHMIO pUCKa TPOM-
609MB0ONMNYECKUX OCNOXHEHU. OnmcaHbl Takxke
XEenyaoykoBble HapyLWeHUs putma, YOJuHEHue
mHTepBana QT, HapyLieHnsa nposoanmMocTu [31].

HepaBHo ons onpepeneHms nporHo3a 3abone-
BaHMS CcTanuM uUCNofib3oBaTb OuomMapkepbl -
N-TepMUHaNbHbIM HaTPUNYPETUYECKNn nentug,
npoB-tnna (NT-proBNP) n TponoHuHbl. Kak n B
cnydyae ¢ oueHkon NT-proBNP npu CH, nydwe
BCEr0 NPMMEHSTb 3TOT BUoMapkep Ans UCKIoYe-
HMa 3abonesaHua [33]. G. Palladini n coaBTopbI
nokasanu, 4To y 60NbHbLIX C MOpaxeHneM cepaua
npu AL-ammnonpgose koHueHTpaums NT-proBNP
Bcerga Bbiwe 55 nmonb/n. Takke Obl1O OTMEYEHO,
4TO NP 3P DEKTUBHON XUMUOTEPANUU Y STUX BOJb-
HbIX ypoBeHb NT-proBNP 6bIcTpo cHuxXaeTes, a ero
cHmxeHue Ha 30 % CconpoBOXAAETCH YyHLIEHNEM
nporHo3a [35]. BuiseneHue TponoHuHa T vnu | cea-
3bIBAIOT CO CHMXEHMEM BbDKMBAEMOCTU OOJSbHBIX
MO CpPaBHEHMIO C NauMeHTamu, Yy KOTOPbIX HeT
MOBLILLUEHMNS 3TUX NoKasaTenem (no [aHHbIM
A. Dispenzieri 6-8 mec n 21-22 mec COOTBETCTBEH-
HO) [14]. OgHako BbiCOKasi YyBCTBUTENBHOCTb TECTA
MOXET MPUBECTM K OOHaPYXEHWID TPOMOHMHA Y
00/IbLLIEr0 KONNMYECTBA BONbHBLIX N YMEHBLLUUTL KIN-
HMYECKYIO 3HAYMMOCTb 3TOro mapkepa [9].

PeHTreHorpamma opraHoB rpynoHOM KNEeTKu
Mano nHdopmMaTMBHa gaxe Toraa, koraa oToxe-
HUS aMUIONAA YXXe HaOEeHbl B APYrvX opraHax, Tak
Kak pa3mepsbl cepaLua Yalle HopmMasbHble, 0COOEH-
HO Ha HayvasnbHbIX CTaaMsx 3aboneBaHus. Hepeako
Habn[aT NNeBpPasbHbIA BbIMOT, NOSIBAIEHNE KOTO-
POro MOXET ObITb CBA3aHO C 3ab60/1EBAHUSIMU MNJ1EB-
pbl nnu CH.

Mpn NnpoBeaeHN AByXMEPHON 3xoKapamorpa-
dun onpepensetcsa yronweHne cteHok JIXK (4yacto

M NPaBOro Xenyaoyka), 4To CBA3aHO ¢ MHGUNLTPa-
unen mmokapga aMmuionaom, a He rmneptpopmen
MUWUOUMTOB, KfanaHoB, NanufiipHbIX MblLL, MeX-
npegcepaHon neperopoaku. NMonoctu JIXK pacwin-
peHbl penko, npeacepanst 6onblINe N HENMOABUX-
Hble («rnasa COBbl»). YMepeHHas AUCHYHKLUNS Kna-
NaHOB BCTPEYaeTCsl OOBOJSIbHO 4acTo, Taxenasa —
peako. TpoMbbl MOryT 6bITh B Nt060I Kamepe cepa.-
ua, HoO B OOMBLLUMHCTBE CIly4aeB UX BbISBASIOT B
npeacepansax [19]. Yacto amarHoCTUpPYOT HEOOb-
LLIOW BbIMOT B NOJSIOCTb Nepukapaa. Becbma xapak-
TepHbl CBONCTBEHHbIE PECTPUKTUBHOMY TUMY Ana-
CTONMMYECKON ANCOHYHKUUN YBEIMYEHNE MAKCU-
MaJsibHOM CKOPOCTW paHHero AmacToNM4ecKoro
HanonHeHusa (E), koTopas 3Ha4uTenbHO npeobna-
[aeT Ha[ TakOBOW B Nepunon CUCTOJbl Npeacepamni
(E/A > 1,5) n ykopoyeHune nepuoga 3amMenseHus
CKOPOCTW paHHero HanosiHeHus. C NOMOLLBIO NyJib-
COBOro TKaHeBOro gonnsepa no AJAVWHHOW OCuU
0BHapPYXMBAIOT XENYAOYKOBYD OUCOHYHKUMIO Ha
paHHUX cTaamsx 60Se3HN, Noka eLle OTCYTCTBYIOT
n3MeHeHus ¢pakumn Bbibpoca (PB) [23]. Mpo-
BeJEHME NCCNeaoBaHuWsa B OVHAMUKe MO3BONSAET
OMarHoCTMpOBaTh YXYALWEHUEe AnNacTONUYECKOM
GYHKUMN MO Mepe nporpeccupoBaHna 3abonesa-
HMA. MI3MeHeHuns, BbIIBIEHHbIE MO pe3ynbraTam
axokapanorpadpumn, HecneuyduyiHel 1 He JaK0T BO3-
MOXHOCTW YCTAHOBUTb AnarHo3s n gupdepeHumpo-
BaTb TMN amunonposa. CoyeTaHne axokapauorpa-
duryecknx 0COBEHHOCTEN N KITIMHNYECKUX MPU3HA-
KOB C, Kak NpaBwio, HU3KMM BoOJibTaxXomMm OIKI
NO3BOJISIET C BbICOKOM BEPOSTHOCTbIO 3aMN0403PUTh
amuiongo3 cpeaum ppyrux 3abonesaHuii. o
pesynstatam wuccneposaHun J.E. Rahman, npwu
HU3KOM BosbTaxe 3y6uoB QRS Ha 3SKI 1 TonwuHe
MeXOKeNyao4koBOM neperopoakmn 6onee 1,98 cm
Nno OaHHbIM 3xokapanorpadun, oUarHos «aMmmioun-
003 cepaua» MOXeT ObiTb MOCTaBNEeH C YyBCTBU-
TeNbHOCTbLIO 72 % 1 cneunduyHocTbio 91 % [37].

B HacTosiLee BpeMs yCTaHOB/IEHA POSb Mar-
HUTHO-pe30HaHCHOoM Tomorpadum (MPT) B anarHo-
cTuke amunoupos3a cepaua. Npu MPT cepgua
perncTpupyloT cyb6aHaokapamanbHOe HakonieHne
ragonvHng, KOTOPOE MMEET BbICOKYIO YYBCTBUTESb-
HOCTb U cneumpuIHOCTb, 0COOEeHHOo ans AL-amu-
nonpo3a, HO Npu 3TOM HE ABASETCH NPeankTopom
BbIXXMBaeMoCTU 60NbHbIX [29, 36].

Buoncumio Mnokapga BbINOAHAIOT B Cly4dasx,
KOrga eCcTb NOA03PEHUS HA aMUIoMA03 MO AAaHHbIM
HenHBa3MBHbIX TECTOB, HO NMpW NpoBeaeHnn drnor-
CUN JpYrnx TKaHEN OTNOXEHMNS aMuaonga He BbisiB-
neHbl. Takke 3TOT MEeTOA MOXET ObiTb MOSIe3eH Y
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©0/bHbIX C YCTAHOBNEHHbIM AMarHO30M CUCTEMHO-
ro ammnomnao3a u Hanm4ymem COMyTCTBYIOLLEN Kap-
OnanbHOW natonorum (aopTanbHbIA CTEHO3 UNU
Taxenas Al), koTopas MoOXeT OblTb MPUYMHOW
ncTuHHom runeptpodumn JIK. OgHako pyTUHHOE
npoBedeHne 3JHAOMUOKapAnanbHON OUONCUN He
pPeKOMeHAYOT B OOJbLUNHCTBE Clly4aeB aMuionao-
3a, NOATBEPXAEHHOro pes3ynbratamu 6uoncum
OPYrnx TKaHeW, TaK KaK BblBNEHME YTOJLEHUSN
cTeHok JIX npu axokapanorpadun genaet BoBe-
YyeHMe cepaua BeCbMa BEpPOATHbIM, a HOpMasibHas
TOJILLMHA CTEHKN C HopManbHo OB aBnsieTca npo-
FHOCTUYECKM XOPOLUMM MNPU3HAKOM Aaxe ecnu
HeboJbLLOE KONNYEeCTBO amuionaa OyaeT BoisiBe-
HO npu 6uoncun [5].

B HacTosuiee Bpemsa BO3 pa3padboTaHa knac-
cudukaumsa ammnongosa cepaua, OCHOBaHHasa Ha
CTeNeHn BOBMNEYEHUs cepaua B MaTtonornyeckun
npouecc:

| cTagua: HET CUMMTOMOB UM NPU3HAKOB aMn-
noungo3sa npu buoncmm nnn HeMHBasnMBHOM obcre-
[0oBaHUK;

Il ctagmnsa: 6eccMMmnTOMHOE BOBJIeHEHME cepa-
Lua, NOATBEPXAEHHOE C MOMOLLBIO BMONCUMKM MU
HENHBA3MBHOIO TECTUPOBaHUSA (Hanpumep, Ton-
wurHa cteHku JK > 1,2 cM npu OTCYTCTBMM Npea-
wecTyowen Al uan nopoka cepaua nin HU3KUN
BosibTax OKI™ 6e3 BMANMOW NPUYMHbI);

Il cTagms: KOMNEHCUPOBAHHOE CUMMNTOMHOE
nopaxeHue cepaua;

IV cTagua: pekoMneHcnpoBaHHasa Kapamommo-
naTus.

11l aTan: onpeaeneHue TOYHOro TunNa
aMmunoupa B cepaue

BhisiBneHne 6enka-npealwecTBeHHMKA onpe-
nenset Tmn amunouga. MNMpucytcTBre cBOBOOHbIX Kk
M A NIErKNX LLenen B CbIBOPOTKE KPOBU NI MOYE B
COYETaHNU C gUCKpasunen nnasmMaTn4ecknx KneTok
yKkasblBaeT Ha Hanunume AlL-amunomnga, HO MOXET
Takke HabnaaTbCca NPU MOHOKJIOHAIbHOM raMMO-
natum u mmenome. Ecnn natonornyeckoe COOTHO-
LueHne cBOOOAHbIX IErKMX LLenen OTCYTCTBYET, Cle-
OyoLMM 3TarnomM OOJIKHO ObiTb MpoBeaeHne 6umorn-
CUN C UMMYHOTUCTOXUMMYECKNM NOATBEPXAEHNEM
HanMuns MPOU3BOAHLIX TPaHCTUPEeTMHa. AHanus
AOHK (npoBogutcsa B HaumoHanbHOM LEHTPE amum-
nounao3a B JIOHAOHE) rmaBHbIM 06Pa30M UCMOJb3Y-
0T, 4TOObI pa3nunyaTtb 6onee ANarHOCTUYECKN pea-
KMe HacnencTtseHHble popmbl AL-amunongosa [3,
5]. Ecnu mytaumm TpaHCTUPETNHA HE BbISIBJIEHLI, a
MPUCYTCTBYET HEMYTAHTHbIA TPAHCTUPETUH, Ouma-

FHOCTUPYIOT CEHWIbHbIA CUCTEMHbLIA aMuUNongos.
HakoHeu, onpeneneHne aMMHOKWUCIOTHOM nocrne-
[oBaTenbHOCTM 6enka aMUNongHbIX BOJIOKOH — 3TO
MeToa, NoCcPeacTBOM KOTOPOrO MOryT ObiTb MOEH-
TUOUUMPOBAHbI FEHbI, CBA3aHHbIE C HACNEACTBEH-
HbIM aMNIONO030M.

BaxHble MOMEHTbI B ANarHOCTUKE aMuiongo-
3a cepaua:

— amunaongo3s crnenyeT 3anogo3puTb NPU HaNu-
4YNK CUCTEMHBIX NPOSBIEHNI 3aboneBaHus;

— cnepyeTt o6paTuUTb BHUMaHME Ha Klaccuye-
CKue Npu3Hakm («rnasa naHgbl», Makpornoccusa v
KOXHbl€ MPOSABNEHNSA), HO OHW 4YaCTO OTCYTCTBY-
l0T;

— NauVeHTbl OOJIXHbI ObITb AEHTUdUUMPOBA-
Hbl KAK MOXHO paHbLUe, YTOObl Obljla BO3MOXHOCTb
MCNoNb30BaTb BCE BapUaHTbI IEHEHUS;

— TMN aMunouga AoMXeH ObiTb NpPaBWIIbHO
onpenenen;

— HeobxoauMO NpoaHaNM3npPoBaTb CEMENHbIN
aHaMHes3;

— OKI' n axokapauorpadpusa aBnsOTCA HEOTb-
€MJIEMOI YaCTblO NEePBMYHOI0 AMarHo3a, y4mTbiBas
co4YyeTaHMe HU3KOro BoOSbTaxa W runeptpodun
Mmnokapna;

— rMCTOJIOrMYEeCcKUin gnarHo3 Heobxoamm;

— XenatefibHO NONyYnUTb SKCMEPTHOE MHEHUEe
crneunannucTa, 3aHMMaloLerocsa npobiemon amm-
nonpo3sa [18].

3aboneBaHys, ¢ KOTOpbIMU cneayet anpoe-
peHUMpoBaTe aMuiong03 cepaua:

— bonesHb Pabpu;

— MUKcegemaTo3Has kKapamommonaTtums;

— runepTodunyeckas kapamomuonaTus;

— rMNepTeH3nBHOE cepaLe;

— reMoxpomaros;

— namonatnyeckas pecTpuKTUBHaA KapauoMum-
onaTtus;

— CTEHO3 aopThbl NN OBCTPYKLNS BbIHOCSLLETO
TpakTa JIX;

— [JINKOreHOo3bl;

— capkouaos;

— 3/10Ka4eCTBEHHbIEe UHPUNBLTPaTUBHbLIE 3a00-
neBaHus.

TakTuKka BeaeHus 00J1bHbIX
C aMunoupao3om

JNleyeHne amunongo3a O0KHO ObiTb HanpaB-
JIEHO Ha YMeHbLUEeHNE CUHTEe3a NnpepLecTBEHHU-
KOB, N3 KOTOPbIX CTpouTca 6enok amunounaa. Ecnm
npn AL-amumnounpose coxpaHsieTca npoandepa-
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LMS KNOoHa naa3maTuyeckmnx KNeTok, BelpabaTbiBa-
IOLLMX aMUNOMNAOMEHHbBIE NErKMe LLenyu UMMYHOMNO-
OynnHoB, nporpeccupoBaHme 60S1e3HM NPOaoN-
xaeTtcs. Llenb Tepanum 3aknioyaeTcs B IMKBUAA-
LM OTBETCTBEHHOIO KJIOHA Njia3dmMaTtnyeckmnx kKne-
TOK C MOMOLLbIO BHYTPUBEHHOIrO BBEAEHUS BbICO-
Knx 0o3 umtoctatmka mendanana [40] c nocneny-
IOWEN ayTONOrM4yHOM TpaHcnnaHTaumen CTBOJO-
BbIX KJIETOK, OQHAKO CrneayeT NMOMHUTbL O BbICOKOM
CMEPTHOCTMN NPU UCNOJSIb30BAHMN JAHHOIMO METO-
na nedeHnsa [11]. NpeankTtopamm HebnaronpusaT-
HOro ncxopga asngaTcsa Hanmyme CH, cuHkonanb-
HbIX COCTOSIHUI, HapylleHWn puTma, Mo4evyHOomn
HEAOCTAaTOYHOCTU U BOBJIEYEHME B MNATONOrMye-
CKWUI npoLecc ABYX M 6oJblue BUCLUEPabHbIX
opraHoB. B atux cnyyasix TpaHcnnaHTaums CTBO-
NOBbIX KNIETOK HE nokadaHa. YTo kacaeTcs TpaHc-
naaHTauum cepaua, TOYKUM 3PEeHuss Mo 3TOMy
BOMPOCY MPOTMBOMNOJIOXHbIE: C OOHOW CTOPOHbI,
acdpPpekTnBHOCTL MeToga npu AlL-amunomnagose
HU3Kasi BBUAY PA3BUTUS aMUIOUAHbBIX OTIIOXEHUN
B TpaHcnnaHtate [24], ¢ OpYyrol CTOPOHbI, €CTb
OaHHblE O NOJNIOXUTENIbHOM 3ddekTe nedeHns n
yAydlLIEeHMN MPOrHo3a nocne TpaHcnnaHTaumu
cepaua B COYETaHUM C TpaHCNAaHTauuen cTBONO-
BbIX KJIETOK U XMMMOTEPANMen BblICOKUMU A03aMU
mendanaHa n gekcametasona [16, 30]. Tak kak
BbICOKME A03bl MendanaHa MoryT 6biTb TOKCUYHbI
(cpeoun oToaneHHbIX NOCNEACTBUIA €ro npumMeHe-
HUS BO3MOXHO PasBUTME OCTPOro Nenko3a wumm
MuenogmcnnacTmyeckoro cuHgpoma) [40], npwu-
MEHSIIOT Pa3/INYHble UHTEPMUTTUPYIOLLINE CXEMBbI
nonnxmmMmmnotepanun. Cpeam HUX — MNPUMEHEHMEe
TanngomMupa/neHanngoMmmaa OTOEeNbHO UM B
KOMOMHAUMKM C XummoTepanuen, putykcmmabda
(NPOTMBOONYXONEBLIX @HTUTEN, HANPaBEHHbIX HA
aHTureH CD20) y 6onbHbix ¢ CD20-nonoxunte-
NbHBIM KJIOHOM W MCNOJSIb30BAHWE HOBbIX areHTOB,
BKJItOYAsA NPOTEaCOMHbIN UHIMOUTOP BopTE3OMUD.
OpHako B HacTosillee BpeMs HeT [JaHHbix 06
abdEKTUBHOCTM ABYX NOCNEOHUX npenapaTos.
JlaHHbIE nccnenoBaHus, OCHOBAHHOIO Ha n3Mepe-
HUn ypoBHa NT-proBNP BO Bpemda nposeneHus
XnumMuoTepanum, CBUAETENLCTBYIOT 00 ynyylleHnn
cepaevyHon peatenbHocTu npu AlL-amunonpose,
KOTOpPOE acCOUMNPYETCH C YMEHbLUEHNEM LINPKY-
NPYIOWMX aMUIONOOreHHbIX MNpPealeCcTBEHHM-
KOB. JledyeHune pamtenbHoe 1 OJIXHO NPOBOANTLCS
nop, HabnoaeHnem KBanudUUUPOBAHHBLIX CMeuy-
anMcToB — remMaTosiora n kapauonora.

Ona nedyeHms cemMenHoro ammnouaosa, Bbl-
3BaHHOIro MyTauMsMK TpaHCTUPEeTUHa, GudpuHo-
reHa unm anonunonpoTenHa, MPUMEHSAIOT TPaHC-
niaHTauuilo nevyeHn, 4tobbl yOannTb MCTOYHUK
MyTaHTHOro 6enka. Mpu Heo6xoANMOCTN NPON3BO-
OUTCA TpaHCnaaHTaums MNOPaXeHHOro opraxa,
BKJIlOYas cepaue v noykm [39].

B cnyyae SSA, IAA nnu AA pokasaHHOI cneumn-
duryeckom Tepanmn He CyLLLECTBYET, XOTS KIMHUYe-
CKMWE UCMbITaHNS NEPCNEKTUBHbLIX COEAUHEHWU
npoponmkatoTtcs. Ansa AA eAMHCTBEHHBIM CMNOCOOOM
IBNSIETCS JIEYEHNE OCHOBHOIO (BOCNANMUTENbHOMO
U MHOEKUNOHHOr0) 3abonesaHus.

CvMnTOMaTM4YeCKN HA3HAvaloT JIEKAPCTBEH-
Hble cpenctea ana nedeHma CH. Mo4eroHHble
npenapaTbl COCTaBASIOT OCHOBY JieyeHunda. Hapy-
LWEeHVe ANacTONMYECKON (PYHKUMN MO PECTPUK-
TUBHOMY TUMNY U NOPaXeHne BereTaTMBHOW HepPB-
HOW CUCTEMbl MOTYT MNPUBOAUTL K BblIPaXeHHOW
Opagukapomn n OpTOCTaAaTUYECKOW TMMNOTEH3UM,
4TO OrpaHuYmBaeT NpuUMeHeHue B-agpeHobnoka-
TOPOB, MHIMOUTOPOB aHrMOTEH3UHMNpPEeBpaLla-
wero d¢depmeHTa m 610KATOPOB PELENTOPOB
aHrnoTteH3mHa Il. NMoCcTosAHHYIO KaponocTuMynsa-
LU0 MCNONBb3YIOT NPU HaPYLUEHUAX NPOBOAMMO-
cTn. NpuMeHeHne o-aroHUCTOB (MUOOOPUH) U
HOWEHWE 31aCTUYECKMX YYNOK MOFYT YMEHbLUNTb
NPOSABNEHUA NOCTYpPasibHOM r’MNOTEH3UN, CBA3AH-
HOW C aBTOHOMHOM HenponaTtnen. AurokcuH npu-
MEHSIOT B PeaKuX Crydasx, TOJIbKO Y OOJIbHbIX C
Gunbpunnaumein npepcepovin  ong  KOHTpoNsS
yacToTbl cokpauieHuin cepgua (HYCC), Ttak kak
onucaHa ero cnocobHOCTb CBA3bIBATbLCA C aMu-
JI0NA0M, 4TO CONMPOBOXOAETCS MOBbLILLUEHHON YyB-
CTBUTENIBHOCTbLIO K MpenapaTty ¢ 6bICTpbiM pas-
BUTMEM TOoKcu4deckoro adpdekta [38]. MNpn Hanm-
yun aputMui npu AL-amunonpgose nokasaHa
Tepannua aHTUKoaryngHtamum un3-3a BbICOKON
BEPOATHOCTU pa3BUTUSA TPOMBO3IMOONINYECKUX
OC/IOXHEHWUI B CBA3W C YacTbiM 06pa3oBaHUEM
TpoMOOB B IEBOM Npeacepamn niu B yLike neBo-
ro npeacepaua [19].

Takum 06pasom, 3a NocnegHUe HECKOJbKO NeT
CYLLLECTBEHHO WM3MEHUINCb MHOIMEe npeacTaBre-
Hus 06 ammnnongose, ero oUarHoCTUKe U MeToaax
JleYeHms, 4To NO3BOJINII0 AOOUTLCS 3HAYNTENBHOMO
KJIMHMYECKOro ynyduweHns B psage cnydaeB. Ho, k
COXaNleHWIo, B HaLLel CTpaHe AMarHOCTMKa U oKa-
3aHKe NOMOLUM TakuM BOJSIbHLIM MOKa He Ha O0SXK-
HOM YPOBHE.
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B kayecTBe npumepa aMmiaoMaHOro nopaxe-
HUS cepaua NPMBOAMM COOCTBEHHOE KIIMHNYECKOE
HabnoaoeHue.

KnuHunueckumn cnyyam

BonbHas M., 53 roga, cnyxalias, npoxmeaeT B
Opecckon obnactn. HeopgHokpaTHO npoxoawuna
obcnenoBaHue 1 iedeHne No MecTy XUTENbCTBA U
Oblna HanpaBneHa Ha KoHcynbTauumio B HHL,
«MIHCcTUTYyTKApanonormnmum. akag. H. 1. Ctpaxecko»
(peBpanb 2012 r.) ¢ guarHosom: NBC, ctabunbHas
cTeHokapamsa HanpsxeHus, |l pyHKUMOHaNbHLIN
knacc (PK). Kapamocknepos. CH | ctagmn. C nonu-
KJIMHNYECKOro OTAeNeHns naymMeHTka obina rocnu-
TanM3npoBaHa B OTAENEHNE PEAHUMALMN U UHTEH-
CUBHOW Tepanuu C CUHKOMNAasIbHbIM COCTOSIHUEM W
anarHo3om: UMBC, HecTtabunbHasi cTeHokapaus,
aTPUOBEHTPUKYNSpHasa 6nokaga 2-M CTEMNEHMU.
OcmoTp HeBponaTosora nocne anmaoga noTepwu
CO3HaHUS NaTONOrMYECKNX HEBPOSIOrMYECKUX CUM-
NTOMOB He BbIIBUJI. Yepe3 cyTku 6onbHas Obina
nepeBeeHa B OTAENEHME aTePOCKIEPO3a N XPOHU-
yecko MBC pns poobcnenoBaHust U YyTOYHEHUS
JmuarHosa.

Mpn ocMoTpe npenbsiBnsna xanobbl Ha AaBSA-
we-nekywme 6011 3a rpyamMHON NPy He3HaYNTENb-
HbIX pur3nyeckmx Harpyskax (xogbba go 100 m),
BNepBble BO3HMKLIME OKONO 5 Mec Hasan (CeH-
T96pb 2011 r.), cnabocCcTb, OABILIKY, MOSABMEHNE
OTEYHOCTM Ha HWXKHUX KOHEYHOCTaX, nepeboun B
neatenbHocTn cepaua. OTMeyana NpoOrpeccupo-
BaHue Ooneli B Te4eHme NnocnegHnx AByX Hedenb.

M3 aHaMHe3a N3BeCTHO, YTO B IETCTBE BbICTAB-
NANcsa OMarHo3 «PeBMatu3M», U €XerogHo [o
14 net npoBoaunack buumnnnHotepanus. frenatut
A - B 1953 1., MOYekamMeHHas 60/1e3Hb C NPUCTYMNOM
noyeyHonm konukm - B 2009 r. MeHonaysza -
1,5 ropa. He poxana. Tybepkynes, XpoOHUYECKue
BocnanuTenbHble 3aboneBaHUs oTpuuana, npo-
deccrnoHanbHbIX BDEAHOCTEN HEe OTMevana.

Mpn NePBMYHOM OCMOTPE COCTOSIHME CpenHeNn
Tskectn. OAbIlWKKU B NOKoe HeT. HopmocTeHuye-
CKOro TeNocnoxeHus, obpawaeT Ha cebs BHMMA-
HUe nednumt maccol Tena (poct 164 cMm, Bec 54 kr),
NOAKOXHAs XMpOoBas KyieTyaTka pa3suTa cnabo (o
1 cm). Temnepartypa Tena — 36,9 °C. AptepnansHoe
nasneHne — 100/65 mm pT. cT. Mynbc — 76 B 1 MUH,
apuTMMYeH. YacTtoTa AabixaTenbHbiX ABmxeHnn 20 B
1 MUH. KOoXHble NOKPOBLI 6iefHbIe, NULLO Mackoo-
OpasHoe C CUHIOLIHOCTbIO BOKPYF IMa3HbIX OpoOuT.
HeaHaunTenbHoe HabyxaHuMe LWENHbIX BEH.

LnToBMaHas xenesa nNpu nanbnauym He yBenuye-
Ha. [Nepudepunyeckmne nMM@Ooy3nbl He NaNbNNPYIOT-
cq. lMepkyTopHO neBasi rpaHMua OTHOCUTESIbHOWN
cepaeyHonm Tynoctn cMmeleHa Ha 1,0 cMm KHapyxu
OT NIEBOV CPEOHEKIOYMYHOW NUHUK. AycKynbTa-
TMBHO 1-i1 TOH cepAaua ocnabneH, eguHNYHbIE 3KC-
TpacwucTtosbl. Hag nerknmm siCHbI IEFrO4YHON 3BYK,
OblXaHne Be3nkynsapHoe, eAVHNYHbIE CyXMe XPpUnbl
B HMXXHUX OTAENax C OBYX CTOPOH. A3bIK YMCTbIN.
KnBOT npun nanbnaumu MSArknin, ymepeHHo 6ones-
HEHHbIN B NpaBoM nogpebepbe. lNeyeHb yBennye-
Ha, BbICTynaeT W3-Nnojd, HUXHero kpasi pebepHomn
Oyrn Ha 5 cMm, Kpawm nevyeHn 3NaCTUYHbIN, POBHbIN,
HECKONbKO yMAoTHEH. KnweyHuk npu nanbnaumm
6e3 ocobeHHocTel. CBOOOAHANA XXNAKOCTb B OptoLL-
HOM nonoctn He onpegenserca. Cumntom [Mac-
TepHaukoro oOTpuuaTenbHbIi C 00enx CTOPOH.
OTEYHOCTb HMXKXHUX KOHEYHOCTEeN 00 CcpeauHbl
rosieHen.

B nabopaTopHbIX aHann3ax KPOBWU BbISIBNIEHbI:
rMNOXpPOMHasi aHeMUS NIEFKOM CcTeneHn (remMorno-
6uH 107 r/n), runpexonectepuHeMns ¢ BbICOKUM
YPOBHEM XOJiecTepuHa JNUMOMPOTEMHOB HU3KOMN
NAOTHOCTM — 5,41 MMonb/N (06N XONEeCTepUH —
7,7 MmMonb/n), NMoBbilEHVE cogepxaHus C-peak-
TUBHOro 6enka — 9 Mr/n, NoBblLLEHME YPOBHS TUPE-
OTpONHOro ropmoHa (17,240 mckEn/mn) n aHTUTEeN K
Tnpeonupokcuaase (616,0 En/mn). B obwexknmHn-
4YeCcKOM aHann3e Moun BbisiBieH Genok — 1 %,
yaenbHbii Bec mouun — 1020 ycn. ea., Mukpockonus
ocagka - ©6e3 naTtonorM4yecknx WU3MEHEHUNA.
Cyto4Has akckpeuus 6enka — 1 %.

Ha OKI (¢peBpanb 2012 r., CKOPOCTb 3anucu
50 mMm/C): pUTM CUHYCOBLIN, perynsapHbii. YCC —
76 B 1 MnH. Hnskuii Bonstax (0,2-0,5 mB) BO BCEX
CTaHOAPTHbIX U YCUMIEHHbIX OT KOHEYHOCTEN OTBe-
DeHusx. ATpUoBeHTpukynsapHasa 6nokaga 1-n cTe-
neHu ¢ yonmHeHnem nutepsana PQ oo 0,35 c¢c. QS B
rpyoHbix otBedeHusax (V1-V4) 6e3 HapylleHus
¢dasbl penongpusauuu (puc. 1).

Ha OKI, npenoctaBneHHOM ans CpaBHEHUs
(mar 2008 r., ckopocTb 3anucu 25 Mm/Cc): CUHYCO-
Bbll PUTM, BOJIbTaX CHUXeEH B oTBeneHuax I, AVL.
ATpUOBEHTPUKYNspHaa 6nokaga 1-n CcTeneHun —
nHtepean PQ 0,24 c. 3ybuoB QS B rpyaHbIX oTBE-
OEeHnsX HeT, OTMeYeH Manbln pocT 3ybua R B oTBe-
nenusax (V1-V3) (puc. 2).

Ha axokapgmorpamme (pespanb 2012 1.): HOp-
MasibHble pas3Mepbl NOMOCTElN cepaua, BblpaXkeH-
Has KOHUeHTpu4yeckasa runeptpoounsa JIX ¢ tonwm-
HOM cTeHoKk Oo 1,6 cM (MHOEKC Maccbhl Muokapaa
136 r/m2), runepTpodusa NPasBoro xenyaodka (Tos-
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wuHa cTteHkn — 0,8 cMm), BbipaeHHas PECTPUKTUB-
Haa anacTtonmndeckas amchyHkums JOXK (E/A - 1,8;
DT - 125 mc), Hanuuune XXmnagkocTu B NOSIOCTM Nepu-
kapga c cenapauueir nnctkos oo 1,1 cm, @B JIX -
55 % 6e3 cerMeHTapHbIX HapYyLUEHN COKpPaTUMO-
CTW, KNanaHHbli annapat 6e3 BUauMo naTtonornm
1 HapyLweHns dyHkuum (puc. 3).

XontepoBckoe MoHuTopupoBaHue IKI: 3a 24 4
MOHUTOPUPOBAHUS PErNCTPMPOBANIN CUHYCOBLIN
puTM co cpeaHein HCC 88 B 1 MUH, aTPUOBEHTPUKY-
napHasa 6nokapa 1-n cteneHn. BoisiBneHbl Bbipa-
XEHHble HapyLleHuss puTtMa M NPOBOAUMOCTU:
MUrpauus BOOUTENS puTMa MO Npeacepnusam,
U3MEHEHVE WnpuHbl komnnekca QRS, cuHoatpu-

anbHas 6nokaga ¢ MakcuManbHoM nayson oo 1,8 ¢,
1057 Xenyoo4ykoBbIX 3KCTPACUCTON, U3 KOTOPbIX
420 nap v Tpunnetos, 12 anNnu3040B OUreMuHuK,
393 n30nMpoBaHHbIX NMpPeacepaHbIX 3KCTPACUCTO-
Nbl. NI3amMeHeHn cermeHTa ST HE OTMEYEHO.
0O0630pHas peHTreHorpamMma rpyaHon KneTku:
JIErOYHbIE NONS YUCTbIE, HECKOJIbKO CHUXEHA NMHEB-
MaTmn3aums B HMKHUX oTaenax. KopHu CTPYKTYpHbl,
CUHYyCbl cBOOOAHbLI. TeHb cepaua okpyrnas.
YnbTpa3BykOBOE UCCAENOBAHNE LLMTOBUOHOW
Xenesbl: LWUTOBUAHASA Xefe3a pacrnonoxeHa B
TUNUYHOM MecTe, 0ObIYHOM POPMbI, L0V YBENNYE-
Hbl 00 1- CTeneHu, CTPyKTypa HeOoAHOpOoAHa.
JononHuTtenbHble 0Opa3oBaHMA He onpenensioT-
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Puc. 1. BKI" 6onbHovi M., 2012 r. Hu3kuii BosibTax B CTaHAaPTHbIX 0TBeAeHusix, QS B nepeaHux rpyaHbix OTBEAEHUsIX — Hanbosiee
vacTble npudHaku AL-amuaonnosa.

[ Lo

Puc. 2. KT 6osbHo M., 2008 r. ATpuoBeHTpukyAspHas 61okaga 1-v cterneHn. XapakTepHbIX AJ1s1 aMUIon803a NU3SMEHEHWI HeT.
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ca. [pu3HakKm XpPOHUYECKOro ayTOMMMYHHOrO
TMpeonguta.

Ha ocHoBaHNM 0O bEKTUBHbLIX OAHHbIX U Pe3yJib-
TaToB 06CNenoBaHMs Obl YCTAaHOBMIEH Npensapu-
TenbHbIN guarHo3: 'mnepTpodunyeckas Kapanomm-
onartus, HeOOCTPYKTUBHaAA ¢opma, CUHAPOM CTe-
HOkapauu. ATpPUOBEHTpUKYNsapHas 6Gnokaga
1- cTeneHun, Xenyno4dykoBasi aKCTpPacCUCTONMYe-
ckas aputmusa (Lown 1V). CuHKonanbHOE COCTOS-
Hme 08.12.2011. CH lIA ctagun c coxpaHeHHon
®B JIK, Il dK. M'mnepxonectepnHeMusi. XpoH-
MYECKUIA ayTOMMMYHHbI TUPEOUOUT, TMNOTUPEODS,
MUKCEAEMATO3HbIN NEePUKaAPANT.

BonbHol 6bINO HAa3HAYEHO NeYEeHME: acnMPUH
kapavo 100 Mmr 1 pas B cyTku; metonponon 12,5 mr
2 pasa B cyTku; nepuHgonpun 2,5 Mr 1 pas B CyTku,
KopakcaH 2,5 mr 2 pasa B cyTku; cumacTatuH 20
Mr 1 pas B cyTku; nasmkc 2,0 M BHYTPUBEHHO, C

KOHTponeMm GanaHca XWAKOCTWU, 3YTUPOKC 25 Mr
1 pas B CyTKW.

HecmoTtpsa Ha TO, 4TO 3amepnunacb YCC,
cocTosiHMEe OONbHOM  yXyALWWAOCh: YCUIIUANCH
ofpllka n cnabocTb, CHU3WIICS YPOBEHb apTepu-
aslbHOro JaBNeHUsl, yMeHbLUICS ONypes.

Takmum 06pas3om, B KIIMHMYECKOM cMMnTomMaTm-
Ke, Te4eHun 3aboneBaHnsa N JaHHbIX 0ObEKTUBHOIO
obcnepnoBaHus HabAOANM SBHbIE MPOTUBOPEUUS.
MaumeHTka — XeHluHa cpegHero Bo3pacTa 6e3
CEMENHOro aHamMHesa CepAeyvyHO-COCYauCTbIX
3aboneBaHnin. 3abosieBaHMEe BO3HUKIO HeOaBHO
(okono nonyroga) n 6bICTPO Nporpeccupyert. B knu-
HUYECKOW KapTUHE Ha NepBbI MaH BbIXOAAT CUM-
nTombl CH, npu atom ®B JIXK He cHUXeHa, naTono-
rms KnarmnaHHoOro anmnapata oTcyTcTByeT. bonbHas
He cTpagaeT rMnNepToHUYeckon 60NIe3HblD, He
MMEET MOPOKOB cepaLa, a No AaHHbIM 3X0KapAno-

Puc. 3. Sxokapanorpamma 6ossHou M., 2012 r. [MnepTpogusi CTEHOK JIEBOro XesyA04Kka v PeCTPUKTUBHbIA TUM ANACTO/INYECKOM
ANCOYHKUMN — XapakTepPHbIe MPU3HaKu nepBnYHoro AL-amuionnosa.
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rpadmn BbiIBNEHa 3Ha4YuUTesNbHas KOHLEHTpu4e-
ckas rmnepTpodus 1 BolpaxeHHas PeCTPUKTUBHASA
anacrtonmyeckasa auchyHkums JIOK; npy 3TomM BOJb-
Taxx QK He NoBbILWEH, a 3HAYUTENBHO CHMXEH. Ha
OKI peructpupytloT «nceBgonHdpapkTHbie» QS B
rpyaHbIX OTBeAeHUsAX 6e3 aHaMHeCTUYeCKMxX ykasa-
HUI Ha NepeHeceHHbIn MHMaPKT Mnokapaa n 6es
30H acuHeprun No peasyfabratam 3axokapauorpa-
dun. B xopoe anddepeHumanbHOM AMarHoCTUKMN C
runepTpodpuyeckon kapaguomuonaTtmen Obino
BbICKa3aHO NMpeanosioXeHne 0 BO3MOXHOM aMuio-
noo3e cepgua. B nonb3y nocnegHero guarHosa
Oblna npucyTcTBoBaBLIAsA Yy 60/bHOW CUCTEMHOCTb
KITMHUYECKNX MPOSIBIEHNIA — HaMyme NopaxkeHus
noyek (NpoTenHypus), CoCyaoB (CUHOPOM CTEHO-
Kapauu, nepuopbutanbHaa nyprnypa) u Hepona-
TK (CMHKONAaNbHbIE COCTOSAHMS).

Ona noaTteepxaoeHMa OmarHosa naumeHTke
Oblna npoBeaeHa MPT opraHoB rpyaHon KneTkn un
cpenocTeHus. bonbHasa 6bina HanpaBneHa B oTae-
JIeHue oHKoremaTonornm HauyoHanbHOro MHCTUTY-
Ta paka nis npoeeaeHns 61oncum TkaHem poToBoM
NMONOCTU U NepeaHen GPIOLLIHON CTEHKN HA Hann4me
amunonga.

MPT opraHoB rpygHoin KIeTkn n cpeaoCcTeHns:
JIEFOYHbIE NONSA HECKOJMbKO YNIOTHEHbI, C SIBIEHNAMM
drbpo3MpPoBaHUS, HepeayroLLErocs ¢ nNoasSMu NoBbI-
LLIEHHOM BO3AYLIHOCTU. JINM)OY3/bl CPeLOCTEHUS HE
YBEJNIMYEHDbI, KOPHWN NErKNX CTPYKTYPHbI. B cuHycax
cBobBOOHasn XnokocTe He onpepensietcs. Cepaue €
BbIPAXEHHOW runepTpoduen npenmMyLLeCTBEHHO
CTeHok JDK, NNOTHOCTb TKaHU HE UCKIOYaeT aMunno-
VMOHON nHpUnsTpaumn. B nonoctu nepukapga — yme-
PEHHOE KONMYEeCTBO CBOOOAHOM XNAKOCTU.

PesynbraTtbl MyHKUMOHHOM OWOMNCUN LLEKN U
nepenHeit OGPIOLLIHOM CTEHKM: B OuonTaTax KoXu
MPUCYTCTBYIOT Mefnkme pparMeHTbl AepMbl C eaun-
HUYHbIMM apTEPUSMU, KOTOPbIE XapaKTepuayloTcs
d1bpo30oM CTeHKK. B BruonTtarte LIekn B COCOYKO-
BOM CJioeé COOCTBEHHOW NNAaCTUHKM OTMEYEHO
HEKOTOPOE YMJIOTHEHNE CTEHKM KPOBEHOCHbIX
cocynoB. OGHapyxXeHbl OKPYrible N OBajlbHbIE
Tenbua, rOMOreHHO okpawumBaemble KOHro kpac-
HbIM, KOTOPbIE MOTYT ObITb PACLIEHEHbI KaK OT/IOXE-
HMA ammnonaa.

Pesynbtatbl NMOBTOPHLIX aHaAM30B Ha cCoAep-
>KaHMe ropMOHOB LLUTOBUAHOM Xeneabl, NPOBeaeH-
Hble Yyepes3 2 Hepn, NoCie Ha3HaA4YeHUs ropMOHanb-
HOW Tepanuu: YypOBEHb TUPEOTPOMNHOro FOPMOHa —
6,715 mkEn/mn, aHTuTEN K TUPEONMPOKCMOase —
480,0 Ep/mn, TpunoatupoHunHa — 2,630 nr/mn,
CBOOOAHOIro TUPOKCUHA — 29 Hr/a.

Ha ocHOBaHNM UMEIOLLMXCA KIMHUKO-Nnabopa-
TOPHbIX AAHHbIX U Pe3ynbTaToB OUOMNCUM NaUNeHT-
ke OblN yCTaHOBNEH AnarHo3: NepBuYHbIN aMunoun-
003 cepgua u noyek. AucdyHKUUS CUHYCOBOrO
y3na, aTpMoBEeHTpUKynsipHaa 6nokaga 1-i ctene-
HM. JKenygoukoBas 3KCTpacucTonnyeckas apwut-
Musa (Lown IV). SkccypnatueHein nepukapaut. CH
IIA ctagumn ¢ coxpaHeHHoin ®B JDX, Il @K (NYHA).
MmnepxonectepmHeMusi. XpPOHUYECKUIM ayTOUM-
MYHHbIA TUPEOUONT, CYOKJIIMHUYECKUIA TMNOTUPEODS.
AncunpkynaTopHas COCyAUCTO-MO3roBasi Heao-
CTaATO4YHOCTb 1- CTENEHM, CUHKONANbHbIE COCTOSA-
Hua 08.12.2011 n 21.12.2011.

B kayecTtBe nedyeHuss 60NbHOW OblN Ha3Ha4YeH
NPeaHn30soH B Ao3e 15 Mr B cyTku. [lnsa pelwienms
BOMpOCa 0 HE0OX0AMMOCTN YCTAHOBKWN KapANOCTU-
MynsiTopa nauueHTka Oblia NPOKOHCYIbTUPOBAaHA B
otoenennn apntMmun HUNMCCX nm. H.M. Amocosga.

YuntbiBas TO, 4TO TONBLKO B CNEeLNanmM3mpoBaH-
HbIX KIIMHUKAX, 3aHUMALOLLMXCA NPpobemMor amuno-
1na03a, BO3MOXHO TOYHO YCTAHOBUTL Tun 3aborne-
BaHMUS N Ha3Ha4YUTb COOTBETCTBYIOLLYIO Tepanuio
uMTOCTaTMKaAMM, 60SIbHOM ObIN OaHbl peKOMeHaa-
uMn obpaTUTbCs B OOHY W3 TakuUX KIWHUK (B
NoHpoHe, BepnuHe, Tenb-ABuBe).

MoBTOpHOE oOOpalleHne naumeHTkn B HHL,
«MHcTUTYT Kapamonormn wum. akap H.O. Ctpa-
xecko» yepe3 3 mec. bonbHas 3a 9TOT nepuog
Obina obcnepoBaHa B LleHTpe remartonornm wm
TpaHcnaaHTaumm KOCTHOro wmo3ra (YHusepcu-
TeTckas knuHuka Tenb-Asus, M3paunb), roe noa-
TBEPXAEH AMarHo3 nepsuyHoOro AL-ammnonnosa c
nopaxeHmem cepgua m noyek. [marHo3 sepudun-
LMpOBaH Ha OCHOBaHUM MOBLILIEHHOrO CoAepXa-
HUA Nna3mMaTuyeckux KJEeTOK, Haln4us Jerkmux
uenenn mmmyHornodynunHos (FLC): « — 7,07 mr/n
(Hopma 3,30-19,40 mr/n), » — 403 mr/n (Hopma
5,71-26,30 mr/n), x/A — 0,02 (Hopma 0,26-1,65).
MaumeHTKe 6bIN0 HA4YaTO NeyeHme no npotokony VD
(Benkenp, (6optesomnb) — 1,3 mr/m2 + nekcamera-
30H 8 Mr) uuknamun B 1-e, Ha 4, 8 n 12-e CyTKKM Kax-
able 21 geHb. MNMepen kaxabiM KypcoM NMpoBOAUIMN
KOHTPONb 00LWero n B6MOXMMMYECKOro aHann3oB
KpoBu. B cumntomaTtnyeckyio Tepanuio gobdasne-
Hbl: Topacemung 10 mr 1 pa3 B 5 gHen B Hepenio,
annepeHoH 25 mr/cyT, BapdapuH nNog, KOHTPONEM
MeXOyHapoaHOro HOPManM30BaHHOIO OTHOLLEHUS.
BonbHas npowna Tpu Kypca pPeKOMEHOOBAHHOIMO
ne4vyeHuns Ha 6a3e n3pansibCkon KIIMHUKN. 3a Bpems
NPOBEAEHHOrO IeYEHNS nokasaTeflb A CHU3WICS C
403 po 89 mr/n. Ha 3KI' ymeHbLUMNacb aTPUOBEH-
TpukynsipHast 6nokaga (MHTepsan PQ ymeHbLUMCS
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0o 0,25 ¢). CnHkonanbHble COCTOSIHMS HE NOBTOPSI-
anck. JanbHenwmne Kypcebl ie4eHns npoBoaATCA B
amMOynaToOpPHbIX YCIOBUAX Mo, HabaeHNeM rema-
Tonora.

B HacTosuee BpeMmst (okTss6pb 2012 1.) cocTos-
HMe OONbHOW cpenHen TAXECTW, CUHKOMNasbHbIE
COCTOSIHUSI HE MOBTOPSASINCb, HECKONbKO YAyYLIU-
nacb TONMEPAHTHOCTb K PUINYECKUM Harpyskam.
XumMunoTtepanus uutoctatMkamu Oblia OTMeHeHa
crneumanncTtamMm U3panmabCKON KANHUKKA B CBA3U C
pasBuBLWIMMUCS NOOOYHBIMU addekTamun (Bbipa-
XEHHaa MONMHENpanrus B KOHe4YyHocTax). [los-
TOpHOoe o06cnenoBaHMe 3anjiaHMpPOBaAHO Yepes
2 Mec nocne OTMEHbI Npenapara.

BbiBOAbI

JaHHbIN KNMHNYECKUIA CnyYar CBMOETENbCTBY-
€T 0 TOM, 4TO gMarHocTuka amMmuiongosa cepgua
npeacTaBAsgeT 3HAYNTENbHbLIE TPYAHOCTM B MPaKTU-
ke kapguonora. CBs3aHO 9TO C €ro peakon pac-
MPOCTPAHEHHOCTbIO, OTCYTCTBMEM MATOrHOMOHWY-
HbIX CUMNTOMOB B K/IMHNYECKOW KapTUHE. YunTbiBas
HeONaronpuATHbIA MNPOrHO3 y 9TUX NaUMEHTOB,
0cob6eHHO npu AlL-amunonpose, CBOEBPEMEHHas
OMarHocTMka W paHHee nevyeHne, 6Ge3yCnoBHO,
BaxHbI. [10A03peHNEe Ha HaNMYME NOPaXeHUs CEPA-
ua aMmuaongo3oM A0/MKHO BO3HMKATb NpPY pas3Bu-
TN y BONIbHOrO PECTPUKTMBHOW KapauomuonaTum
CO 3HA4YUTESNIbHBLIM YTOJILLLEHMEM CTEHOK cepaua B
co4eTaHUM C OPTOCTATUYECKON MMNOTEH3NEN, CTe-
HOKapauen, Hedpponatnem U ApyrumMm CUCTEMHbI-
MU nopaxeHusmmn. CoBpeMeHHble MeToabl BM3ya-
amsauum ammnonpa, Guoxmummyeckne Mapkepsbl,
KOJINYECTBEHHbIE METOAbI BbISIBJIEHNA aMUITONOHbIX
0©enkoB NPefocTaBAalOT BO3MOXHOCTb O0fiee paH-
HEel N TOYHOM [OmarHocTuku 3aboneBaHus, a
nocnegHue OOCTUXEHUS B JIEHEHMN MOIYT yBeNU-
YNTb NPOAOIIKUTENBHOCTb XMN3HU 3TUX O0NbHbIX. HO
B CBSI3U C TEM, YTO Takme MeToauku, Kak arpeccuB-
Has XMMKUoTepanusa ¢ NOCeayloLen TpaHcnaHTa-
LMEN CTBOJIOBLIX KNIETOK, a MO NokKasaHusaM — nepe-
cajgka nedeHun n/vnun cepgua, B YKpanHe B HacTos-
Lee BpeEMS HE NPOBOAATCA, 3afa4a kapguonora —
KaKk MOXHO paHblle 3anogo3puTb U NOATBEPAUTb
AnarHos «amuaongos cepaua» U HanpasuTb nauy-
€HTa 4,19 JasibHEWLLEro Ne4YeHns B Cneumann3npo-
BaHHYIO KJWMHWUKY, 3aHUMaloLLytocs npobrnemamm
aMmmnongosa, remartonorum, TpaHcnaaHTauun.
CBoeBpeMeHHas AMarHoCTMKa U paHHee Havano
Tepannuu MOryT yaydlnTb MNPOrHO3 M YBEANYUTb
BbIXXMBAEMOCTb O0JIbHBIX C 3TUM 3ab0/1IeBaHNEM.
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Cardiac amyloidosis: definition, diagnosis, treatment. Case report
M.I. Lutai, I.P. Golikova, A.V. Tsyzh, V.V. Bugayenko

In this article recent data on cardiac amyloidosis diagnosis, assessment of the severity and prognosis, as well as
contemporary treatment methods are reviewed. A clinical case of primary cardiac amyloidosis (AL) which
appeared in middle-aged woman with rapidly progressing clinical symptoms of heart failure and syncope, is
presented. Suspicion of cardiac amyloidosis should arise in case of restrictive cardiomyopathy along with sig-
nificant thickening of heart walls and other organs damage. Significant thickening of the left ventricle is not
associated with ECG signs of myocardial hypertrophy, pseudo-infarction pattern may be found in the precordial
leads (V1-V3) without previous myocardial infarction. For patients with amyloid deposition confirmed with non-
cardiac biopsy, involvement of heart can be confirmed by positive heart biopsy and/or left ventricular wall
thickening (interventricular septum > 12 mm) in the absence of hypertension or other potential causes of left
ventricular hypertrophy. Contemporary methods of amyloid visualization, biochemical markers and quantitative
methods for detection of amyloid proteins allow earlier and more accurate diagnosis of the disease.



