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JlanHovuii 0630p nocesiueH coBpeMeHHOMY COCHIOSHUIO NPOOTEMbL OUACHOCTIUKU
CUCMEMHO20 aMUsIou003a Ha amOynamopHOM Sane U 8 ycrio8UsX
MHO20NnpoPuUnLHO20 cmavuoHapa. B cmamove 0600uieHbt céedenus o sapuanmax
K/IUHUYECKO020 MeveHUs U npedcmaesienvl akmyanvHble cnocobbl 6epudurayuu
danmoeo 3abonesanus. IIpu cucmemHom amunoudo3e 806/ieteHue 8 Narmono2udeckull
Npoecc PasIUMHbLX CUCIIEM U 0P2aHO08, MHO2000pa3Ue KIUHUMECKUX NPOsS6IeH Ul
U HecheyupuuHbvle #Aanobbl 60TLHO20 HA PAHHUX CIAOUSX 3A4ACYI0 NPUBOOSN
K HeceoespemMeHHOL NOCIMAHOBKe NPABUIbHO20 OUAZHO3A U NO30HEMY HAUATLY
JIeYeHUST, Yo YXyoulaem npozHo3 U co30aem CyuecneeHHyio yepo3y 07 HusHU
6071vH020. PanHss OUAZHOCMUKA CUCIEMHO20 AMUTIOU003a NO360TIsEM
CB0eBPEMEHHO HAUAMD ieHeHUe U YBeTUUBALT WAHCHL HA YCHeX.

Kntouesvte cnosa: amunoudos, kKaaccupuxayusi amMuionooda, KauHuueckue
NPOS6/IEHUS AMUNOUO03d, OUACHOCMUKA AMUIOUO03d, AMUTIOUO03 cepoua,
AMUNIOUO03 NOUeK, AMUTIOUOO03 HeLYOOUHO-KUUEUHO20 MPAKmMa
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BBepneHue

AMIIONI03 — TONMNCUCTEMHOE 3200-
JIeBaHlMe C MHOXXECTBOM K/IMHMYE-
CKUX IIPOSIBJIEHUI, UMUTUPYIOLIIX
I/IHyIO IIaTO/IOTUIO BHyTpeHHI/IX opra-
HOB, 4TO NPMBOJUT K ITO3[HEN ITOCTa-
HOBKE HpaBI/ITIbHOI‘O auarHosa u He-
CBOEBPEMEHHOMY Haday JIedeHusl.
B pesynbrare yXyjiiaercs HpOrHO3
VI CO3/1AETCsI YIPO3a XKM3HM [TALMeHTa.
Panusaa puardocTuka gasHoro 3abo-
JIEBAHUS TIO3BOJIAET CBOEBPEMEHHO
3aII0/I03PUTD U B [a/IbHEIIIIEM Bepu-
¢dunMpoBaTh aMUIONIO3, IPEFOTBPa-
THUTDHb BOBJICYECHIIE B Hpouecc MHOTI'UX
CUCTEM U OpI‘aHOB. PaHHHH II0CTa-
HOBKa AMar"Ho3a M MHNouannsAa jae4de-

HMA YIYYIIAIOT IIPOTHO3 3aboreBa-
HVISI Y yBEeIMYMBAIOT [IAHCHI HA YCIIEX.
CHCTeMHBIIT aMIION/{03 [IPEfCTABII-
eT aKTyaJIbHYIO0 [IPOO/IeEMy COBpeMeH-
HOJ1 MEeAMI[MHBI, YTO OOYCIOBIEHO
TPYAHOCTSIMI JMATHOCTYUKY, Pa3BU-
THUEM Cepbe3HBIX OCTOKHEHMIT U He-
6/1arOLPUSATHBIM MCXOIOM 3ab0ieBa-
HISL B OTCYTCTBUeE JleveHust. JacTora
BBLAB/IEHUS aMIION/I03a, [0 TaHHBIM
COBpPEMEHHBIX aBTOPOB, BapbUpy-
ercs or 0,1 7o 6,6% [1]. OgHako ero
PacpOCTPaHEHHOCTD B MOMY/ISLINN
MOXeT ObITb BbIILIE M3-3a HEJOCTATOY-
HoII puarHocTuky [1, 2]. Tpynnoctn
BepuuUKaLUM AVMArHo3a 00yCIoB-
JIeHBl HecHelM(PUIHOCTBIO XKamob

KIIMHNYECKNE IIPOAB/IEHNA U IMarHOCTMKA /1

Ha paHHUX CTafusax 3abomeBanns [3],
BOBJI€UEHNEM B [IATOJIOTMYECKHII IIPO-
1[eCC MHOTMX CUCTEM 11 OPraHOB, Ha-
JIYMeM KIMHUYECKUX IPOsBJIEHNUI,
XapaKTepHBIX /IS psifia APYTUX 3a60-
neBanmit. Kak cimencTBue — mospgHee
YCTaHOBJICHUE JVarHO3a U HecBoe-
BpeMeHHO€e HavasIo JIeIeHs.

Knaccud)uxauuﬂ nnaroreLes

AMUTON03 TPERCTABIAET COOO0IT
Tpymiy 3aboneBaHNil, XapaKTepusy-
IOLVIXCST OT/IOKEHVEM BO BHEK/IETOY-
HOM MaTPMKCe PasINYHbIX OPraHOB
¥ TKaHel IIMKOIPOTEN A — AMIION]Ia,
COCTOSIIIIErO 13 HEPACTBOPUMBIX (u-
OPWIIAPHBIX IIPOTEVHOBBIX CKOILIE-
HMI C IIMPOKOJ aHTUIIAPAsIIe/IbHON
6eTa-CKIagyaTol CTPyKTypoi [4].
IMonucaxapuysl, BXOAALINE B COCTAB
aMIIONa, B OCHOBHOM IIPeJCTaB-
JIEHBI TaJAKTO301, IJIIOKO3011, pexe
raJIaKTO3aMIHaMM, ITIOKO3aMIHAMIA,
MaHHO3011 1 ¢pykTo30ii [1]. Bemko-
Bble U yI7TeBOfHbIe (ppakunu obpa-
3yI0T MeX/y c0o0011 IPOYHYIO CBS3b,
00€eCIeYnBaOIIYI0 YCTOMYNBOCTD
CTPYKTYPBl aMUIONUJa K pasind-
HOMY BospeiicTBuio [1]. 10-15%
o611elt MacChl TKAHEBOTO aMIJIONAA
cocrasysier GpubOpUIAPHBI OenoK
P (P-KOMIIOHEHT), UEHTUYHBII TIpU
BCeX BapmaHTax ammnonupgosa. Ero
POJIb 10 KOHIIA He u3ydeHa 1, 5].

B nacrosAmee BpeMs OMMCaHO OKOJIO
36 6e/KOB-IIpe/IIeCTBEHHMKOB, CIIO-
COOHBIX K (POPMUPOBAHNIO aMIUIONU-
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I IpM OIpefe/ieHHbIX YCIOBIAX [6].
CaoiicTBa 1 6monornyeckue QyHkK-
IVJ aMUJIOMJIOTEHHbBIX Oe/IKOB pas-
JIMYHBL. DTO OIpefie/sieT aToreHes
3a00/meBaHMsl ¥ KIMHIIECKIUIT Bapu-
aHT TeyeHus [1, 2, 7], 9TO JIEKNT B OC-
HOBE COBPEMEHHOIT KIaccupuxanum
aMmongosa (Tabmmna) [1, 8-10].
Hanbonee pacpocTpaHeHHBIMI Ba-
puanTamy Ha teppuropun PO ans-
forcst AL-, AA-, ATTR- n AP2M (zu-
anu3HbIN) amumongos [1, 10].

B Hacrosmee BpeMs NpaKTUKYIO-
I[ye Bpauy TaKXe IIVPOKO MCIIONb-
30T KIaCCH(UKALVIO aMUIOUTO-
3a IO 9TUOJIOIMYecKoMY (akTopy,
COTJIACHO KOTOPOU aMMIOUI03 II0-
Apasfie/sieTCsl Ha MAMOIATUYECKIMIT
(IepBMYHBII), HAC/IENCTBEHHBII (Te-
HeTIYeCKIT), IproOpeTeHHbI (BTO-
PUYHBIT, PeaKTUBHBIN), CTap4YeCKMit
U JIOKaJIbHBII [1, 9].

KaxxgoMy BapmMaHTy aMMION[O-
3a IpUCYyL] COOCTBEHHBI IaTOre-
HeTUYeCKUI MeXaHN3M pa3BUTUA,
00YCIOB/IEHHBINI 0COOEHHOCTAMMU
6enKa — ImpeIIecTBeHHNKA aMIION-
ma[1,2].

IIpu passutunm AL-amunonpgosa
(A - amyloid, L - light chains of im-
munoglobulins) ocHoBHBIM 6en-
KOM-TIpe/IIIeCTBEHHNKOM Mg $op-
MUpOBaHUA QUOPHUIT aMuIoOuUga
ABJIAIOTCA MOHOKJ/IOHAJIbHBIE JIETKYIe

TOJIOTMYECKUIT IPOLECC PasTNIHBIX
crcTeM 1 opraHos [1-3, 9].
CucremHusbiii AA-aMUIONI03 — BTO-
pudHoe 3aboneBaHnme [1], koTopoe
MO>KET pa3BMUBaThCs HA GoHE TH0H0ro
XPOHMYECKOTO THOVHOTO IIpoliecca,
MH(EKIMOHHOTO, NH(EKIMOHHO-aI-
JIepTUYecKOro WM OIIyXOJIeBOro 3a-
6onesanns [1]. K nanbonee yacroii
[IpepAacIIO/IaTaIolIlell TaTOJIOTUN OT-
HOCSITCSI XpOHMYECKIe THOIHbIe 60-
1e3HY (0CTEeOMIENNT, OPOHXOIKTATH -
Jeckas 60JIe3Hb, 3aTsDKHOE TedeHVe
9HIOKAPAUTA), XPOHMIECKUE BOCIIA-
NNTeNbHBIE 3a00/I€BaHNsI CyCTaBOB
(peBMATOMAHBII APTPUT, AHKUTIO3M-
pYyoOLINii CHOHAMIOAPTPUT, TICOPHA-
TUYECKUIT apTPUT), BOCTIATINTEIbHbIE
3a00/1eBaHMs KUIIEYHMKA (HecIemu-
(byraecknii A3BeHHBII KOMINUT, 00JIe3Hb
Kpona, 6omesup Yunmna), Ty6epKy-
nes, cudunuc, muMporpaHyIeMaros,
MeJy/ULAPHBIN PaK IUTOBUIHOM >Ke-
JIe3bl, OIIYXO/MU IAPEHXUMbI TOYKH
U JIETKOTO, HAC/Ie[CTBEHHAs I1aTo-
norus (mepropmdeckas 60Je3Hb,
cuHgpoM Maka — Yamica (Hedpo-
MaTUYECKUI CeMeMHbIN aMUJIONI03
C IJIyXOTOM, MMXOPAZKON, KpalBHM-
ueit)) (1, 9].

Cospemennas knaccudpuxayus amunoudosa (Bcemupnas opzanuzayus 30pasooxpaneHus)

Jlekun ans Bpayen

ITpn AA-aMummonpose mpeyecTBeH-
HYIKOM (pUOPIIIT aMIIONTA AB/IACTCA
6emok SAA, KOTOpBIT B 3HAUNTE/b-
HBIX KOJIMYeCTBAX CUHTE3UPYEeTCA
B IIeYEHM IIOf, BIMAHMEM IIPOBOCIIA-
JINTENIbHBIX LIUTOKIHOB MHTEPIIeI K-
HOB 1 1 6, haxTOpa HEKPO3a OLYXONN
B OTBET Ha BOCIIa/IeHIIe M/IM OITyXOJle-
Bl pocT [1, 2]. IToBbliireHne ypoBHsI
SAA B KpOBM UTPAET OIIPENETAIONIYI0
ponb B IaToreHese AA-aMmaongo3a
[2]. IIpn ycunenun mponykumu SAA
U yBeIWYEHNUM €ro COofiep>KaHuUsA
B KPOBM MHTEHCUPUIUPYETCS BHY-
TPMK/IETOYHAS JeTpajalus JaHHOTO
6enKa; U3 ero GpparMeHTOB Ha IO-
BEpPXHOCTI MaKpo(daroB coOMparoTcs
dubpusl amMmtonaa [2] ¢ ygactuem
aMIIONJ-CTUMY/IpYIoLero ¢akro-
Pa, KOTOPBIIT BEIPAOATHIBAETCS KIIET-
KaMJl pa3JIMYHbIX TKaHeil, IpeuMy-
LECTBEHHO Ce/Ie3eHKN U redenu [1].
ITpn AA-amumonpnose HabOmaeTCs
IpeVMyIlecTBeHHOe ITopaXKeH e Ia-
PEHXMMATO3HBIX OPTaHOB — CeNe3€eH-
K1, IOY€eK, HaJIIIOYeYHIKOB U ITeYeHI,
B CBS3M C YeM BBIJIeNAIOT Hedpora-
TUYECKNIT, MMHePpOmaTIIecKuit,
renaTonaTu4ecKUil ¥ CMeUIaHHBIN
TUIIBI aMIIoNnj03a. Yaile pasBuBaer-

Bemok Benok- Knnanyeckas ¢popma ammrongosa
aMMIONA | MpeflIecTBeHHIK

nenm }IHM6Ha— ¥ KamIa-TUIIOB IMMY-

6 AA SAA-6emok Bropmynbiit aMmnniono3 npy XpOHNYECKIX BOCIIATUTEIbHBIX
HOIIOOY/INHOB. B ary rpymmy BXOAAT 3a00/IEBAHNUAX, B TOM YHC/IE IEPUOIMIECKOI HOTIE3HN U CUHIPOME
HePBUYHBIN (MAMOIATNIECKIIT) aMu- Maxkia — Vajica
JIONJ03, aMWIONJ03 IIPY MIETIOMHOM
GONesHL. IIASMOLILTOME. B-K/1eTou- AL \-, K- JIeTKue 1enn AMNIONIO3 NP I/Ia3MOK/IETOYHBIX AVCKPA3UAX —
> 2 > VIMMYHOITIOOY/IHOB ~ MIVOTIATIYECKMIA, TIPY MIEIOMHO 0/Ie3HN
HDIX OITyXOJIAX, DOMESHN TAKENBIX U Makporno6ymHemMnn BanpgeHcTpema
Lierieit, 37I0Ka4eCTBeHHOI MMdoMme, ATTR T . .
PaHCTUPETUH CewmeitHble (OPMBI IOMMHEIPOIIATNYECKOT0, KapAJIONaTIYeCKOTO
6omesHn BampmeHcTpema, a Takxe . B
U IPYyroro aMmIon03a, CUCTEMHBIN CTapueCKNiT aMIIONI03
HEKOTOpBbIE JIOKaIbHbIe (POPMBI aMI- o 5 6 .
-MUKPOITIOOY/INH MaIV3HBII aMITIONT03
nounosa [1, 11]. B ocHoBe marorenesa b b P b A a
AL-aMmionosa JIeXnUT IUIa3MOKJIe- AGel Tenconmu OuHCKasA ceMelfHasA aMVUION/HAA IOTMHENIPOTIaT A
TOYHAA JUCKPasusd, COMpoBOXTae- AApoAl ATIOIUIIONIPOTENH AmunongHast nomiHeitponarys (3-it v o van Allen, 1956 .)
Masi MHTeHCUUKaLyen IpOgyKIun A-l
JIETKMX IieTieil MMMYHOITIOOyInHOB  AFib DubpuHOreH AvmnonpHas Heppomarysa
NAASMATHIECKIMI WML MMETIOMHBI- A B-6emox Bornesup Anbureiivepa, cuaapom JlayHa, Hac/eCTBEHHbIE
M knetkamu [1]. VI3 merkux memeit KPOBOM3NIMAHMA B MO3T C aMUIOU1030M, lommannma
VMMYHOITOGYTUHOB Ha MOBEPXHO-  Ap;pScy ITpuonoBsit 6enok  Bonesus Kpeitidenpara — SIkoba, 6one3Hs lepctManHa —
ctu Makpodaros (ammnonpo6bia- Itpayccrnepa — lleitikepa
CTOB), IUVIOTHO KOHTAKTUPYIOLIUX . . .
), mn pyiom AANF IIpencepnublit V30n1mpoBaHHbIN aMUION/I03 TIPefCepaii
C IUIa3MaTUYeCKUMU VI MUETIOM- HaTpUiTypeTIdecKui
HBIMM KJIETKaMM, OCYLIeCTBIAETCH daxrop
CUHTE3 aMUIOugHbIX Gubpumn [1]. .
AL A b 6p (1] AJAPP AmnnnH V3onmpoBaHHbBIN aMUION03 B OCTpOBKax JlaHrepranca
~aMIIONJIO03 MIMEET HANOOJIEE pac- IIpY CaXxapHOM fiiabeTe 2-TO TUIIA, NHCYIMHOME
IPOCTPAHEHHYIO U TSDKETyIo (hopMmy. | .
ACa ITpoKanbIUTOHNH ITpu Megy/LAPHOM paKe MIMTOBYMIHON JKe/Ie3bl
I/l Hero XapakTepHO reHepanin3o-
BaHHOE TeYeHe C BOB/ICYEHIEM B Ta- ACys Iucratuu C HacnencTBenHbIe KpOBOV3/IMAHNMA B MO3T C aMIJIONI030M, VIcmanmys

[acTpo3HTeponorus
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¢ HepponaTirdeckui Bapuant — 90%
cny4aeB AA-ammnonzosa [1].
CeMmeltHbii (Hac/IenCTBEHHbIN) aM-
JIONI03 BXOAUT B IPYIITY 3ab0/eBa-
HUIT, HAaCIe[yeMbIX II0 ayTOCOMHO-
JIOMUHAQHTHOMY THUIIy U CBSI3aHHBIX
C Pa3BUTHEM MYTAHTHBIX OEITKOBBIX
dopm ammmonpgHeix ¢ubpunn [1].
Borgensror ATTR (TpancTupernHo-
BbIIl) aMUIOUI03, aMUIONL03, 00-
YC/IOBJIEHHBIII pa3BUTVEM MYTaLluu
aronunonporenHa A-1, reiconuua,
¢dubpunorena A, musonyma [1]. K Ha-
nbosee pacnpocTpaHeHHbIM BapuaH-
Tam 370i1 Tpynnsl otHocutca ATTR
(TPaHCTUPETUHOBBIII) aMUIOUT03,
KOTOPBIJ BK/IFOYAET CEMEMHYIO aMU-
JIOUIHYIO MOJIMHEBPOIATUIO, Kap/M-
OMMOIIATUYECKNUIT BAPUAHT, @ TAKXKe
CUCTEMHDII CTapYeCKUIl aMUIOUT03
[1]. Passutme ATTR-amumongosa
00YCIOBNIEHO HaIM4YMeM MYTaIlNit,
KOAVPYIOLINX CTPYKTypy Oenka —
HpeIIeCTBeHHIKA aMIUIONIA — TPaH-
cruperuna (ATTR), xkommoHeHTa
¢dpaxuyy npeanbOyMuHa, CUHTE3NU-
PYEMOTO IeYeHbIO 11 BBIIOMHIOLIETO
dyHKIMM TpaHCIOPTHOTO 6enka Ti-
POKCMHa 1 peTyHoa [1, 2].
Tpanctuperus mpegcTassier coboit
TeTpaMepHBbII 0eNOK C 4eTbIPbMsA
UZEHTUYHBIMU CYObefMHUIIAMMU.
B pesynbraTe MyTaLum MOXXET IIPONC-
XoxuThb Oortee 50 pasIMIHBIX TOYEY-
HBIX 3aMeH aMMHOKVICIIOT B CTPYKTY-
pe TpaHcTMpeTHHa [1], 4TO MpUBOAUT
K (DOPMIPOBAHNIO BHYTPEHHE HeCTa-
OM/IPHBIX BAPMAHTOB MOHOMEPOB 1,
KaK CJIefiCTBIE, IPELUITNTALN OeKa
U €T0 JajIbHENIIell MOMMMePU3aLuyu
B aMmIonHble GYOPIIIIBL.

B Hacrosiiiee BpeMs U3BECTHO CBBILIE
120 MyTanmit B reHe TPAaHCTUPETHHA,
60/bIIas YaCTh 13 KOTOPBIX ABJIACTCA
aMuIouoreHHon [12].
Oco6eHHOCTH pacIpeie/ieHns aMu-
Joufla B OpraHaX M TKaHAX CBS-
3BIBAIOT C TUIOM aMUIOU/OTEH-
Hoit myTauym [7]. Y 1/3 60mbpHBIX
ATTR-aMumonmo30oM B KIMHUYECKOM
KapTMHe IIPeBaNIMPYIOT HMPU3HAKY
HOpaKeHNs TeprdeprdecKoil HepB-
HOII CHCTEMBI, YTO CBUJIETENbCTBYET
O Pas3BUTUM CEMENHONM aMVJIONTHON
(TpaHCTMPETMHOBOIT) MONMMHEBPOIIA-
Tvn. Y 1/3 IalyeHToB JOMUHMUPYIOT
Kap/MOIOTIIeCKIe MIPOsBICHIs, YTO
roBoput 0 GOPMUPOBAHNUN CeMeli-
HOJ aMJWIOMJHOM (TpaHCTUPETUHO-
BOI1) KapanomuonaTu. B ocranbHbIx

cnydasx GOpMMUPYeTCcs CMeLIaHHbIN
K/IMHUYeCcKnit Bapuanr [12].

ITpn ATTR-amunoupose HapAgpy
¢ mporpeccupyoleit nepudepude-
CKOI1 11 BereTaTMBHOI HEBpOIATHeENL,
MOpaKEHNEM Cep/ilia U NX COYeTaHM-
€M B IIaTOJIOIMYeCKIIT ITPOLIeCC MOTY T
BOBJIEKATbCSI IPyTMe CUCTEMBIL 11 Op-
rausl [13, 14]. Kpome Toro, oTnoxe-
HIISI TPAHCTUPETHHA «IMKOTO» THUIIA
(ATTR(wt)) ABIAOTCS TPUIMHON
CTapYeCcKOro CUCTEMHOTO aMUJION-
T03a, MOPAXKAIOLEro JTIofell CTapliie
60 et [15].

KnuHunyeckue npossiieHNa

HecmoTps Ha pasnudne B MeXaHU3-
Max GOpMUPOBAHNS TUIIOB aMIUJIO-
MI03a, KIMHUYECKUe MPOSIBIEeHMs
MOTYT OBITb KaK CXOFHBIMU B CUIY
UIEHTUYHOI JIOKAAM3AIMI OTIOXKe-
HYISI aMWIONJiA, TaK ¥ PasINuHBIMU
B OTHOIIEHUY TeYeHMS 3a00/IeBaHMs.
ITO MO3BOAET MPEAIONOKUTD TOT
VIV VHOV BapuaHT naronorun [1].
[Tpy mepBMYHOM aMUIOUIO3€ CPef-
HIJT BO3PACT MAl/leHTOB Ha MOMEHT
MIOCTAHOBKM [MArHo3a COCTABJIAET
OKOJI0 5565 1eT [3], B TO BpeMs Kak
I/Is1 BTOPMYHOTO aMIMJIONI03a XapaK-
TepHO Oojlee paHHee Hayano — 40-65
neT [2]. Pa3BuTie cTapueckoro amu-
JIOM{03a BO3MOXKHO Y OOTIbHBIX CTap-
ure 70 net [2]. K Hanbonee pananm
»Kamobam, IperbsIBAsIeMbIM HalleH-
TaMI C CUCTEMHBIM aMUJIOUZ030M,
OTHOCATCS 001I1as1 CTaboCTb, yTOMIIA-
€MOCTb, CHIDKeHHe PaboTOCIIOCOOHO-
cTM 1 Macchl Tena (> 9 Kr), mapecre-
311, OJIBIIIIKA.

ITopaxkenmue ceppua npu AL-amn-
noumose BbisABAsAeTcsA B 71-100%
caydaeB [3, 16], pexxe y HallMeHTOB
¢ ATTR-amunonmosom. B to xe
BpeMs 11 AA-BapuaHTa 9TOT CUM-
IITOM He XapakTepeH [2].

Benmymine xmmHmMYecKye IposiBNIEHNS,
XapaKTepusyIllye BOBIeYeH e B I1a-
TOJIOTMYECKMII IPOLECC CepfiedHO-
COCYZIUICTOJI CYICTEMBI, — ObIIIKA, Op-
TOCTaTUYECKasd TUIIOTEH3US, OTEK,
00yCIOBIEHHbBIE KaK CepPAeIHOl He-
ITOCTATOYHOCTBIO, TaK ¥ HeppoTUUe-
CKVIM CHHJJPOMOM.

OTnoXXeHne aMWION/a B CepPAedHON
MBIIIILIE MOXKET TaK>Ke BBI3HIBATh Ha-
PYLIEHVSI IPOBOAVIMOCTH, JKEMYH0Y-
KOBBIe J/IV HAJDKETYLOYKOBbIe apyT-
MIH, 4TO 0OYC/IOB/IMBAET PasBUTIE
y MaIJMeHTOB CYHKOIAIbHBIX COCTO-

SIHUIL, TIOSIB/IEHNE YKamob Ha cepze-
6ueHne, nepebou B pabore ceppia,
TO/IOBOKPY>KeHMe.

Hanuane ammtoniosa cepatia CIry>Kut
BO)KHBIM NIPOTHOCTUYECKUM KpUTe-
prieM 3ab07eBaHsI, TOCKOIBKY 75%
JIeTa/IBHBIX VICXOf{OB CBSI3aHBI C IIPO-
rpeccrpoBaHIeM CepfiedHON HeflOCTa-
TOYHOCTHM WIM HapyLIeHMeM PUTMa
ceprua [17]. B psane ciydaes mpu mo-
PpaXXeHuM KOPOHAPHBIX apTepuii 3a00-
JieBaHVe MaHN(ECTUPYeT IPOsIB/IEHN -
MU UIIeMIYeCcKoil 60/Ie3HN ceppla
VIV K/IMHMYECKO KapTUHO OCTPOro
nH(apkTa MuoKapyaa [2, 17].
ITopakxeHue Mmo4YeKk MMeeT MeCTO
B 90% cny4aeB npu AA-amunon-
mose [1] u B 58-80% cny4aes npu
AL-amunonnose [2, 16]. 3HaunTenb-
HO peXe B IIATOJIOTMYECKII IIPOLecc
npu ATTR-ammnongose BoBeKaeT-
Cs MOYEBBIJIEIMTENbHAA cucTeMa [2].
KnuHnveckme mposABIEHNs aMIIO-
UIHO HeppOmaTuy, Kak IPaBuIo,
HecreyuduuHpl [1], HauMHAIOTCS
C M30JMPOBAHHON IIPOTENHYPUN
C Ia/NbHEeNIINM IIPOTPeCCUPYIOUINM
TeYeHIeM U TIOCTIeflOBaTeIbHOI CMe-
HOJM CTajuil: IPOTEMHYPUYIECKOIL,
HepOTNYEeCKOIl, XPOHUYIECKOIL II0-
YeqyHOIT HemocTaTouyHocTH 2, 10, 11].
Y 6onbHOro HabmogawoTcsa Gopmu-
pOBaHIIe OTEYHOTO CHH/IPOMA BIZIOTh
IO PasBUTHUS AaHACAPKM, HEHIIIAACST
MOYa W/IM CUMIITOMBI ypemun [16].
ITpu ammnonpo3e moYeK penaKo OT-
MeYaloTCsA TeMaTypus ¥ JIeHKOINT-
ypusi, a TakKe apTepuajbHas TUIep-
teH3uA [1, 3]. B orpenpHbIX crydasx
amMwIonpgHaA Hedponarusa MaHude-
CTHMPYET OCTPhIM HepUTUIECKUM
CHHJPOMOM ¥ MaKpoTeMaTypueil.
B nuteparype BCTpe4aroTCs JaHHbIE
0 passuTuM cuHApoMa PaHKOHM
" TpOM603a TIOYEYHBIX BeH IIPY aMu-
Jouo3e movex [2].

ITpy cucTeMHOM aMUIOUI03€ MOXKET
UMeTb MeCTO HmopaxkeHue mepude-
PUYECKON HEPBHOI CUCTEMBI, YTO
B OosblIell CTelleHM HabIomaeTcs
npu ATTR-, anonmunonporenHoBomM
Al (AApoAl), rencomnuoBoM (AGel)
AMIWIONZ03aX ¥ HOCUT IO/IMMOP(HBIIT
xapakrep. I[Iporpeccupyomras axco-
HaJIbHASI JeTeHepalyisi pasBUBaeTCs
BCJIE[ICTBYIE VIIEMUN ¥ KOMIIPeCCUn
HEpPBHBIX BOJIOKOH, 4TO 00YCIOB/IEHO
KyMy/IsLjueil aMIIOU/ja B SIIHEB-
puu, NEepPUHEBPUN, SHLOHEBPUI,
MEJIKIX KPOBEHOCHBIX cocymax (vasa
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nervorum) v Kamwuisipax [7]. Ilarormo-
TMYeCcKuii OeIOK TakoKe IPUCYTCTBYeT
B CBSI30YHOM aIlllapaTe, BBI3bIBAs
CHaB/IeHNe HePBOB (K/IMHIYECKH Ipo-
ABJIACTCA TYHHE/IbHBIMI HEeBPOIATH-
AMM), a TaKOKe B MHTPaMypa/lbHBIX
CIUIeTeHMAX, ONMy)XJalolleM HepBe
¥ aBTOHOMHBIX T'QHITIISX, 0OYC/IOB/IN-
Basi BereTaTyBHbIE HapyLIeHus [7].
ITpn AL-ammunonpmose KIMHUYECKNE
MIPOSIBJIEHNS CO CTOPOHBI iepudepu-
YeCKOJ HEPBHOJ CUCTEMbI pa3ByBa-
1071CA B 17-35% ciy4aeB 11 IIpeficTaB-
JIEHBI B OCHOBHOM (pOPMIUPOBAHMEM
CEHCOPHO-MOTOPHOI aKCOHa/IbHOM
nonuHerponatun [10, 16, 18]. ITo-
JIVHEJpOTIaTyA IpPOABIIAETCA Hapy-
1IeHneM 00JIEBOIL U TeMIIepaTypHOI
YYBCTBUTE/ILHOCTM B AMCTATbHBIX
OT/e/TaX HIDKHUX KOHEYHOCTEN, YTO
CBSI3aHO C IOPa’KEHMEM TOHKIX HEPB-
HBIX BOJIOKOH JI COTIPOBOX/JaeTCs TIa-
pectesusaMu u gusectesusamu [19].
IIpn panpHeiiemM nporpeccupoBa-
HUY 3a007IEBAHNSA B TIATONIOTMTYECKUAI
MIPOL[ECC BOBJIEKAIOTCS XOPOLIO MU-
e/IMHU3JPOBAaHHbIE KPYIIHbIE HEPB-
Hble BOJIOKHA. B pesynbraTe Hapy-
IIAeTCsl IIyOOKast YyBCTBUTEIBHOCTD
1 GOPMUPYIOTCA BSIbIe NUCTA/IbHbIC
mapessl [18, 19]. Y 25% mnanueH-
TOB ¢ AL-aMUI0MI030M BBISBIISAIOT
IBYCTOPOHHMII KapIlaJbHbI TyH-
HenpHbl curppom (KTC) [10, 19],
K/IVIHUYECKIe TTPOSIBIEHNsI KOTOPOTO
BKJIIOYAIOT 00JIb, YYBCTBUTE/IbHBIE
U IBUTraTebHble HAPYLIEHUA B 30HE
MHHePBALUI CPENMHHOro Hepsa [7].
Y 65% manumenToB ¢ AL-amumonmo-
30M TaK)Xe IMEIOT MECTO CUMITTOMBI
MIOpa’KEHN BETeTaTVBHOM HEPBHOM
CHUCTeMbI: TOIIHOTA, PBOTA, Yepeso-
BaHMe [Mapeyu U 3alopa, TasoBble
IVMCchYHKIMN, OPTOCTATIYeCKas TU-
IOTEH3MsI U 9peKTU/IbHbIe Hapylile-
Hus [1, 18]. Haubonee yactsim mpo-
SIBJIEHVIeM aBTOHOMHOJI HeBpOIIATIUM
CUMTACTCS OPTOCTATUYECKasl I'UIIO-
TeH3MA. B OTHeNbHBIX caydasx pas-
BMBAETCs MUOIATHUS, KOTOPast acco-
nuupyercsa ¢ AL-aMuaonsio3om u s
KOTOPOIT XapaKTepHa caboCThb IPOK-
CYMAaJIbHBIX TPYIII MBI HOT IIPU
VM3MEHEHWY TTO/IOYKEHVS Te/Ia U TTOb-
eme 110 necTHulle [7]. He uckmoueno
dbopMuUpoOBaHKe IMCEBROTUIEPTPO-
¢y ckenmetHbIx MbIm [20], cBsi3aH-
HOe ¢ KyMYJLALMel aMIJIOV/ia B MBIIII-
nax tynosuma. I[Tpn AL-ammnongose
TaK)Ke MOYKET HAO/TIOIaThCA CTabOCTh

[acTpo3HTeponorus

MBIIIL — crubaTeneii men, IedeBo-
ro mosica ¥ MUaIruM. B oTHenIbHBIX
CIy4asx MUOMATUYECKUI CHHIPOM
BBIABILAIOT B 1e6I0Te aMUIONI03a IO
IIOSABJIEHUS IIePBBIX KIMHMYECKNUX
CUMIITOMOB NOPaXKeHMA APYTUX CUC-
TEM Y1 OPraHOB, YTO CYLECTBEHHO 3a-
TPYAHAET IUATHOCTHKY 3a00/IeBaHUA
[20]. [Ipn AL-aMmnonzmose HepenKo
Iopa’kaeTcsA MYCKY/IaTypa BepXHUX
OT/IEJIOB IbIXaTe/IbHBIX ITyTell 1 I7I0T-
KM, BCJIEACTBUE YeTO Pa3BMBAIOTCA
KIMHIYECKIe CUMIITOMBI, TaKye Kak
mucarust u guconns [21].

ITpn ATTR-ammnongose repsble K-
HUYeCKMe CUMIITOMBI HOpPaKeHMS
HEepPBHOIl CHCTEMBI CBs3aHbBI C OHe-
MeHNeM, TOKa/IbIBaHUEM, JXKEHUEM
B cronax. CUMIITOMBI yCHIMBAIOTCS
B BedepHee BpeMs M HepeaKo COIpo-
BOXKJJAIOTCAA GOJIEBBIM CUHIPOMOM
[13, 22]. TTogo6HbIe M3MEHEHNA 00-
YCIOB/IEHBl IMOpa’kKeHMeM TOHKMUX
HEpPBHBIX BOJIOKOH, y4YaCTBYIOLINX
B IIpOBeJieHNY OO0JIeBOIT M TeMIlepa-
TYPHOI1 4yBCTBUTENIBHOCTH. Brioceni-
CTBMM B IIATOJIOTMYECKUI IpoIecc
BOBJIEKAIOTCsI 60JIee KPYITHbIE, XOPO-
IO MUEIVHN3MPOBAHHBIC HEPBHbIE
CTBOJIBL. DTO IIPMBOAUT K HAPYILIECHIIO
IIy6OKOJ YyBCTBUTEIBHOCTY Y pas-
BUTMIO MBIIIEYHON C1aboCTy, Hau-
6ojee BBIPRKEHHOI B JUCTATbHBIX
OTJIe/IaxX C IIOCTeIIeHHBIM PacIpoCTpa-
HEHJeM Ha IIPOKCUMaJIbHble OTHe/IbI
KOHEYHOCTel1. Y MalMeHTOB C TaKuUM
BapMaHTOM aMIION/I03a MHOIZA Ha-
pyllaeTcsa IOXOfKa M3-3a Iapesa
MBIIII] — pasrubaTeieit CTOII, OTMeYa-
I0TCA TUIIO- ¥ aTPOVIT MEXXKOCTHBIX
MBIIIL] KMCTeif, TeHapa M TUIIOTeHapa,
medopMars CyCTaBOB, TpOduUIecKe
A3BBI, LMAHOTUYHOCTD ¥ CHIDKEHNE
TeMIIePaTyPbl KOKHBIX IIOKPOBOB KI-
creit u cron [18]. Hapsany c aBnenn-
AMU TIONIMHENPONIaTUY M MMOTIATUN
npu ATTR-amMunongose 4acTo MMeroT
MeCTO HapyILIeHN CO CTOPOHBI BeTe-
TaTUBHOM HEPBHONM CUCTEMBI — Op-
TOCTaTM4eCKasl TUIIOTEH3N, Tuapes,
PBOTA, TUIIO-/aHIUIPO3, Ta30Bble Ha-
PYILIEHNS, 9PeKTUIbHAS AUCHYHKIN,
KOTOPBIMU B psAfie CIy4aeB MaHupe-
crupyet 3abonesanue [18]. KTC npu
ATTP-amunougose HabmaogaeTcs
penxko [18].

[Iopa>keHuss OpraHos NuieBapu-
TeJIbHOI'O TpaKTa IIPU CUCTEMHOM
amMmonziose perucTpupyrrca B 70%
cny4aeB [2, 10, 16]. OcHOBHBIMU

Jlekun ans Bpayen

KIVHMYeCKMMU CUMITOMaMH, CBU-
[eTeIbCTBYIOMYIMY O BOBJICYEHUN
B TIaTOJIOTMYECKMII TPOIleCC >Key-
pouHo-kuuteynoro tpakra (OKKT),
ABIIAIOTCA CHIDKEHNe Beca, Ayapesd,
TOIIIHOTA, PBOTA CHEJEHHON IUIIEN,
601b B 00/1aCTU XXUBOTA, CUHPOM
MababcopOLum, uKora, gucdarus
[23-26]. 25% mauuenToB ¢ AL-amu-
JIOMI030M YaCTO >KaTyIOTCA Ha Jya-
peto. OCHOBHOI IPUYNHON Auapen
npu AL-amMuonsiose AB/IAETCA aBTO-
HOMHasI (BereTaTuBHast) JUCHYHKIV
C TIOpa’keHVeM HEepPBHBIX CIJIETeHUI
knireyHuka [2]. luapes BciencTue
MHOQWIbTpAlUy KUIIEYHON CTEHKU
aMIJIONIOM BO3HMKAeT pefKo. [Ind-
(epeHIanbHasT JUATHOCTUKA MEXY
IMapeiiHbIM CUHAPOMOM Ha (OHe OT-
noxeHus ammnonga B crenke JKKT
U MOTOPHOII AMapeeil BCIeNCTBUE
HOp)KEHN BeTeTaTMBHOI HepBHOI
CHCTeMBbl 3aTpyfHNUTeNnbHA. Hapymie-
HIe BCaCbIBAaHUA IpU aMIIONUJO3e,
KaK IpaBWIO, HOCUT BTOPUYHBIN Xa-
paKTep, UCTUHHBII CUHIPOM MaJIbab-
copbuyy pasBuBaeTcs MMIIb B 4-5%
cny4aes (2, 9]. [Tpu AA-ammmonnose
B IIaTOJIOTMYECKMII IIPOL[ecC BOB/IEKa-
1oTca Takxke opranbsl JKKT. Inapes
U CUHJIpOM MajbabcopOLuy MOTyT
OBITb eIMHCTBEHHBIMU KIIMHIYECKN-
MM IPOSABIEHUAMM IIPY 3TOM Bapu-
aHTe aMIION/I03a.

Y 25% GOJIbHBIX IIEPBIYHBIM aMIJIO-
M030M HaOII0faeTcsl aMUIOUIHO.
HOpaKeH!e [IIEBOIa, YeM 0O BACH-
IOTCS XKaI0OBI TIALIMEeHTOB Ha Aucda-
ruo u/mm usxory [2, 10]. ITopaxe-
HYIe XKeTy[Ka, IBeHaIlaTUIepCTHOM
KUIIKY U KUITeYHMKA MOYKET HOCUTb
6ecCMITOMHBIN XapaKTep MU CO-
IPOBOXKIATbCS PasBUTUEM Cepbes-
HBIX OCJIOXKHEHUII — U3bA3BICHIAMU
u nepdopanmeil UX CTEHOK C BO3-
MO>KHBIM KPOBOTEUYEHNEM, a TAKKe
HIpennaIopUIecKoil 06CTpyKumen
JKeNMyaKa MM MeXaHMYeCKON KH-
IIE€YHONM HENPOXOAVMMOCTBIO U3-3a
OTJIOKEHM A aMUIOUIHBIX Macc [2, 3].
Penxmit cuMnToM, perncTpupyemblit
IIpY BOBJIEYEHUN B IATONOTMYECKUI
npornecc opraros JKKT, - ractpo-
nmapes. Yacrora ero BbIABIEHUA IPU
aMIIOVJTHOM IIOpaXKeHUM SKely[-
Ka cocTtaBisAeT 5% [27]. Y 60mbHBIX
C MIpenMyIIeCTBEHHbIM IOPasKeHNeM
TOJICTOJ KMIIKM BO3MOXKHO IIOSIBJIe-
HIIe KIMHNYeCKUX CYIMITOMOB, UMM-
TUPYIOLIVX 3BEHHBI KOMUT [2].
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Kak m3BecTHO, jOKanmsamusa pas-
HBIX TIUIIOB aMIJION/A aCCOLMIPOBA-
Ha ¢ KoHKpeTHbIMI otfenamu JKKT.
Tak, AL-kamma- u AA-aMunonmos
Jalje BbIABISAIOTCSI B BEPXHUX OT-
file/lax MUIEeBAPUTENBHOTO TPAKTa,
ATTR- u AL-n1aMbpa-aMuionos —
B HipkHuX orgenax JKKT - Toscroit
kuike [28, 29]. tum 06bACHAIOTCH
0COOEHHOCTI K/IMHNYECKOIT KapPTIHBL.
OpHMM M3 CaMBIX pacIpOCTpaHEH-
HBIX OPTdHOB, BOB/IEKAEMBIX B I1aTO-
JIOTMYECKUI TIPOLecC IPYU CUCTEM-
HOM aMI/ION[I03¢, SIB/ISIETCS MeYeHb.
Tax, mpu AL- u AA-ammmonpgose
HOpaKeHIIe [IEIeHN PernCcTPUPYeTCs
mpakTidecky B 100% ciydaes [2, 10],
B TO BpeMsI KaK ITPY HACNIefICTBEHHBIX
¢dopmax — mumib B 50% cygaes [1].
ITpu arom HabmoOgaeTcss yBemude-
HIe OpraHa B pasMepax B COYeTAHNN
¢ 1,5-4-KpaTHbIM ITOBbIIIEHNEM aK-
TUBHOCTY T'aMMa-INyTaMUITPaHC-
MenTHAashl 1 1eovHoil hocdarasbl
6e3 MPU3HAKOB IIeYeHOYHO-K/IETOY-
HOM HemocTaToyHoCTH [3, 10]. Take-
JI0€ TIOpaYKeHNe TIeUeHN C BbIPaXKeH-
HOJ! TerlaTOMerauert, pa3BepHy ThIMU
IPU3HAKAMU TSDKEJIOTO XO/IeCTaTn4e-
CKOTO TeIaTUTa U IEeYeHOYHO-KIIe-
TOYHOJ HEZOCTATOYHOCTHIO BCTPeya-
eTcsl pefko [2]. AMmnonnos medeHn
MOXXET KIMHMYECKM MPOSABIATHCS
pasBurtueMm 6omu, puckomdopra,
TSDKECTU B TIPABOM TOfipebepbe, Me-
TEOPMU3MOM, TOLIHOTONM, B PENKMUX
CIIy4asX — >KeATYXOl U JPYyrUMU
CHMITOMaMHU, COIPOBOKAAIOMIVNMU
renaronaTuio a6oi stuonorun [1].
ITpu crCTeMHOM aMMIONFO03€ U Tela-
TOMeTa/IMI HeoOXOMVIMO IIPOBefieHIe
nrddepeHntaTbHON AMATHOCTUKY
MEeX/y MacCHBHBIM 3aCTOEM KPOBU
B IedeHy Ha (POHe CepHevHOIT Heflo-
CTATOYHOCTY ¥ MHQUIBTpALVIEl e-
YeHU aMIUTIOUJIOM.

[MopakeHne cene3eHKN MpY CUCTeM-
HOM aMMION03€ BKIIOYaeT B cebs
CIVIEHOMeTaInio, KOTopasi BCTpe-
yaeTcss HedacTo (B 5% ciydaes),
U Celle3eHOYHYI0 AuchYHKIMO (ru-
HOCIIJIEHN3M), KOTOPYIO BBIABJISIOT
Ha OCHOBAHUM JAHHBIX K/IMHIYIECKO-
ro aHa/nM3a KpoBU y OONbHBIX aMu-
NonKo3oM B 24% cnygaes [1, 3, 10].
Pepxum mposBIeHNEM aMUIOU03a
CeJIe3eHKII CIUTAETCS ee CIOHTAHHBII
paspsiB [3, 10].

YBenudyenne B o6beMe U YIIOTHEHVE
sI3bIKa (MaKpOIJIOCCHUsI) BCIENCTBIE

OT/IOXKEHVISI aMUJION[Ia MOXKET pa3Bu-
BaTbCA B 15-29% ciy4aes [2, 3], aBna-
€TCsI TATOTHOMOHVYHBIM IIPY3HAKOM
AL-amMuIoniosa M COBMECTHO C IIOJI-
HIDKHEYE/MTIOCTHOI MPUITYXIOCTDIO
MO>XeT OBITh IIPMYMHON HOYHOM ac-
¢duxcun u Hapymenus peun [1, 3, 10,
16]. Hapy1eHne BKyca Tak>xe CBOJI-
CTBEHHO OONBHBIM aMUIOUO30M,
Jaxke B OTCYTCTBJME MaKpOITOCCUY
[1]. PasButue grucdonnm n gucdarnn
HepenKo CBA3BIBAIOT C MHUIbTpa-
L[1eiT TOIOCOBBIX CBSI30K aMUTIOUIOM
[1,21].

YacToTa mopakeHus NETKUX IPU
amMmaousiose Bapoupyerca or 31 go
88% [30]. IIpn saTOM 3HaYUTEIBHOE
KOJIMYECTBO HY/IbMOHOMOIMYECKIX
PacCTPOIICTB BBIBIISICTCS ¥ OOIBHBIX
AL-aMunonzosomMm u JUarHoCTUPY-
eTca B 63-80% ciydaes [30], B TO
BpeMs KaK y ManueHToB ¢ AA-amn-
nouz030M — b B 10-14% cnyyaes
[2]. BoBieueHue B maTOIOTMY€ECKIIL
IIPOLIeCC JIETKUX XapaKTepU3yeTcs
pasBuTreM Hanbojee 4acTo BCTpe-
YALINXCA TpeX KIMHUYECKUX
dopm: guddysHoit anbBeonsIpHO-
CenTajapHOM (OZHOCTOPOHHUI MU
OBYCTOPOHHMI ITapeHXMMaTO3HbIN
aMUIONZ03), Y3/I0BOMl UM Tpaxeo-
OponxmanbHoit [30]. 3HaunTens-
HO peke BBIABIAIT aMUIOUTHYIO
BHYTPUTPYAHYIO MMM}afeHOIaTIIO
U aMJWIOMAHYIO VHOWIBTPALVIO [U-
adparmsl [30]. 3ayacTyro mopaxeHue
JIETKUX IIPU aMMUIONT03€e IPOTeKaeT
6eCCHMIITOMHO W/IM C HECYIeCTBEH-
HOVI KJIMHUYECKON CUMIITOMATUKOI
[1, 3]. Ilpm mamuuuy y mamyeHTa
OIBIIIKY HeOOXOAVMO IIPOBOAUTD
nuddepeHINATBPHYIO UATHOCTUKY
MEX]y 3aCTOMHOI CEepIEeYHON Hello-
CTAaTOYHOCTBIO ¥ PaCIpPOCTpPaHEeH-
HBIM JIETOYHBIM aMMIOUZO30M [1].
PenyamByp YOIl IMIPOTOPAKC IPU
CUCTEMHOM aMIIONZO03€, KaK IIPaBu-
J10, CTIE[CTBME 3aCTOMHON CEpEeYHON
HEI0OCTaTOYHOCTY Ha (OHEe COIyTCT-
BYIOLLEI aMUJIOM/IHO KapAMOMMOIIa -
TN WV He(POTUYECKOTO CHHAPOMA
npyu amuongHoit Hedpomarun [30].
OpHako B psifie CIy4aeB OOLIMPHBIIL
IJIeBpa/NbHBIl aMUJION/I03 MMeeT
caMocToATenbHOe 3HaveHue [1, 10]
Y1 COIIPOBOXKAAETCS PasBUTIEM XIJIO-
Topaxkca [30].

3HauUTENTbHOE CHUYKEHUE MAaCChI
Tenma (9-18 Kr) MOKET UMETh MECTO
y OOJIbHBIX CUCTEMHBIM aMMJIOU[O-

30M BCTIEACTBYIE HAPYIIEHIS T TAHVIST
" KpOBOCHaO)KeHMsI MbIIII| Ha (HoHe
nepyudeprieckoit aMUIONAHOI IO-
JIMHEBPOIIATHH, A TAKXKe B pe3y/IbTaTe
MOTOpPHOII Iuapen [9].

IMopaxeHne KOXU PN II€PBUYHOM
amuono3e BoisABsieTcsa B 10-40%
cy4aeB [2]: TOMMMO ITATOTHOMOHMY-
HoIt mst AL-ammnonposa nepuop6u-
TaJIbHOJ IeMaTOMbI, BO3HUKAIOIIEN
IIOCJIe JIETKON TPaBMbI WM (u3nde-
CKOJI aKTMBHOCTH [16], MOryT mos-
BUTBCS Pas3/MIHbIe FeMOPParudecKye
BBICBITTAHMST MHOI JIOKanM3aluu,
HAIIy/Isl, y3eaKy, OJMKM, ISTHA,
IIy3BIPHKOBBIE BBICHIIIAHVISI, IIPENMY-
I[eCTBEHHO Ha JIMLe U TyIoBuiie [2,
3]. ToCTAaTOYHO pacIpoOCTpaHEHDI
HeTeXNHU BeK, HO MX JIETKO YIIYCTUTD,
eC/M I7Ia3a MaljeHTa He 3aKpPBITHL
3a4acTyio BBIAB/SIETCS VHAYPALVS
KOXXI TIO TUITY CKJIePOAepMUIECKOIL.
K penxmm IposiBIeHMAM TOPaKeHN
KOXII TIPM TIEPBUYHOM aMUION/03€
OTHOCSITCS] HAPYIIIEHVs IINTMEHTALN
(OT IIOTeMHEeHMsT KOXKHBIX IIOKPOBOB
JI0 TOTaJIbHOTO aNb0MHNI3Ma), ajole-
st ¥ Tpodudeckye HapyiueHus [2].
ITpu AL-ammronpose MOTYT HabIIO-
[aThCsl MOTEHIINAIBHO OIIACHBIE Te-
MOpparmyeckye OCIOXHEHNUA U3-3a
OT/IOXKEHMSI aMUJIONJA B COCYAMCTOI
CTeHKe B COYeTaHUM C AeUINTOM
win 6es fedpunnra GakTopos cBep-
ThIBaHIS (B OCHOBHOM MHIMOMTOpA
TpoM6b1Ha, X dakropa, pexxe V mmm
IX) [16, 31, 32], uto 06ycmOBIEHO
CBsI3BIBAHMEM KaJIbL[UI1-3aBUCUMBIX
(aKkTOpOB CBEpTHIBAIOIEl CUCTEMBI
KpOBU ¢ ammionziom [1].

ITopaskeH1e OIIOPHO-IBUTATENTBLHOTO
arnmapara Ipy NepBUYHOM aMUIOU-
mose BcTpevaerca B 5-10% cimydaes
U MOXKET BKJIIOYATb IIPOrPeCcCUPYIO-
IIYIO JIByCTOPOHHIOIO CUMMeTpPUY-
HYIO ITOJIAPTPOIIATUIO C BOBJICYEHN-
eM MeX(]aIaHTOBBIX CYCTaBOB KUCTI,
JIy4€3aIACTHBIX, IOKTEBbIX U IIIeYe-
BBIX CycTaBoB [3, 33]. Kpome ToTO,
aMIIONJ, CIIOCOOeH HaKallIMBaThCA
B CYXOXXVTUAX, TIPUBOJA K Pa3BUTHIO
crubaTeNbHBIX KOHTPAKTYP [3].
[TopakeHye 9K30KPUHHBIX >XeJe3
TAaK)Ke MOXXeT HaO/IIofaTbCs IPU CH-
cremMHoM amuimonpgose [1-3]. Taxk,
y NMalMeHTOB C apTepuanbHON I'M-
IIOTE€H3MeN U TUIIOHATpUEMMUEN He-
obxopumo npoBofuTh AuddepeH-
[MAJIPHYI0 AUAaTHOCTUKY MEXAY
rUIoQyHKI el HaJI0YeYHNKOB
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B pe3y/bTaTe MHPUIBTPALINU KOPBI
Ha/II0YeYHIKOB aMIJION/IOM, BereTa-
TUBHOJ IMCHYHKIMEN Y CepRedHOI
HEIOCTaTOYHOCTHIO [1]. Y marueHToB
C TIepPBUYHBIM aMIIOUIO30M B IaTO-
JIOTMYECKIMII TPOLIECC BOBIEKAETCA
IIMTOBUIHASA JKe/le3a, YTO IPUBOANUT
K pasBUTHIO Tunotupeosa B 10-20%
cinydaes [1]. VimeroTcst aHHBIE O pas-
BuTuy cuappoma lllerpena na pone
AL-amunonposa [3].

IlnarHoctuka

IIpu nopospeHMmu Ha CUCTEMHBDIN
aMMJION/{03 TIPUMEHSIOT KOMIITEKC-
HBIIT TTOAXOJ K IMArHOCTUKE JAHHO-
ro 3aboneBanus. IIpoBopsaT feTann-
HBII1 OIIPOC MalMeHTa C YTOYHEHUeM
’Kano6, aHaMHe3a JKU3HM (BK/II0Yast
CeMeNHbII aHaMHe3) 1 3a60/1eBaHus,
BBIMOJTHAKOT TIATEIbHOE 0O HEKTUB-
Hoe obcrefoBaHme. C y4eToM BOBJIe-
YeHNS B MATOMOTMYECKMIT IIPOLjecc
MHOTHX CHCTEM U OPraHOB He06XO-
IVMO TIPUBJIEKATDH Bpadell CMEKHBIX
crienanbHocTelt (Hedponmoros, Kap-
IVOTIOTOB, 9HIOKPMHOIOIOB, TaCTPO-
9HTEPOJIOTOB U Ap.). [lmarHocTuka
aMIJIONI03a OCHOBAHA HA COYETAHII
K/IMHINYECKVIX JAHHBIX U PE3y/IbTaTOB
71ab0paTOPHO-MHCTPYMEHTATIBHBIX
006CIeoBaHMIL, Cpefyt KOTOPBIX OCHO-
BOIIOJIATAIONIasl PO/Ib MIPUHAIEKUAT
MOPQOIOINIeCKOMY UCCIeTOBAHNIO
6MONITATOB MOpPa)KEHHBIX OPTAaHOB
u TKaHeit [1].

OO6bBIYHO B LE/AX AMATHOCTUKI aMU-
JIOUI03a BBIIIOTTHAOT OUOIICUIO CIIN-
3MCTON 0OONTOYKM MPSIMON KUILIKI,
TIOYKM, TIEYEH, TIOJIKOXKHO-XKIPOBOI
knetyatku [5, 8]. Ilpu AL-ammno-
nno3e O6MONICKS CAU3UCTOrO U IIOJ-
C/IM3UCTOTO CI0€B MPSIMON KUIIKY
MTO3BOJIAET BBIABUTDH amuons y 70%
60/1bHBIX. YyBCTBUTEIBHOCTD 61101
CUI CITIOHHOM >KeJIe3bl COCTAB/ISAET
okono 90% [16]. Acnupannonnas
O6MOIICUs TOLKOXKHON >XMPOBOI
KJIETYATKU CIUTAETCS TIPOCTOI TIPO-
Lelypoil C BBICOKMM IpodunieMm
6e3omacHOCTY, MHPOPMATUBHOCTD
Kotopoit npu AL-amunonpmose go-
cturaet 80% [1, 33]. K npeumye-
CTBY JJQHHOJI IIPOLIEAYPbI OTHOCUTCS
TaK)Ke HU3Kas 4acTOTa Pas3BUTHUS
KPOBOTEYEHMII, YTO IIO3BOSAET JC-
[I0/1b30BATh HAHHBI METOJ, Y Halu-
€HTOB C reMOpPParnyecKuM CUHAPO-
MOM J HapylLIeHJeM CBepTHIBAHIIS
kposu [33]. [lpn Hanuuum cuugpoma

[acTpo3HTeponorus

3aIIICTHOTO KaHAJIa TPOBOJUTCS VC-
ClefloBaHMe TKaH, YHA/IEHHO IpU
IeKOMITpeCcCHMOHHOI onepanmu. [Tpu
Hofo3peHun Ha passutue AL-amu-
JION03a BBIMONHAETCA ITYHKINS
KOCTHOTO MO3Ta C ITOJICIETOM II/Ia3-
MaTUYeCKMUX K/IETOK. DTO IIOMOTraeT
He TOJIbKO [JYIaTHOCTYPOBATh JAHHbII
BapMaHT aMMION[03a, HO U OCY-
IeCTB/IATD A1 depeHIanIbHyI0 A1-
arHOCTUKY MEXY UAMONATIIECKIM
TUoM u AL-aMuIong030M, accoim-
MPOBAHHBIM C MIETIOMHOI1 60/Ie3HbI0
1, 33].

IImarHoCTMKa aMMUIONI03a OCHOBA-
Ha Ha BBISB/IEHNN TIPU MOPQOIOrH-
YEeCKOM JCCIeOBAaHNY KOHIO-POT-
MO3UTUBHBIX BHEKIETOUYHBIX MacC
aMITON/iA, KOTOPBIE TIPU MUKPOCKO-
U B TIO/ISIPM30BAHHOM CBETE JIAI0T
ABOJIHOE JIydelpeloMJIeHue, YTO
00yCIIOBNMBAET MOSBIEHME A06/104-
HO-3€/IeHOro oKpammBanus [1, 3, 33].
Lis ompenenneHus TMIIa AMITON/{032
MIpUMeHSETCS poba ¢ mepMaHTaHa-
toM Kamus. [Ipn o6paboTke 5%-HbIM
pacTBOpPOM IlepMaHraHaTa Kalusd
mpernapaToB ¢ AA-TUIIOM aMUTIONfa,
[IpeIBapUTEIbHO OKPAIIEHHBIX KOHTO
KPAacHBIM, yTPAa4MBaeTCsl CBOMCTBO
[BOJHOIO JTydenpeoMIeHNs, YeM
00BACHAETCA MCUE3HOBEHME A0I0Y-
HO-3€/IeHOTO IBeTa. B TO e Bpems
npu AL-Tune amunonsa 3To CBOVICT-
BO coxpansietcsi [33]. VMcnonb3oBa-
HJI€ I1[e/TOYHOTO T'YAHV/I/HA [I03BOJLS-
eT 6o7ee TouHO AU depeHIPOBaTh
BapuaHTel AA- n AL-amunonpgosa
[33].

CoBpemenHass Mopdonorndeckas
OVMArHOCTMKA aMUJIOMI03a TaKXKe
IpeAnonaraeT INpoBefeHNe UMMY-
HOTMCTOXMMUYECKOTO TUIMPOBA-
HIUSI aMUIONUA JJIS OIpemeleHnsI
JanbHelen TaKTUKu jedenns [24,
29, 34]. Hambonee TOYHBIM CYUU-
TaeTCsl MMMYHOTUCTOXUMUYECKOE
TUIIMPOBAHME C WCIONb30BAHNEM
MOHOK/IOHAJIbHBIX aHTUTENT K 6en-
KaM — TpeJleCTBEHHUKAM aMu-
noupa — crenuuIecKux aHTUTE
npotus AA-6erKa, TIETKUX LeTieil M-
MyHOIIO6yIMHOB (11M67a, Kamma),
TpaHCTUpeTHHa U OeTa-2-MUKPO-
rnobynuna [25, 35]. OgHako ero
pesy/IbTaThl He BCerfa TOCTOBEPHBI
(e 6omee yem B 50% cryvaeB) us-3a
IPUCYTCTBUSI HOPMA/IbHBIX MMMY-
HOITIOOY/IVIHOB, @ TaK)Ke BO3MOXKHO-
CTU TTOTEPY AMWIOUIHBIX IIETIEl TIPU
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¢dukcanuu marepuana. MeKTPOHHAs
MUKPOCKOIINSI COBMECTHO C Macc-
CIIEKTpOMeTpUell MO3BOIsAET Bepu-
¢duMpoBaTh BCe M3BECTHBIE TUIIDI
aMIIoN/a, HO3TOMY JAHHBII METOJ,
cumraercs Hanbosee JOCTOBEPHBIM.
JlasepHast AMCCEKIVSI M MaCC-CIIEKT-
pOMeTpus Ha OCHOBE IIPOTEOMHOIO
aHajM3a MPU3HAHBI 30I0THIM CTaH-
IapTOM /IS TUIIMPOBAHVISI aMUIONTA
co crrenuduaHOCTBHIO 100% 7 YyBCT-
BUTEIBHOCTBIO 90% [16].

[Tpu mono3peHMUM Ha CUCTEMHBII
aMMJION/[03 HPOBOAUTCS OIj€HKa
napanpotenHos [8, 10, 36]. Illu-
POKO IpUMeHsieMble B PYTUHHOII
IpaKTUKe METOMbl IPOCTOro Oen-
KOBOTO 37IeKTpodopesa U NMMYHO-
a7eKTpodopesa 3a4acTyI0 HEJOCTa-
TOYHO 3 PeKTUBHBI B BBIABIEHUN
MOHOK/IOHA/IbHOJ TaMMAamnaTuy Ipu
AL-amunonpose [36]. B cBsA3u ¢ sTuM
B HaCTOsllee BpeMs IPUMEHSIeTCs
MMMYHO(UKCUPYIOLINIT 371eKTPOodo-
Pe3 CBIBOPOTKU KPOBM MLV MOYIL, 4TO
[03BOJISIET B OOJIBIIMHCTBE CIy4aeB
00OHAPYXNTH HOBBILIEHHOE COfEpIKa-
HIl€e Kallla- 1 /IIMOMa- JIeTKUX IieTeit
[1, 36, 37]. [TOIOIHUTENBHO UCIIONb-
3yeTCsi METOJ|, KOIMYEeCTBEHHOrO OII-
pereeHyisi CBOOOHBIX TETKNX Iierteit
MMMYHOITIOOY/IMHOB B KpoBu — Free-
lite-test [36, 38]. C momomu[b0 3TOrO
TeCTa OIPeRe/IIOTC IUPKYIUPYIo-
Ijye B KPOBY aMIIONOTeHHbIe (u-
Opmnbl Genka-IpefnIecTBEHHNKA
C YYBCTBUTENBbHOCTBIO 85-98% [38].
PekoMeHIOBaHO OJHOBpPEMEHHOE
IpYMeHeHNe MeTofa aneKTpodope-
3a, METOa IMMYHOMUKCALUI KPOBH
¥ CyTOYHOJ MOYY, @ TaKXKe KOJINYeCT-
BEHHOJI OLIEHK) YPOBHS CBOOOHBIX
JIETKUX IieTieil MMMYHOITIOOY/INHOB
B CBIBOPOTKe KpoBu MeTofioM Freelite
[10, 13].

B xvHMYeckoM aHanuse KpoBYU IpU
CHCTEMHOM aMI/IONJ03€ MOTYT Ha-
OMIOaTbCS SABIEHMS TUITOCIITIEHN3-
Ma (3a CY4eT MACCUBHOTO OT/IOKEHVISI
aMIJION/IA B CeTIe3eHKeE), O YeM CBUfie-
TE/IbCTBYET PasBUTIE TPOMOOLMTO3
B COYETAHMM C HOSBIICHNEM Terell
JKommu B aputpounTax [10].

ITo maHHBIM OO0ILEr0 aHa/M3a MOYN,
IPY IOPYKEHNN IT0YeK Ha (HOHe aMut-
JION[{03a OIIpefesieTCsl IPOTEeNHY-
PYisL, IPEMYIeCTBEHHO 3a CUeT ajlb-
o6ymmuypun. IIpn AL-amunonpose
B 20-45% ciydaeB HabOmiomaeTcs
CHIDKEHME CKOPOCTU KIyOO4Ko-
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Boit putbTpauym. IIpn ammnonnose
[IOYeK MACCUBHAsI IIPOTENHY P C Te-
HepaJI130BaHHBIMI OTEKaMMU ¥ TUIIO-
ampOyMUHEMMell MOXKeT Pa3BUBaTh-
Cs1 B TOM 4MCIIe IIPY HOPMa/JbHOM
yPOBHE KpeaTMHVHA ¥ MOYEBUHBI
Kposu [2].

[lns ompeneneHNs HaCTeCTBEHHBIX
¢dbopM ammIonmo3a U IPOBELEHMS
nuddepeHnaNbHON AMATHOCTUKY
MEeX/y Hac/IeCTBEHHbIMIU BapUaH-
Tamy 1 AL-TuIoMm aMmiaonzosa npu-
MEHSIOT TeHeTNYeCKOe TeCTUPOBaHEe
C LI€/IbIO BBISIBIEHNSI MY TALNI1 B TeHAX
TPAHCTUPETIHA, AMIOIUIIONPOTENH,
renconusa [1, 8, 13, 14].

IIna BepudmKauum HapyLIeHUIN
CO CTOPOHBI CepALia ITPU aMIUIOUJI03€
UCIO/Ib3YIOT 9/IEKTPO- U 9XOKAPAUO-
rpauio, XO/ITEPOBCKOE MOHUTOPH-
pOBaHIe, MarHUTHO-PE30HAHCHYIO
ToMorpaduio, CHMHTUrpaduio ¢ mu-
podocdarom TexHenus [5, 8, 39].
CoracHO TOCTAe[HUM [aHHBIM,
aMMJIONJIO3 Cepylia CUUTAeTCA IIOf-
TBEPIK/IEHHBIM B C/Ty4ae BBLIB/ICHVISI
aMIJIOMITHOV MHUIBTPALIMHU CeppLia
(110 TaHHBIM 3HZOMUOKAP/UATBHOI
OMoIICKUM) WM YTONLIEHUs CTEH-
Ku sieBoro xenygodka (JIDK) 6onee
12 MM (o ganubIM OX0KT') B oTCYT-
CTBYE apTepPMaIbHON TUIEPTOHUN
WIN APYTUX IPUYUH TUIepTpodun
JOK ¥ TONMOXUTENbHOI OKpPacKu
Ha aMIION[ HeKapAMaabHBIX TKa-
Hell (110 ZAaHHBIM T'MICTOJIOTMYECKOTO
nccnenosanusi) [40]. XapakTepHbIMU
IpU3HAKaMM aMUIONA03a CepAla,
no gaHubiM OKI, gaBmsaroTcsa: Hu3-
kuit BombTak QRS u/unmm xomruiek-
col QS, HeOCTaTOYHOE HapacTaHMe
3y610B R; Tnnuyen gud¢ysHsiii xa-
paxTep M3MeHeHut (CrIaKeHHOCTh
win nHBepcus 3ybua T Bo MHOTMX
OTBe[leHNUsX), Hanudme apUTMUN
U HapylLIeHUsA MPOBOAVIMOCTH, TICEB-
nouHpapKTHble M3MeHeHus [5, 8,
39]. IIpn nposegenun MPT ceppua
y HAallVIeHTOB C aMIIOULO030M pe-
TUCTPUPYIOT Cy6aHIOKapAManIbHOe
HaKOIJIEHNe TaJoNMHUsA, KOTOpoe
MMeeT BBICOKYIO YYBCTBUTEIbHOCTD
U CIelupUIHOCTD, B YaCTHOCTH IPH
AL-amunonupgose [5]. ITo maHHBIM
9xoKI, mpu amunoupose Habmwo-
JAIOTCA BBIPR)KEHHOE YTOJIIeHME
CTeHOK HepmnaTtupoBaHHoro JIK,
IpPU3HAKY PEeCTPUKTUBHOTO HAIOJ-
HEHNs, PaclIMpeHns 000ux mpep-
ceppuii, yTOMIIeHMe KIallaHOB, Ha-

J4ue MepuKapAnaabHOTO BBIIOTA
[41]. CoueTaHMe HECKONBKUX IEpe-
YJC/IEHHBIX NTPM3HAKOB CYIIeCTBEH-
HO TIOBBIIIIAeT BepPOATHOCTDb HATTNINA
ammtongosa ceppua [8]. s puar-
HOCTMKI aMIJIOUIO3a CepALia TaKxKe
IIPYMEHSIOT CHVHTUIPAdUIO C U30-
ToroM TexHeuus 99mTc-nupodoc-
¢daroM, KOoTOpas BBIAB/ISAET 3HAUN-
TeJIbHOe HaKOIUICHNE PafoN30TOIIA
MIOKapfiOM IIpY HaJIMYUM TPAHCTU-
PETMHOBOTO aMIION[A U SB/IAETCS
Hafle)KHBIM HEMHBAa3MBHBIM MeETO-
moMm Bepudukaruu ATTR-tumna amn-
nonposa [14, 42, 43]. Cunnrurpadus
MIUOKapfia ¢ M30TOIOM TeXHeLVs
99mTc-DPD (puxap6oxcumpormnaH-
andocdoHaT) MOXKET IPUMEHATHC
B LemAxX auddepeHnnanbHOI auar-
HOCTUKI MEXJy cTapyeckum u AL-
TUIIOM aMMIOUZO03a, IIPU KOTOPOM
HaKoOIlJIeHJe TIperapaTa B MUOKapyie
HeCYIeCTBEHHO [44].

ITo gaunubiM Y3V opraHoB 6pONIHOIL
IIOJIOCTY, IIPY CUCTEMHOM aMIIOUJIO-
3€ MOTYT BBLABJLATHCA TeIIaTOMET IV,
crleHoMeranusa 1 Hedpomeranus,
4TO CBUJETETIbCTBYET O BOBJIEUEHUN
B MIATOIOTMYECKMIT IIPOLIeCC JAHHBIX
OpPraHOB BCJIEACTBME HAKOIICHUA
aMIIoNpa.

Hapapy ¢ npumenenuem Y3W pnd
AVMArHOCTMKY aMMJIOMZO03a Ie4eHN
B HAcTosAllee BpeMsA HCIIONb3YIOT
anacrorpaduio (pubpockan) [45].
B HeKOTOpBIX cTpaHax MMpa JOCTYII-
Ha CUMHTUTpadusA IedeHU C iof-
123-Me4eHHBIM CHIBOPOTOYHBIM aMU-
noumom P (1231-SAP) [3].

ITpu sHpoOCKOImMYecKkoM 06cIeoBa-
v JKKT npu nogospenun Ha amu-
JIOUJI03 MOXXHO OOHAapYXUTb pac-
IIMPEHHBINl NNUIeBOJ, MPU3HAKU
CHIDKEHMS IepPUCTAIbTIKY OPTaHOB
JKKT [16], apo3un, u3bsa3BieHnus,
MHTpPaMypaJIbHble FTeMaTOMBI, CyOMY-
KO3HbIE OIyXOJIeMOJZOOHbIEe MacCHI,
YTOJIIeHNe CIU3UCTON 060/I0YKN
XKelrynka [46, 47] v opyrux oTenoB
JKKT.

Jlna BbIABNIeHNA HOpPa)KeHusA Iie-
pudepndeckoit HepBHON CUCTe-
MBI IIPY aMUJIOMZI03€ HPUMEHAT
CTUMY/IALMOHHYIO U UTO/IbYATYIO
anextpomuorpaduio (OMI), BbI3-
BaHHbBIe KO)KHbIE CYMIIaTUYeCKIe 0~
ternuanbl (BKCII), konmudecTBeHHOE
ceHcopnoe tectuposanue (KCT) [7].
Crumynanuonsnas OMI nossonser
OIIpeieNINTh aKCOHOIATHIO IO YPOB-

HIO CHIDKEHVA aMIUIUTYbl MOTOPHBIX
U CEHCOPHBIX OTBETOB, IIOPAXKEHIEe
MME/TNHOBOI 00O0JI0YKY, MPOSBIA-
Iolljeecsl CHVDKEHMEM paclpocTpa-
HeHMsI BO3OYXX[eHMs IO HepBaM,
a Tak)Ke UX coueTaHme. BerepgcTue
MOpa’KeHMSI TOHKMX HEPBHBIX BOJIO-
KOH Ha PaHHMX CTaIUAX 3a00/IeBaHNIA
crumysinnonHas OMI MoxkeT ObITh
HefoCcTaToYHO MHpopMaTuBHa. Tora
nposopnrcsa KCT [48]. B ciyuae,
KOI7ia HayasIo 3a60/IeBaHMsA COIIPOBO-

JKIAeTCsl BETeTaTUBHBIMM PacCTPOii-

CTBaMM, HeOOXOAUMO MpOBefieHIe

OPTOCTATUYECKON MPOOBI, OLEHKN

BapuabeNbHOCTI CEpPIeYHOro pUTMa

n uccnegoBanuss BKCII. C uenpro

00BEKTUBHOI OIIEHKU BOBICYEHMS

B [IATO/IOTMYECKII IIPOLIeCC ITpY aMM-

JIOUJ03€ CKENIETHOW MYCKY/IAaTyphl

VICTIONb3YIOT UTONbYaTy0 IMI.

JIMarHos cucTEMHOTrO aMMIONJ03a

CTIelyeT 3al0f03PUTD Y M060ro 60/b-

HOTO:

v/ ¢ HegmaberndeckuM HedpoTimde-
CKJIM CHHIPOMOM;

v/ HeMIIEeMIYECKON Kap/IMOMIOTIATH -
eit ¢ runeptpodeit OTHENIOB Cepr-
I1a [10 TaHHBIM 3XOKappyorpadus;

v/ TellaToMerajaueil VI TIOBBIIIEH-
HBIM 3Ha4eHMeM LIe/I0uHOo doc-
harasbl TPy MCKIIOYEHNN [PYTOIt
IaTO/IOTUH;

// XpOHMYECKOI BOCIIQ/INTE/IbHO [ie-
MUENMHUBUPYIOLIEN TOMMHENpOIIa-
THell ¢ MOHOK/IOHA/IBHBIM 0e/IKOM;

/ TIpM  HaIM4My MOHOK/IOHA/IbHOM
raMmanaTuy Ha oHe HEOOBSICHM-
MOJ1 yCTa/IOCTH, OTEKa, IOTEPY Beca
W mapecresuit [4].

3aKnioueHue

CHUCTEeMHBIT aMWIOUL03 OTHOCUT-
CsI K TPYAHO JUATHOCTMPYEMOII I1a-
TOJIOTMN, TIOCKOJIBKY K/IMHUYECKIe
CUMIITOMBI 3a4acTYI0 MMUTHUPYIOT
IIpU3HAKM APYIUX Hanbormee pacmpo-
CTpaHeHHbIX 3aboneBaHuii. Bosne-
YeHMEe B ITaTOJIOTMYECKUI MPOoLecc
Pas/IMYHBIX OPraHOB OOYC/IOB/IMBA-
eT MHOroo6pasue >kajob IalueHTa
M KIMHUYECKUX IMPOSIBIEHUI, UTO
OpUBOZUT K AuddepeHnaabHbIM
TPYAHOCTSIM, IIO3/JHEI BeprUKaLnIm
JMarHO3a, HeCBOEBPEMEHHOMY Hada-
JIy JIe4€HMS Y IOCTIEAYIOLIVIM OCTIOXK-
HEHVIAM.

Asmopol 3a516715110m 06 omcymcmeuu
KOH(UKMA UHMEPecos.
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Systemic Amyloidosis: Clinical Manifestations and Diagnosis
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This review is devoted to the current state of the problem of diagnosis of systemic amyloidosis at the outpatient stage
and in a multidisciplinary hospital. The article summarizes the existing information about the variants of the clinical
course and provides current methods of verification of this disease. In systemic amyloidosis, the involvement of different
systems and organs in the pathological process, the variety of clinical manifestations and nonspecific complaints

of the patient in the early stages of this disease often lead to untimely establishment of the correct diagnosis and late
initiation of treatment, worsening the prognosis and posing a significant threat to the life of the patient. Early diagnosis
of systemic amyloidosis allows the patient to start treatment on time and increases the chances of success.
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of amyloidosis, amyloidosis of the heart, amyloidosis of the kidneys, amyloidosis of the gastrointestinal tract
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