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lMepsuyHbIl amunoudos — 3abonesaHue Co CrI0XHbIM U 00 KOHUa He U3yYeHHbIM namozeHe-
30M, KOMOPOe Xapakmepu3yemcsi WUPOKUM CIIEKMPOM KITUHUYECKUX rnposieneHul. Jlesko-
yenoyveyHbill amunoudos siensiemcs Haubornee pacrpocmpaHeHHoU popmMol cucmeMHO20
amuroudoa. lMpu amom cepdye — 3mo OOMUHUPYOWUL OpaaH-MULLeHb pu CUCMeMHOM aMu-
noudose. Amunoudo3 cepdua (amunoudHasi kKapOuomuonamusi) Yawje ecezo rnposisnssemcs
Quacmonu4deckol cepdeyHol Hedocmamo4YHOCMbIO, 803HUKarowel 8 pe3ynbmame pe-
cmpukmueHoU Kapduomuonamuu. Tepanusi amuioudHoU kapduonamuu ekrroyaem 8 cebs or-
mumaribHoe rieqyeHue cepdeyHoli HedocmamoyHocmu U Xxumuomepanuto. [ns ymeHbweHuUst
cumnmomos cepdeyHol HedocmarmoYyHOCMU OCHOBHbIM CPeOCM8OM s18/1sIomMcs OUuypemuKu,
r1oCKoMbKYy Opyeue namozeHemu4veckue cpedcmea He Mo2ym 6biMb MPUMEHEHbI U3-3a eu-
MOMOHUU U 803MOXHO20 CHUXeHUs1 cepdeqyHo20 8blbpoca. C eHedpeHUeM 8 KITUHUYECKYH
npakmuKy HOBbIX JIeKapCmeeHHbIX cpedcmes, makux Kak uHeubumop npomeocom 6opme-
30Mub, rpoeHo3 Onsi nayueHmos yny4qwurncs. OOHako amunoudo3 ocmaemcsi mpyOHbIM
8 QuazHocmuKe U rieYeHuUU 3abonesaHuem.

Onucbkigaemcs KNuHUYecKul cry4dal nayueHma ¢ cucmeMHbIM aMuioudo30M.

OTnoxeHne B TKaHAX 0coboro BellecTBa (aMmunonaa) ABrnsieTcsl XapakTepHbIM
NpY3HaKoM Lieson rpynnel 3aboneBaHun, MUMeHyeEMbIX aMmUIonao3amu.

Amvnnovg — pubpunnsipHeli 6enok, coctoawmn u3 F n P KoMnNoHeHTOB. AMuIno-
npobnactel (nnasmounTbl, hubpobnacTbl) NPOAYUMPYIOT Tak HasbiBaeMbl F-kom-
NOHEHT ubpunn, CoCTaBnALMX OCHOBY amunouga. OHa NAOTHO CBSA3bIBAETCA
C mukonpoTenaamm nnasmbl (P-KOMMOHEHT), XOHOPOUTUHCYNbgAaToM, (OUOPUHOM,
UMMYHHBIMW KOMMIiekcamn. B pesynbTtaTte arpermpyertcs amunona.

CoBpemeHHas krnaccudmkaumst aMmnongosa ocHoBaHa Ha pasnuymsax ammunonao-
reHHbIX 6enKkoB-NpeaLwecTBeHHMKOB. Kaxkgasa otaenbHas chopma MMEET YHMKanbHOe
CTpoeHne 6enka amunouaHbix prubpunn, KOTOPbIA OTKNAAbIBAETCA BO BHEKIIETOUHbIX
MPOCTPaHCTBaXx TKAHEN 1 opraHoB, 00ycCraBnMBas KIMMHUYECKYIO KapTUHY 3aboneBaHms.
B HacTosLwee Bpems n3BecTHO 36 GenkoB YenoBeka, KoTopble (POPMUPYIOT aMmunons
1, COOTBETCTBEHHO, BblaenstoT 36 BuaoB amunongosa [14]. B HasBaHue Tvna amunon-
0o3a Bxogut abbpesuatypa, obosHavatoLas benok-npeawectseHHuK: AL (L — nerkve
uenu ummyHornobynmHos), ATTR (TTR — TpaHcTupeTuH), AA (A — SAA, serumamyloid
A — 6enok) 1 T.4. ITOT NPUHLMN MNOSIOXKEH B OCHOBY COBPEMEHHON Knaccudmkaumm,
npeanoxeHHon BcemmpHowm opraHuaaumen 3gpaBooxpaHeHusi (BO3, 2016) [4]. OgHako
MexayHapogHas knaccudmkaums 6onesrHen (MKB) 10-ro nepecmoTtpa, kotopas 6a3u-
pyeTcs Ha KIMHUYECKOM MPUHUWMNE, HE YYMTbIBAET OCOOEHHOCTU NaToreHesa pasnuny-
HbIX dhopM ammnoungosa [4]. MoaTomy YacTb criyd4aeB aMmunomao3a He nonagaroT B CTa-
TUCTUYECKUI YYET M CO34AETCH HEMPABUIBLHOE BeYaTtrieHne, YTo aMmmronaos BcTpeya-
€TCs 3HaUNTENbHO pexe, Yem 3TO eCTb Ha caMoMm Aerne. Paa aBTopos npeanaraeT oT-
Ka3aTbCs OT HO30S10MMYECKOrO MPUHLIMMNG CTaTUCTUYECKOIO y4eTa Cry4daeB ammnnonaosa
B NMonb3y natoreHeTndeckon knaccmdumkaumm BOS [3].

[MaToreHe3 amunongosa CnoXeH U 4o KoHua He uaydeH. NMpu AL-amnnongose
0obpa3syeTcsi NaToNorM4eCcKnii KNoH nnasmaTtnyeckux unm B-kneTok B KOCTHOM MO3re,
KOTOpble TepsitoT crnocobHoCTb K anonto3dy. OHM BblpabaTbiBalOT aHOMarlbHble
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amMuroreHHble UMMyHOrnobynuHel (nerkue uenu Ig A-, k-tun A). HapyweHnue gerpa-
OaLMn MOHOKITOHOBBIX JTEMKMX Lienern cnocobcTByeT o6pa3oBaHmio parMeHToB, KO-
TOpble CNOCOBHbLI arpermposaTtb B aMmunongHole dounbpunnel. X cnHTes ocylecTs-
ngeTtcd B Makpodparax, nnasmatmyecknx 1 MMenoMHbIX kneTkax [4, 7-9].

B oTnu4ymne oT nepBMYHOro npu BTOpMyHOM AL-ammnongose, KoTopbli accouu-
upoBaH ¢ B-remobnacto3amu (MHOXeCTBEHHas Myernoma v ap.), NnasMokneToyHas
AVCKpasns nmeeT Npu3Haku onyxonesoro pocta. JlokansHble dopmbl AL-ammnou-
posa (bpoHxoB, Tpaxewn, MOYEBOro ny3bIps U Ap.) MOryT (hPOPMUPOBATLCH U3 BHE-
KOCTHOMO3roBbIX nnasmouunTos [4, 9].

KnuHnyeckas kaptuHa. CUCTEMHbIE CUMMTOMbI aMUIIONAO3a BECbMa pa3HO00-
pasHbl. IMetoTcs onpeaeneHHble OTNnYns KnuHudeckux nposisneHni AA- n AL-amu-
novposa. B npeacraBneHHon Hke Tabnuvue aBTopbl NPeanpPUHANN NOMNbITKY CyM-
MUPOBaTb AaHHbIE NUuTepaTypbl U OTMETUTL Hanbonee CyLeCTBEHHbIE NPOSBNEHNS
4YacTo BCTPEeYaLUXca TUNOB CUCTEMHOIO aMnIiongosa.

CpaBHuTenbHas xapakrepuctuka AA- n AL-amunounpgosa

Mpu3Hak AA-amunouaos AL-amunonpos
MpeumyLecTBeHHas - MOYKMU, - cepaue,
riokanusaums - MeYeHb, - XXEenyaoYHO-KULLEYHbIN TPaKT,
- ceneseHka, - MOYKK
- XKenyA04YHO-KULLEYHbIA TpakT
BoBneueHune noyek - NpoTeunHypus (6onbLuas), - NPOTENHYPUS (MEHbLUAST),
- HePPOTUYECKUI CUHOPOM, - HePPOTNYECKUI CUHOPOM,
- XpOHUYecKasi moyeyHasi HeocTa- |- XpOHMYeckasi noveyHas HegocTa-
TouHocTb (!) — yacTo TOYHOCTb — pexe
MopaxeHune cepaua HexapakTepHo XapaKTepHo: 3acTolHasi cepaey-
Hasi HeOCTaTOYHOCTb, HapyLUeHVe
puTMa
MeyeHb - renatomeranus — 50% - renatomeranusi — 80%,
- Xentyxa - Xenrtyxa
CeneseHka cnneHomeranus — 30% cnneHomeranus — 5%
KueyHnk - anapesi — 20%, - anapes — 5%,
- 3po3un, - 3po3un,
- KPOBOTEYEHUS - KPOBOTEYEHUSI
HepsHas cuctema CMMMETPUYHas CEeHCopHasi Nonu- - CUMMEeTPUYHasi CEHCOpHas Nnomnu-
Henponatus — 3% Henponatus — 17%,

- CUHAPOM KapnarnbHOro Ka-
Hana(!) — 20%

MopaxeHune koxun HexapakTepHO YacTo (amunongHble nanyrbl,
y3nbl, 6nsLwkmn)
Hapnoyeynnku opTocTaTMyeckast rMnoTOHUs — opTocTaTMyeckasi rMnoTOHNS —
peako vauye!
BepxHuve gpixaTenbHble NyTU |- OXpUNNOCTb ronoca, - OXpUNIIOCTb ronoca,
- nopaxeHwue nerkmx — 14% nopaxeHue nerkmx — 50%
MopaxeHne mbiLL HexapakTepHO - ncesgornnepTpodus
- makpornoccus — 20%
CKOpOCTb 0CefiaHNs 3pUTPO- |BbICOKas BbICOKast
uutoB (COJ)
Hednunt X-bakTopa cBep- |HexapaKkTepHO napaopbuTansHble remopparum
TbIBaHWSA KPOBM () — nuuo eHoTa
Benok beHc-[xoHca HexapaKkTepHo onpeaensitotcsa B 72%
B MoYe
Bospact 6onee monopoi (40 ner) 6onee crapwuii (60 net)
ApTepuanbHo gasneHue (Al) |noBbiaeTcst Npy NPorpeccMpoBa- |MOBbILIEHUE HEXapaKTEePHO, B TOM
HUW NOPaXeHUs noyek yucne 1 Npu NporpeccnpoBaHnm
nopaxeHns novek
MopaxeHve wuToBNAHOM HexapakTepHO BCTpeYaeTcs YacTo
xenesbl
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MopaxeHune cepaua npucyTcTByeT y 60nbLIMHCTBA NaumeHToB ¢ AL-amunon-
Ao3oM. [Npu 3aToM amunongHas MHUNbTpauusa HapyLlaeT CoOKpaTUTENbHY dYHK-
LU0 N 3NEKTPUYECKYHO NMPOBOAMMOCTb MMOKapAa, BMseT Ha KOPOHaPHbIN KPOBOTOK
[1, 2,6, 8].

AmunounaHas kapauonaTtusi NposiBRSETCA AMacTONMYEeCcKon cepaeqHon HeaocTa-
TOYHOCTbLIO, BO3HMKAIOLLEN B pe3ynbTaTte peCcTPUKTUBHOW kapanomMuonaTtun. Beiseng-
OTCA MPU3HAKN HE4OCTAaTOMHOCTM KpOBOODpALLIEHMS KaK MO Mariomy, Tak 1 no 6onb-
LLIOMY Kpyry KpOBOOOpALLEHUST: MOBbILLEHHOE APEMHOE AaBMNeHVe, renatoMeranus, ne-
pudpepuyeckue oteku, acumt. Ha owwyiieHre auckomMaopTa B rpyaHON KneTke, KOTopbIn
00yCnoBMeH 3aCTONHOWN CepAeYHON HEQOCTAaTOYHOCTBIO M ULLEMUWEN MMOKapaa, Xary-
toTcsa Ao 25% naumeHTos [1, 2, 4—10]. Y 6onblumnHcTBa O60MNBbHBIX COXPaHAETCS CUHYCO-
BbIi pUTM, OOHaKo B 5—27% crny4yaes BO3MOXHO pa3BuTue pmbpunnsauum npeacepaun.

[ocTtaToyHO 4acTo OTMeYalTCs TONIOBOKPYXEHUS!, MPUCTYNbl Yy4YalleHHOro
cepauebueHns, CMHKoNanbHbIe COCTOSIHUSA, apTepuanbHas TMNOTOHUSA, B TOM Yucne
opTocTatuyeckas. TN CUMMNTOMbI CBA3aHbI Kak C NOTEPEN cocyhamm CnocobHOCTM
nogaepxumBatb HOpMansHoOe apTepuansHoe JaBneHne B opTocTase, Tak U ¢ nepu-
depudeckorn amumnoMaHoM Hemponatven. Ha no3gHux ctagmsix 3aboneBaHus
HabnogaeTca noTeps Macchl Kak NPosiBNieHMe CepAeYHON KaxeKkCum 1 HapyLleHue
YHKUMM KenyaodHO-K1LWeYHoro TpakTa (68%) [4—10].

BOS3 npegnoxeHa knaccudvkaums amuniongosa cepgua no cragusm. MNpu | cta-
OV HET CMMMTOMOB WUIM NPU3HAKOB aMmuionao3a npu broncmum unm HeMHBa3MBHOM 00-
cnegoaHun. Bo Il ctagmum nmeet mecto GeccumnTomMHOE BOBREYEHWe cepaua, nog-
TBEPXKOEHHOE C MOMOLLBIO OMOMCUMU UM HEMHBA3MBHOMO TECTMPOBAHMSA (Hanpumep,
TONWMHa CTeHkM nesoro xenygoyka (JTXK) 6onee 1,2 cm npu oTCyTCTBUM NpeLlecTsy-
toLLien apTepuanbHOW rMnepTeHsnn, MOPoK cepaLa Unu HASKUN BOMbTax 3yOLIOB drek-
Tpokapamorpammbl (OKI™) 6e3 Buaumon npuyniel), Il ctagns xapakrepusyeTcs KOMneH-
CYpPOBaHHbLIM CUMMTOMHBLIM NopaxeHueM cepaua, 1V cragusa — npusHakamm 4eKoMneH-
CYPOBAHHOW KapAMOMMONaTUN.

CrnenyeTt OTMETUTL M Apyrue CMMNTOMbI reHepanusauum npouecca: y 10% na-
LUMEHTOB OTMEYaloTCsl Makpornoccus, nepmopbutansHas koxHasa nypnypa («rnasa
€eHoTa») BCreacTBME XPYNKOCTU cocyaoB. Hapsagy ¢ 6onee cepbe3HbiMM KPOBOTE-
YEHMAMU 3TU CMMNTOMbI AUArHOCTUPYHOTCSA MPMMEPHO y TPeTK nauneHToB ¢ AL-amu-
noungosom [8]. OgHako OTCYTCTBUE CTPOro CneuudUyHbIX CUMATOMOB 3aTpyaHAeT
CBOEBPEMEHHYIO ANArHOCTUKY.

[dunarHocTuka ammnongosa 6asnpyeTcs Ha COBOKYNHOCTM KNMHUYECKNX, nabo-
pPaTOPHbIX Y MHCTPYMEHTarbHbIX aHHbIX.

Mpun cuctemHom amunonaose nHcopmMmaTBHa Broncus NpsIMor Mnu ABeHaguaTu-
NepCTHOM KULLIKK (C 3aXBaTOM MOACNM3UCTOro crnos). buoncusa nopaxeHHoOro opraHa
aBnsieTca Hanbonee goctoBepHol [1, 4, 7]. O dHEKTUBHLIM METOLOM TUMMPOBAHUS
SABNAETCA MMMYHOMMCTOXMMUYECKoe uccrnegoBanune. Ansa guarHoctukn ATTR-amu-
novgo3a HeobXoAMMO FeHeTUYEecKoe MCCNedoBaHWe Ha Hanuuve MyTauuu reHa
TpaHcTMpeTuHa [4].

[na ammnonaHoro nopaxkeHus cepaua XxapakTepHo NOBbILLEHWE CoaepKaHne cep-
OeYHbIX TPOMOHMHOB, HAaTpUypeTudeckoro nentuaa B-tuna (BNP) B cbiBOpoTKe KpoBWU.

Ha OKI™ pernctpupytotcst HU3KkuiA BonbTax koMmnnekcoB QRS B rpyaHbix (< 10 mB
BO BCEX OTBEAEHUAX) UNKU cTaHAapTHbIX oTBeadeHuaX (5 MB Bo Bcex oTBeAeHUsIX),
«CUMynUpyoLLmMe MHapKT» natonorundeckune 3ybubl Q (BCneacTaue anekTpruyecku
HeWTpanbHbIX OTIOXEHWUI amunonaa, UMUTUPYIOLLNX PyOLIOBbIE M3MEHEHNST), pas-
NNYHbIE HApYLLEHMS pUTMa U MPOBOAMMOCTH.
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Mpu nposegeHun axokapauorpacdun (OxoKl) BbIABNAKTCA AuacTonnyeckas
ancpyHkums JK no pecTpukTuBHOMY TuMy, YTOMNLWEHNE MEXOKenyao4YKoBOW nepe-
ropoaKkn u/vnu 3agHen CTEHKN NEBOro xenyaoyka 6onee 12 MM, KOHUEHTpUYECKoe
CMMMETPUYHOE YTOrLLEHME CTEHOK 0BOKMX XKernyaoykoB 6e3 NpuM3HakoB Aunarauumu,
YTOMLIEHNE CTEHOK 3HauMTeNbHO YBENW4YeHHbIX B pa3mepax oboux npeacepaui
N MeXnpeacepaHon neperopodku, YNnoTHEHWE KNanaHoB, a TakkKe 3epHUCTas WH-
unbTpauma MMoKapaa; Nnepuoanyeckn oTMevaeTca HebonbLUOW NepuKapavanbHbIv
1 nneBparsbHbIA BbINOT.

MarHuTHO-pe3oHaHcHas Tomorpadhusi OCHOBbIBaETCA Ha COCOBHOCTM amunonaa
CBA3bIBaTb M 33[€PXKVBaTb BBOAVIMbIN BHYTPMBEHHO raf0SNIMHWIA, YTO MPW NCCneaoBaHnm
NPosIBNSAETCH YCUNEHNEM curHana ¢ TpaHcMypanbHbIM Uni Cy6aHAoKapamanbHbIM KOH-
TpactuposaHuem [4].

[na oueHkn pacnpegeneHus amunouga in vivo NpUMEHSAIT cuMHTUrpadumio
¢ MeyeHbIM J'?3 cbiIBOPOTOYHBIM P-KOMMOHEHTOM.

ViccnegoBaHWe MOHOKMOHAmMbHbBIX MMMYHOMMOOYNMHOB B CbIBOPOTKE KPOBU
1 MOYM NO3BONSET OOHAPYXMTb NOBbILLIEHWNE KOHLIEHTpaLUMM CBOBOAHbIX Nerkmx ue-
nen nmmyHorno6ynuHos (k-CJ14 1,5 mr/n u A-CJ1L, 3 mr/n).

lMpn CcBETOBOM MMKPOCKOMMM W OKpacke KOHro KpacHbIM uaeHTuduumpyet
amMopdHble pO30Bble OTMIOXKEHMWS, PaCMOfIOKEHHbIE B MEXKIEeTOYHOM MNpPOCTPaH-
CTBe, KOTOpble NpuW MONSAPM30BaHHOW MUKPOCKOMMMN MPOSBASAIOT A6104YHO-3eneHoe
ABOViHOE nyyenpenomnenue [4, 5, 7, 9].

Mpn nogo3peHnn Ha amunonaHy KapanoMuonaTuio No AaHHbLIM HEVHBa3WB-
HblX METOL0B PeKOMEHAYETCH NPOBOANTL SHAOMMOKapAnansHyto Gruoncuio ¢ nocne-
OYIOLWMM TMCTOXMMUYECKMM aHanm3om. OgHako nposBegeHne 3Toro uccrnefoBaHus
006bIYHO He TpebyeTcsa NpY HaNMYUM TUMNYHBIX 3XOKapAUOrpaU4EeCcKUX NSMEHeHNM
y NaUMEeHTOB C aMUIIOMA030M, YCTAHOBMEHHbIM Npy Buoncum apyroro opraHa [4].

INeyeHue. Tepanua ammnongHoON KapamonaTum COCTOUT U3 ONTUMArbHOrO ne-
YeHUs cepdeyHOn HeJOCTaTOYHOCTU N XMMMOTEPanuK, HanpasiieHHON Ha ycTpaHe-
HWe AMCKPasMn aMmUNOUAOreHHbIX NnasMaTUYecknx KrneTok [4].

[ns yMeHbLUeHNs CMMNTOMOB CepAeyYHON HeAOCTaTOMHOCTM OCHOBHBLIM Cpes-
CTBOM SIBMAIOTCA ANYPETUKM, NOCKOSBKY APYyrMe natoreHeTu4eckme cpeacraa (MHr-
OMTOPbI aHIMOTEH3NHMNPEBpPaLLaLLEero gepmMeHTa, capTaHbl, beTa-6nokaTopsl, cep-
AeYHble rMMKo3nabl) He MOryT OblTb NPYMEHEHbI 13-3a MMMOTOHUU U BO3MOXHOIO
CHWXXEHWsI cepaeyvHoro BbIbpoca, 4To NpUBEAET K ycyrybneHuto cumntomos [4, 5, 7].

AmunovaHas nHunbTpauusa npeacepani B psae criydaes sienseTcs cyberpa-
TOM ANs pa3BUTUSA HaIKENYAOYKOBbIX apUTMUIA, YacTOTa KOTOPbIX BbILLE NPy APYrX
3aboneBaHuax cepaua. lNMonbITkM NpoBeaeHUsa kKateTepHon abnaumm moryT ObiTb 3a-
TPYAHEHbI U3-3a MHOroo4aroBon Npupoabl U BLICOKOW YacToTbl PELMAMBOB.

AHTUKOArynsHTbI crieyeT HasHayaTb nNpu nobow NpeacepaAHON apuTMUA, N UX
00bI4HO MOXHO ©e3onacHoO NpUMeHsTb naumeHTam ¢ AL-ammnouaosom [13]. Cne-
AyeT NCNonb30BaTb aHTUKOArynsaHTbl M MPU CUHYCOBOM puTMe, ecni Ha AxoKI™ nve-
t0TCA NPU3HaKN AUCYHKLUMKM NEeBOro npeacepamns, NoCKOMbKy y 3TUX NauneHToB no-
BbILLEH PUCK TPOMBO3IMBONNYECKUX OCHOXHEHWUIN. OCHOBHBIMU NOKa3aHUAMU K aH-
TUKOArynsHTHOW NOAAEPXKKE ABNAOTCA TPOMBO3 HUMKHEN NOSION BEHbI U NPUCTEHOY-
Hble TpoMbbl NpaBoro npeacepans [11].

Mpy Hanuunm XenygoyKoBbIX TaxuapuTMKKN, COMPOBOXAAIOLLMXCH BbICOKAM
PYCKOM BHE3anHON CepaeyHoOn CMepTu, NMokasaHa YCTaHOBKa WMCKYCCTBEHHOrO Kap-
avosepTepa-gecmbpunndropa, a npy cuHapome cnabocT CMHYCOBOTO y3na n aTpuo-
BEHTPUKYNSpHOWN Briokage — MMnaHTaums NCKYCCTBEHHOro BoamTens putma [2].
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XumuoTtepanus, HaueneHHas Ha SNMMUHALMIO AMCKPa3nM Nna3mMaTUYeckmx Kne-
TOK, AOBOSIbHO CUNBbHO MpeTepnena n3MeHeHns 3a nocriegHee gecatnneTne, 3Hauum-
TENbHO YNy4LUNB nokasaTeny OTBeTa U YBENUYMB BbPKMBAEMOCTb. [lepBble NONbITKA
neyeHnss AL-amunouposa C MOMOLLBLIO NepoparnbHOro MendanaHa B covYeTaHun
C NPEeAHN30IOHOM NoKa3anu yMepeHHoe yIyylleHne BbPKMBAaEMOCTU Cpeau naumneH-
TOB 6e3 nopaxeHus cepaLa, Ho He NPOAEMOHCTPUPOBAaNY NONOXUTENbHOro achdekTa
npu cepgedHom amunoungose [11, 12]. No mepe JOCTUXKEHUS PEMUCCUN B HEKOTOPbIX
cryyasix NPYMEHSIIOT BbICOKOA030BYH XMMUOTEPANUIO C NOAAEPXKKON ayTONOrMYHbIMU
CTBOMOBbLIMW KneTkamu. [Mpu ctporom nogbope nauueHToB addpekT gocturaercst
B 60% [4, 7]. OgHaKo Npu KNMHUYECKMX CUMITOMax amurnongosa cepgua, optoctaTu-
YeCKOW TMMNOTEH3UW, AMapee, >XenyaoYHO-KMLIEYHbIX KPOBOTEYEHMSAX B aHaMHe3e,
Bo3pacTte ctapwe 70 neT ¢ amunonaHbIM nopaxeHnem AByx u 6onee cuctem opra-
HM3Ma npoBedeHne BbICOKO4O30BOW XMMMOTEPanun He pekomeHayeTcs [2, 4].

VMcnonb3oBaHne MHIMGUTOPOB NPOTEOCOM, B YaCcTHOCTU BopTe3zommba, No3Bo-
NIAMO 3HAYMTENbHO YYyYLINTL MPOrHO3 NaumeHToB ¢ AL-amunongosomM. boptezomunb
OTHOCUTESLHO XOPOLLO NEPEHOCUTCS Aaxe Mpu HanMyunum aMmmnongHon KapamomMmo-
naTum (XoTsl He UCKITIoYeHa KapAMOTOKCUYHOCTb Npenapara). lNprmeHsieTcst 06bI4HO
B COMETaHUM C JeKcaMeTa3oHOM UMK C HU3KMMK Jo3amin uuknodgocdamuaa [4, 11].
Hanpwumep, nauneHtam 6e3 cepaeyHoro nopaxeHus o6bI4HO HazHadvarT 40 Mr npe-
napata exeHegenesHo. Npu ammnongHon kapgumuonaTnm cTtapToBas 4o3a COCTaB-
nsaet 10 mMr B Hegento, YToObl He MPOBOLMPOBaTL YCyrybneHne cepaeyHon HeaocTta-
TOYHOCTUW. B nocneaytowem go3npoBka NOCTENEHHO HAapaLLMBaETCs 40 MaKCMMaIibHO
nepeHocumomn. Nocne OCTMXKEHUS reMaTonorMyeckon peMmccumn NPoBoaAT NPOTUBO-
peumauBHOE fneyeHne B TedeHue He MeHee 12 mecsues [8]. B 6onbluMHCTBE chny-
YyaeB ycrelwHasa xumuoTtepanusa (onpegensemMas Kak Hopmanusauus OTHOLLEHUSI
CcBOBOAHBIX NErkmx Lenewn) NpUBOAUT K YMEHbLLEHNIO CUMMTOMOB CepaeYHON Heao-
CTaTOYHOCTM, U TaKUM NaumneHTaMm peako TpebyeTcs TpaHcnnaHTaumsa cepaua.

TpaHcnnaHTaumsa cepgua npn AL-ammnnonaose Takxe iBNAETCs OOHUM U3 Me-
TOOOB NeYeHnsl, HO pe3ynbTaT 3aBUCUT OT Ype3BblHaNHO TLLATeNbLHOro oTbopa na-
umeHToB. Kak npaBurio, 37O MauueHTbl C TSHKENOW cTaameln cepaeyHoro ammusoun-
403a n/vunu Te, 4nis KOro CUCTEMHas XMMUOTepanusi CIIMLLKOM TOKCMYHA, YTOObI ee
MOXHO ObINIO NepeHocUTbL n3-3a 6onesnn cepgua [4].

B pgononHeHve K xummoTepanun Bbinn NpeasiokeHbl UM NPOXoasT KnvHu4Ye-
CKNEe UCMbITaHWS HECKOSbKO HOBbIX OOMOSTHUTENbHBIX METOAOB NeveHus. [Jokasa-
TenbCTBa in Vitro NO3BONAT NPEANONOXUTb, YTO AOKCULMKIIMH MOXET NpeaoTepa-
LwaTb obpasosaHue hnubpunnn ns nerkux Lenem 1 paspyLuaTs ke chopMMpOBaHHbIE
Gunbpunnel. B HacTodLee BpemMsa NpoBOAATCA UCMbITAHNS JOKCUMLUMKITMHA B coYeTa-
HUKW CO cTaHOapTHOW xumuoTepanuen [11].

[MpeactaBnsem onMcaHue KIMHNYECKOro criyyasi.

KnuHuueckuia cnyyaii. MauyeHt M., 55 net. B 2017 r. o6patuaca K TepanesTy No MecTy
YKUTENbCTBA C YKanobamm Ha OAbIWKY NPU HE3HAUUTEIbHOW GU3NYECKOM HArpysKe, OTEKK
HUXKHUX KOHEYHOCTEN, YCUAMBAIOLLMECA K BEYEPY, BbIPAXKEHHYIO C1aboCTb.

B aHamHe3e anusogpl nosbiweHna AL Ao 150/90 mm pT. CT. B TEYEHUE MOCAEAHUX
4-5 ner.

Ha 3KT BbiaBneHa HU3KaA amnaunTyg, 3ybua R B 60/1bWIMHCTBE OTBEAEHUN, KOMMIEKC
QS B oTBeAeHMAX V2-3, 4TO 6bI/I0 pacLLEeHEHO KaK pybLoBble M3MEHEHMA NepeaHein CTEHKN
HEeM3BEeCTHON AaBHOCTWU. MaumeHT OCMOTPEH KapAMOos0romM W B3AT Nog AMHAMMUYecKoe
HabnwoaeHne.
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C BecHbl 2018 r. cOCTOAHUE YXYALIMNOCH: YCUANANUCH OAbIWKA U cNnabocTb, cTan oTme-
YaTb yBEe/IMYEHME KNBOTA B pa3mepe. BbickazaHO NpeanonoXKeHne 0 HapacTaHUM CUMMTO-
MOB XPOHWYECKOW CepAeYvHON HefoCTaTOYHOCTU B pesyabTaTe nepeHeceHHoro nHdapkra
MWOKapaa nepeaHeit cteHkn JIXK. OgHaKo no pesynbTaTaM KOpoHapoaHrnorpadpum oky-
MEHTMPOBAHO HEBbIPAXKEHHOE NMOParKeHNe KOPOHAPHbIX apTepuii 6e3 NPU3HAKOB CTEHO3a,
YTO He COr/1acoBbIBaNOCb C MPEANOJ/IOKEHMEM O NepeHeceHHOM WHApPKTE MWOKApAa.
Mo 3xoKI — anddysHan rMNokMHesns MnmoKapaa, auddysHoe CHUKEHUE COKPATUTENIbHOM
CnocobHocTN muokapaa (dpakumsa sbibpoca /1 K — 48%) 1 NpaBOCTOPOHHWUI rMAPOTOPAKC.
Mpw cyTo4HOM MOHUTOPMPOBaHUKM KT — 3adUKCUPOBAH NMAPOKCU3M Keaya04KOBOM Taxu-
Kapamu U Kenyao0uKkoBas sKCTPACUCTONUS.

KNMHMKO-aHaMHecTMYeCcKMe JaHHble, pe3yabTaTbl 1abopPaTOPHbIX U MHCTPYMEHTAb-
HbIX 06cnefoBaHUI pacLeHeHbl eYallMm BPAYOM KaK NposBAEHUS MUOKApAUTUYECKOTO
KapAMoCKneposa.

OcnoXKHeHMA: MapoKCM3ManbHaa Xenyaoykosaa Taxukapaua, XCH 1, ®K IV, kap-
AnanbHbI UBPO3 NeyeHn, aHacapka, ABYCTOPOHHUI rTMAPOTOPAKC, aCUMT.

Tpomb03 HUXKHEN NONOKN BEHbI, NPUCTEHOUYHbIE TPOMbbI NPABOro Npeacepans,

ConyTCTBYOLWMIN: NEPBUYHbBIA TMNOTUPEOS.

MpoBoannack Tepanua CepaeyHol HeaoCTaTOYHOCTUM B COOTBETCTBUM C KAWHWUYe-
CKMMUW peKkomeHZaumnammn 6e3 ocoboro nonoxKuTenbHoro apdekra.

Mpun npoBeaeHNN GUBPOKONOHOCKONMMK C BUuoncuen 6bin obHapyKeH amuiona, aua-
rHO3 NepecMoTPEH.

B cOOTBETCTBMM MONOKEHUAMMN AENCTBYIOLLNX KAMHNUYECKMX PEKOMEHAALMI NAUMEH-
Tam ¢ MopdONOrMyeckn MOATBEPKAEHHBIM aMUIONA030M AajbHelwas BepuduKaums
AL-amunoungosa npegnonaraet nposegeHne MMMYHOXMMUYECKOTO nccnenoBanua [4].

B xoze poobcnenosaHua B HaumMoHanbHOM MegUUMHCKOM MCCNeA0BaTENbCKOM LieHTpe
(HMWLL) remaTonorum r. Mockea, HaumoHanbHOM LieHTpe KAMHUYECKo mMopdoaormieckon
ANarHocTuKK . CaHKT-MNeTepbypr nepecmMmoTpeHbl FMCTOIOrMYECKME NpenapaTbl, NPoBeaeHO
nccnenoBaHMe KOCTHOTO MO3ra (FMCTONOrMYEcKoe, LUTONOrMYecKkoe, MMMYHOIOMMYECKOE),
UMMYHOXMMUYECKOE UCCAeS0BaHNE CbIBOPOTKM KPOBU U Moun. OBHapyKeHa cekpeuma cBo-
604HbIX Ierkmx uenein ummyHornobyamHos (C/1L) nambaa 147 mn/n 6e3 Bbixoga napanpore-
WHa B Mouy. B TpenaHobuonTaTe NepmMBacKyAAPHO PacnoIOKEHHbIE NAa3MaTUYECKME KNETKH,
HO Ha CBETOONTMYECKOM YPOBHE B CTPOME W CTEHKAX COCYA0B OTNI0XKEHMUS BENKOBbIX MAcC He
HaigeHo. B mnenorpamme KoM4ecTBO NiasmaTuyeckmx knetok — 0,8%. Mpu ummyHobeHo-
TUNMPOBAHUM KOCTHOrO MO3ra BbISIBIEH K/IOH KNETOK ¢ abbepaHTHbIM MMMYHOPEHOTUMOM,
CBUAETENLCTBYIOLMIA O COCTOABLUENCA MOHOK/OHANbHOM MATONOMMM NAa3MaLMTAPHOIO Po-
cta. KnuHuyeckasa n HacneactBeHHas Tpombodunua. Hocutenbctso mapkepos Tpombodu-
nuun; F2(T165M) het, F7 het. F13het.Pal-lhet. MTHFR het. MTRR het. 'mnoromouuctenHemuma.

Mpy HeNMHPOPMATUBHOCTU MMMYHOXMMMUYECKOTO UCCNef0BaHMUA KPOBU U CYTOYHOWM
MOYMN PEKOMEHAYETCA NPOBOAUTL LLUTOTEHETUYECKOE NUCCAef0BaHNE U UMMYHODEHOTUMU-
poBaHue nnasmouutos [4]. B gaHHOM cnyyae Heob6XoAMMOCTM B AaHHOM BUAE AMArHO-
CTMKM He noTpeboBanock.

[aHbl peKomeHAaLMMN MO NIeYEHUIO.

Takum 06pasom, UmetoLmMecsa y NnaumeHTa NPU3HAKM NOParKeHNa cepaLa, HapacTato-
Wan cepAeyvHan HefoCTaTOMHOCTb ABAANNCE NPOABAEHMEM CUCTEMHOIO AL-amnaonzosa.

B TeueHWe nocnepyowero roga COCTOAHWE MaUMEHTa NPOrPeccCMBHO YXYALWAIOCh:
oAbllWKa cTana 6ecnoKkonTb 1 B NOKOE, YCUIMBANACh NPU MUHMMAIbHbIX HarpysKax, Hapac-
Tan u npuobpen pedpaKkTEPHbIN K TEUEHUIO XapaKTeP OTEYHbIA CUHAPOM C rMAponepuKap-
OOM, MPOLONNKANOCh AafibHEMNLLEE CHUMKEHWE COKPaTUTEe/IbHOM CNOCOBHOCTM MMOKapaa
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(dpakuma Bbibpoca /I 33%), uto cnenyeT pacueHMBaTb KaK NporpeccupoBaHMe aMuaou-
nosa cepaua [4].

Mpy 06BEKTUBHOM OCMOTPE 0bLLee COCTOAHME TAXKENOE, KOXHble NMOKPOBbLI Cyxue,
aCTEHWYHOTO TENIOC/IOKEHUSA, MOHUKEHHOTO NUTaHUA. OTEeKM [0 HUXKHeW TpeTn begpa. Mpu-
TyNn/JeHne NepKYTOPHOro 3BYKA B HUXHUX OTAENaxX C 06enx CTOPOH, TyT e — ocnabneHHoe
AblXaHuWe, 4acToTa AblxaHua 20 B MUHYTY. HabyxaHue WelHbIX BEH B NONOXKEHUN nexa. pa-
HULbl OTHOCUTEIbHOW CEpAEYHON TYNOCTU PACLUMPEHbI A0 IEBOM CPeANHHOKNIOYUYHON NK-
HUKM. TOHbI FIlyXMe, PUTM MPABUbHbIN, YacTOTa CEPAEYHbIX COKpalLeHMi 98 yaapoB B Mu-
HyTy, Al — 85/50 mm pT. cT. }XMBOT yBenu4yeH B o6beme 3a cueT acumra. MedyeHb BbICTynaeT
us-nog pebepHoi ayrv Ha 1 cm.

Ha ¢oHe akTMBHOWN gMypeTnyeckon Tepanmm (pypocemma, CMPOHONAKTOH, aLeTaso-
Nlamuz) yAaBanocb AOCTUYb /IMLLb KPaTKOBPEMEHHOrO yay4yleHus. OTmeyanock 6bicTpoe
HaKOM/IEHME KUAKOCTU B NNEBPA/IbHBIX MOMOCTAX, YTO AMKTOBANO HEOBXOAMMOCTb KaXKable
2-3 AHA NpPOBOAUTb NJieBpPasibHble NYHKUUM € 3BaKyaumen 800-1500 mn cepo3HoOMn unu ce-
PO3HO-reMOoppParnyeckom XnaxKocTu.

Mo 9xoKI npocnexunBanacb oTpuLaTeIbHaA AMHAMMKA: r1obanbHOEe HapyLeHue co-
KpaTUMOCTU MUOKapaa, anddysHaa runokmHesmna muokapaa /XK, ysennyeHve nonocrtem
NIeBOro U Npasoro npeacepavi. M’mneptpoduma mrmokapaa EBOro U NPaBoro Keaya04KOB.
HapyweHwne anactonnyeckunii GyHKUUU NEBOTO XKenyao4uKa 2-ro Tuna. JleroyHasa runepreH-
3uA 1-# cTteneHn. Cnegbl XKMAKOCTM B MONOCTU NEPUKapAa.

[nAa BbIpaboTKMN JanbHENLIEN TaKTUKN IEYEHUA MPOBOANINCE KOHCYbTauma € Hay4YHO-
KAMHUYECKMM OTAENEHNEM XMMMOTEPANWUM reMaTonornyeckmx 3abonesaHmin HMWL, rematono-
rin, c Hedpponorom NY3 «Fopoackan KnMHUYecKas 6onbHMLA UMeHn C.M. BoTknHa» r. MocKBsbl.
Bblna peKoMeHJ0BaHa 0Ha 13 cxeM XMummuoTtepanum: 6optesomnb 1,0—1,3 mr/m? noBepxHOCTH
Tena B CyTKM noaKoxHo (B 1, 4, 8, 11-i aHM), aekcameTasoH 40 Mr B CyTKM BHYTPb — 2 UMKAA
no 21 feHb, C NepepbIBOM MeXAy NOCAeAHMM HEM NPUEMA U HAYaI0M CleAyoLWEero LmKna —
9 aHeit. 3aTem elle 2 aHaNorMYHbIX LKna 6opTesommba 1,0-1,3 mr/m2 noBepxHOCTH Tena noa-
KOYKHO, AieKcameTa3oH 40 mMr B CyTKM BHYTPb € 1-ro no 4-i1 AeHb.

OpHako Npu NpoBefeHUN AaHHOM Tepanun HapacTana AEeKOMMEHCaLMA cepaeyHomn
HeA0CTaTOYHOCTU M 1edeHne Bbino nepecmoTpeHo: bopTesomub 1,0 mr/m? + gekcameTasoH
20 mr B cyTKU. Ho 1 paHHan cxema He 6blna ocylwecTBieHa B NOJHOM o6beme 13-3a ObICT-
poro HapacTaHMA CUMMATOMOB CepAEeYHON HEAOCTAaTOYHOCTH.

B xofie nocnenyrowmx KOHCY/IbTALLMIM C YHETOM TAXKECTU CEPAEYHON HEAOCTATOUHOCTU pe-
KOMEH0BAHO NpoBeaeHune cneunduryeckon Tepannum 8 MMHMMA/IbHbIX 033X C eXXeHeAeIbHbIM
TUTPOBaHWEM [,03 NPenapaToB: BBeAeHUe bopTesommba He yalle 1 pasa B HeAento, CHU3UTb
[03y aekcameTasoHa o 10 mr 1 pa3 B Hegento, He peKoMeHZ0BaHO UCMob30BaHMe bayapo-
KOpPTM30Ha. Ho 1 Ha AaHHOW Tepanum coxpaHanca pedpaKkTepHblit OTEYHbIN CUHAPOM.

Boso6HoBneHMe npumeHeHuns 6opTesommnba B fose Ao 1,1 mr/m? ¢ nocneayowmm
yBenuueHnem ao 1,3 mr/m? npuseno kK TpombouutoneHun 68-57x10°/a, noasmnances npu-
3HAKM pasgparkeHms KpacHOro pocTka KpoBu — HopmobnacTsl: 50:100, 25:100.

HecmoTpA Ha npoBoAMMYIO Tepanmio, COCTOAHUE MPOrPECCUBHO YXYALIAN0oChb, U Nauu-
€HT CKOHYancs.

Mpu natanoroaHaTOMMYECKOM MWCCNEeAOBAHUN BbISIBAEHO YBE/IMYEHHbIE MACChl
cepaua Ao 523 r., KannesngHo KOHGUIypaLmm, yTONLLEHUE CTEHOK JIEBOFO U NPABOro Xe-
nypoykoe o 2,3 cm n 0, 6 cm, COOTBETCTBEHHO. Ha paspese mMMOKapa MMEET «CasibHbli
61ecK», MaNIOKpOBEH. Npn r’MCTONOrOMYECKOM UCCNEAO0BAHUM MUOKAPAA BbIABUIUCH AUC-
Tpoduyeckme U3IMeHEeHUs KapAMOMUOLMTOB, BbiparKeHHan ux runepTtpoous, amddysHoe
OT/IO}KEHUE amMuoMaa B MMKOapAe NPU OKPacke KOHIo KpacHbIM (puc. 1).
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OTnoxeHne amunonga B MMoKapae 1 B CTEHKE COCyAa KMPMMYHO-KPacHOro useTa.
Okpacka KOHro kpacHbiM. ¥YB.x100

Puc. 2. AMunongos cepaua. OTnoxeHne amunonga B CTeHKE COCYAa, KMPMUYHO-KPACHOTO LiBeTa.
Okpacka KOHro kpacHbeim. ¥YB.x400.

MeyeHb: yBennyeHa, pasamepbl 20x14x11x10x4 cm, NOBEPXHOCTU MeIKObYrpucTas, Ha
paspe3e NONHOKPOBHAA, UMeEET MYCKaTHbIN PUCYHOK. M0 FMCTONOMMYECKON KapTUHe aTpo-
$una nevyeHoUYHbIX 6aNOK, yMEepPEHHbIV CKAEpP03 NOPTasibHbIX TPAKTOB, Anddy3HOe amuaona-
HOe nepepoXaeHMe NapeHXMMbl neyeHre (OKpacKa KOHIro KpacHbim) (puc. 3).

Puc. 3. AMunonaos nevenn. OTNoOXeHWe aMnnonaa B CTeHkax CocyoB,
Nno Xo4y CUHYCOUAHbIX KanunnsapoB KNPNUYHO-KPACHOro LBeTa. reI'IaTOLl,I/ITI:I aTPOCbI/I‘-IHI:I.
Okpacka koHro kpacHbiin. ¥B.x100 (a) n YB.x400 (6)
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CeneséHKa Ha pa3pese MaJIOKPOBHas, C KOPUYHEBATO-PO30BbIM OTTEHKOM U C «Caslb-
HbIM 61eckom». Ha GoHe MOSHOro aMmIoMAHOrO 3aMeLLeHUs OTMEYAETC egUHUYHO COo-
XpPaHeHHble AMmbaTnyeckmne GoNNMKYbI C UCTOLLEHMEM MAHTUMHOM 30HbI U Pa3pekeHnem
LeHTpa pasaparkeHus. NMonoxKuTebHaA OKpPacka Ha amuaoung, (KOHro KpacHbim) (puc. 4).

Puc. 4. Ammnnoungos ceneseHku. CarnbHas ceneseHka.
OnddysHoe oTnoxeHve amunonaa B 6o u KpacHom nyrbne ceneseHku,
B TOMLLE cocyaa KMpNn4YHo-kpacHoro uBeTa. Okpacka KOHro kpacHbiM. ¥B.x100 (a) n YB.x400 (6)

CTEHKM TOHKOW M TONICTOMN KMLWKM Ha BCEM NPOTAKEHUU HECKONBbKO YTOALLEHbI, bene-
COBaTO-PO30BOrO LIBETA, CIM3UCTAA 060/104Ka C YYaCTKaMU KPOBOU3NUAHUIA. TUcToNnorMye-
CKaA KapTUHA — OTMEYaeTCA OT/I0KEHMEe aMUIoNAa TaKKe B CTEHKe COCYA0B KMPMUYHO-
KpacHoro ugeTa. [1010K1TeNbHaA peaKkLmMa NPU OKpacKke KOHIo KpacHbim (puc. 5).

B 6piOLIHOM MONOCTMU KUAKOCTb B 06beme 8600 M KeNTOBATOM NPO3PAYHOM KUAKO-
CTW, B NAeBpasibHON nosocTu cnpasa 800 ma. MNMpo3payHas XKenToBaTan *KUAKOCTb, CeBa
600 Mn Npo3payHan KenToBaTas }KUAKOCTb, aHacapKa.

& ‘,’W & 53\“’3 ¢ N, 2
A% A5E . Y
a 6

Puc. 5. AMUnonaos KueYHuka.
OTnoxeHne amunounaa KUpNmYHo-KpacHoro LiBeTa (ykasaHbl CTpernkaMmu) B CTEHKE M MO Xo4y COCYAOB.
Okpacka KoHro kpacHbiM. ¥B.x100 (a) n YB.x400 (6)

B npocseTe noyeyHbIX apTepuin Xunakasa Kposb. MapaHedpanbHana KneTHaTKa BbiparkeHa
xopoLwo. MNpaBas 1 nesas No4kn 60608MaHON popmbl, pazmepamu no 13x5x4 cm. PubposHas
Kancyna CHUMaeTcA sierko, 0bHaXaa MenkobyrpucTyo noBepxHocTb. Ha paspesax aHaTomu-
Yyeckoe CTPOEHMEe MOYeK HapyLlleHo, CNou efBa PasiMunumbl. KOpKOBbIN M MO3roBOW C/0M
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MasIOKPOBHbI, C KOPMYHEBATO-PO30BbIM OTTEHKOM U C «CasibHbIM 61eCKOM». YalleyHo-n10xa-
HOYHas cucTeMa He pacmpeHa, 6e3 u3meHeHU. MMCToNorMyeckan KapT1Ha: NOJHOKPOBUE
COCY40B MUKPOLMPKYAALMU KOPKOBOIO Y1 MO3rOBOrO C/10A. BbIABMAMCH AMCTpOdUUECKMe 13-
MEeHEeHMS 3MUTENNA KaHa/IbLIEB, a TaK¥Ke CKIepo3 CTEHOK apTepuii (puc. 6). B ctpome Kopko-
BOrO BelLEecTBa OYaroBble yMepeHHble AMMOrucTMounTapHble MHOUALTPaTbLL. OKpacka
Ha aMK0MA, PE3KO NONOKUTENbHASA (puC. 6).

ne amunomaa B CTEHKE U Mo xody Cocyaa.
[uncTpodunyeckne n3aMeHeHns aNUTenns KaHanbLes, CKIepo3 CTEHOK apTepuii.
Okpacka KOHro kpacHbiM. ¥YB. x100.

Takum obpasom, y naumeHTa NMerncsa reHepannsoBaHHbli AL-amunongos, ko-
TOpbIV 4eBITNPOBaN KITMHUYECKMMU CUMNTOMaMM NOpPaXeHus cepaua.

CBoeBpeMeHHasa AnarHocTka amuionzo3sa octaeTcs Npobnemon B pearnbHom
KITMHUYECKOM MpaKTUKe, YTO NOATBEPXKOAET OMMCbIBAeMbI crnydan. 3anono3putb
amMmrongo3 MOXHO MO COBOKYMHOCTU KITMHUYECKUX U MHCTPYMEHTanbHbIX Npu3Ha-
KOB, HeobxoaMmMo noaTBepauTb MMCTororMdeckum uccriegoaHmem. CRnoXHOCTU
nogbopa Tepanun yTsKeNsaT NPOrHos.
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Primary amyloidosis is a disease with a complex and not fully understood pathogenesis,
which is characterized by a wide range of clinical manifestations. Light chain amyloidosis is
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the most common form of systemic amyloidosis. At this, the heart is the dominant target organ
in systemic amyloidosis. Cardiac amyloidosis (amyloid cardiomyopathy) is most often mani-
fested by diastolic heart failure resulting from restrictive cardiomyopathy. Therapy of amyloid
cardiopathy includes optimal treatment of heart failure and chemotherapy. To reduce the
symptoms of heart failure, diuretics are the main means, since other pathogenetic agents
cannot be used due to hypotension and a possible decrease in cardiac output. With the intro-
duction of new medicinal products into clinical practice, such as the proteosome inhibitor
Bortezomib, the prognosis for patients has improved. However, amyloidosis remains a difficult
disease to diagnose and treat.

A clinical case of a patient with systemic amyloidosis is described.
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