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AMunouno3 — rpymra 3a00JeBaHMIi, XapaKTepU3YIOLIUMXCSI CUCTEMHBIM WJIX JIOKAJbHBIM MOpaXKeHUEeM OpraHoOB
BCJIEICTBUE NEMO3ULIMU B TKaHX Oejika amuiionsa. OCHOBHBIMUM OpraHaMU-MUILIEHSIMU SIBJISIIOTCS CEpILE, MOUYKH,
HEepBHas cucTeMa, MeuyeHb, OJHAKO MPU CUCTEMHBIX (popMax MOTYT MOpaxaTbCsl MPAaKTUIECKU BCe TKAHU. AMUIOU-
JIOTE€HE3 OTHOCAT K MHOTO(PaKTOPHBIM TMpOoLEccaM, OJHAKO Pe3yJIbTaThl MOJIEKYISIPHO-OMOIOTUUECKUX UCCIea0Ba-

HUI TTOCAeAHUX AECITUIETUI MOKa3aJIu BeAYIIYIO0 pOJib O€IKOB-MpealleCTBEeHHUKOB aMWUIouAa B maToreHese 00-
JIE3HU, YTO MO3BOJIUJIO MPEITI0XUTHh HOBbIE, 00Jiee a(DDEeKTHBHBbIE METO/bI JIEUEHHUS, B TOM YKclie 000CHOBATh MpU-
MeHeHMe TpaHCcIIaHTauuu neyeHu npu ATTR-amunonnose U nepecaaky ayToJOrMYHbBIX CTBOJOBBIX KJIETOK MPU
AL-amunonnose.

KmoueBble clioBa: amuioudos, beaku-npeduiecmeenHuku amusouoa, SAA, reekue yenu ummyHo2100yAUH08, MPpaHcmupe-

MUH, NAA3MOKACIMOUHAS OUCKPA3Usl, Nepuoou4eckas 601e3Hb

AMYLOIDOSIS: PROBLEMS OF ITS DIAGNOSIS AND TREATMENT

V.V. Rameyev, L.V. Kozlovskaya, I.A. Sarkisova
Department of Therapy and Occupational Diseases, I. M. Sechenov Moscow Medical Academy, Moscow

Amyloidosis is a group of the diseases characterized by systemic or local lesions of organs due to the tissue deposition
of the protein amyloid. The major target organs are the heart, kidneys, nervous system, and liver; however, virtually
all tissues may be involved in the systemic forms of the disease. Amyloidogenesis is referred to as multifactorial
processes; however, the molecular biological studies conducted in the past decades have shown the leading role of
amyloid precursor proteins in the pathogenesis of the disease, which has enabled the authors to propose new, more
effective treatments, including to warrant liver transplantation to be used in ATTR-amyloidosis and autologous stem
cell transplantation in AL-amyloidosis.
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Onpepenexue YECKU CBsI3aHbl C aMUJIOMI030M OCTPOBKOBOTIO armapara;

B Hacrosilee BpeMs aMUJIOMIO3 PACCMATPUBAIOT KakK aMUJIOUJT TIPU 9TOM 00pa3yeTcsl U3 MOJUMENTHAA OCTPOBKO-
rpyrmy 3a0ojieBaHUI, XapaKTEePU3YIOLIUXCS OTIOXEHUEM B BbIX B-KieToK (AIAPP). B nmociaeaHue rojpl LIMpoKoO U3yvya-
TKaHAX M opratax GpudpuispHoro 6enka amunonaa (DBA).  eTcsa mpobnema AB-aMUIOMI03a TOTOBHOIO MO3ra — LIEHT-
MeToapl onpelesieHuss aMUJIOMAAa B TKaHAX OCHOBAaHbI Ha payIbHOTO 3BEHA B TTaTOTeHe3e 0oe3Hn AnblreliMepa, caMoit
CBOMCTBE [IaBaTh IOJOXUTEIbHYIO PEAaKIMIO IPU OKpacke  4acToii (GopMbl geMeHUMi Mmoxunbix. Yacrora GonesHn
KOHI'O KpacHBIM, BBISIBJISIIOIIEN CITOCOOHOCTh amMuJionaa K AnblreiiMepa gocturaet 1% cpeau MoXuibiX UL B BO3pacTe

JIBOIHOMY JydemnpeIoMJIEHUIO B TOAspu3oBaHHOM cBere, 00 7eT, a k 85 romam — 30%. K TumuaHBIM TposiBIeHUSM 60-
YTO OOYCIOBIIEHO CIIeU(MDUIECKIM CTPYKTYPHBIM CBOWCTBOM  JIE3HU OTHOCSITCS HApYIICHWE MTaMsTH, MHTEJUICKTa, YXY/IIIe-
AaMUWJIOUAHON GUOPUILIIBI — Kpocc-f-CKilaayaTtoil KoHbop- HMe peyeBoil HYyHKLIMM, MOBEJEHUYECKUE PACCTPOICTBA — OT
Marueii. HECIOCOOHOCTH TOJIb30BATHCSI TPAHCIIOPTOM JI0 YTPaThl Oa-

anupemuonorua 30BBIX HaBBIKOB I10 CaMOOOCIYXMBAaHUIO (MpUEM IHIIH,

PacnpocTpaHeHHOCTh aMuUIOUI03a CPEeIM HaceJeHUs MOJIb30BaHUE TyaJeTOM). XapaKTepHbl TakXke HEeyCTONuu-
CYLLIECTBEHHO Pa3/IMYaceTCsl B 3aBUCUMOCTU OT KJIMHUYECKOM BOCTb HACTPOCHMU, allaThsl.

¢dopMbl (JIOKaJIbHBIN, CUCTEMHBIN), THUYECKOW TpUHAJI- Cucremuble (hOpMbl aMWIONI03a, TIO-BUIUMOMY, MEHEE
JIEXXHOCTH, Teorpacduyeckoil 30Hbl. JIoKabHbII cTapuecKuit 4acThl, XOTsl YACTUYHO 3TO MOXKET OBbITh CBA3aHO C IO-IIPEX-
HE3HIOKPUHHBIN amuiaouno3 (AANF) BcTpeuaeTcst moBce- HEMY TUUIOXOI pacrno3HaBaeMOCTbIO 3a00JieBaHUs U3-32 MHO-

MECTHO cpeau i crapiue 80 yer. HakormieHo 10cTaTouHo TOJIMKOCTU €ro CUMNTOMATUKU. Tak, cucteMHblit AL-amuiio-
(hakTOB, CBUAETENbCTBYIOLIMX O TOM, YTO MOYTU BCE Clydyau W03 €XETOAHO BBISIBISIETCS C YaCTOTON 8 GOMBHBIX HA | MITH
nurabera 2-To TUIIA y JTIIOAEH MOXMIOr0 BO3pacTa IMaToreHeTh- xuteneir CILIA, 3a6oneBaeMocTh AA-aMUJIOMI030M 3aBUCUT
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Kimmnnyeckas hopma aMmuiionsio3a

BropuuHblif aMUI0MI03 PU XPOHUYECKUX BOCTIAIUTEIbHbBIX 32001eBaHUSIX,

B TOM UYHMCJIE IEPUOANYECKOll 00sie3HM U cuHApoMe Makia — Yanbca

Ta6mmua 1. Karaccugpuxkayus amunroudosa
Benok amunonaa Benok-npenmecTBeHHUK

AA SAA

AL -, x-Jlerkue uenu UMMYHOIJIOOYTMHOB
ATTR TpaHcTupeTHH

Ap-M B2-MuKpornooymH

AGel lenconun

AApoAl ArnonunonporenH A-I

AFib DubpuHOreH

AP p-benox

APrPSer [1prOHOBBII OEIOK

AANF TIpencepaHblii HATpUIypeTUUECKUt (haKTOp
AIAPP AMUIMH

ACal TIpokanbLIUTOHUH

ACys Hwucratun C

OT PACIpPOCTPAHEHHOCTU U PE3yJbTaTOB JICUEHUST TeX WU
WHBIX TIpeUIekalinx aMmwionno3y 3aboneBanuii. B mocien-
HUE TOMIbI CPeIV MPUYMH BTOPUIHOTO AA-aMUIONI03a TTOBbI-
maetcsi pojib peBMarougHoro aptputa (PA), aHkumo3upyto-
LIETO CIIOHAWIOAPTPUTA, IICOPUATUYECKOTO apTPUTa U OIIy-
XOJIeii, B TO BpeMsI KaK XpOHUYeCKre WHMEKIIMU, THOWHO-
BOCITAJIUTEIbHbIE 3a00/¢BaHMsI OTCTYIIMIM Ha BTOPOM ILIaH B
YCIIOBUSIX COBPEMEHHOM aHTUOMOTUKOTepanmuu. B cTpaHax
EBpornbl ammiionio3 passuBaetcs y 10% GonbHbIx PA 1 1oBe-
HuneHeIM PA [1, 2]. 1o manueiMm H.A. Myxuna [3], PA u
IOBEHWIbHBIN PA 3aHMMAIOT IepBOe MECTO B PSIAY Ipeapac-
rmojaralomux K AA-aMuiIonno3y 3a0oJieBaHMA, COCTaBIISS
43%. HeobOxomMMO YYUTHIBATh M BO3pacTalollee 3HaYeHUe B
CTPYKTYpe TPUIMH AA-aMIIIONI03a XPOHUYECKHX 3a001eBa-
HUI KMIIEYHUKA — HeCTIen(pUISCKOro sI3BeHHOTO KOJIMTa 1
oonesnu Kpona. PacnpocTpaHeHMe ceMEWHBIX BapuUaHTOB
CUCTEMHOTO aMUJIOMI03a M3YyYeHO HEIOCTaTOYHO. MOXHO
rmoJjiaraTh, YTO BHEIPEHUE B MPAKTUKY CIEMaTbHBIX 2JIEKT-
podOpeTUIECKUX METOIOB BBISIBJICHUSI B CBIBOPOTKE MYTaHT-
HBIX (POpPM aMWJIOMIOTEHHBIX OCJKOB M METOHOB Te¢HETHYE-
CKOTO TECTUPOBAHUSI ITO3BOJUT OINPENETUTh UICTUHHYIO Yac-
TOTY CEMEHOro amuiaonao3a B Poccuu.

Knaccutukauus

CoBpeMeHHbIe KIaccuuKaly aMHJIOUI03a MOCTPOe-
HBI 10 IPUHLIKITY criennduaHoctr ocHoBHOro MBA. B kitac-
cudbuxannu BO3 1993 1. [4] npuBeneH T aMmwiona, ykasza-
HBbl W3BECTHBI OEJOK-MPEeIIIeCTBEHHUK W KIMHUYECKUe
GopMbI aMUJIONI03a C TIEPEUUCACHUEM IIPEUMYIIECTBEHHBIX
opraHoB-MuIleHeii. Bo Bcex Ha3BaHUMSAX THUIIOB aMuUJIoOWaa

AMWIonno3 TIpU TUTa3MOKJIETOYHBIX JUCKPA3UAX — HHHOHaTHHGCKHﬁ,

MpU MUEJIOMHOM GOJIE3HM ¥ MaKpOrIoOyInHeMun BasbaeHcTpema

Ce

MeiHbIe (bOpMBI HOHHHBﬁpOHaTHQCCKOFO, KapauoImnaTuyeCcKoro
M IPYTOro aMWJIOUI03a, CACTEMHBINA CTAPUYECKUI aMUJIOUA03

Jvanu3Hblii aMAJIONI03

DuHckas cemeitHas aMMWJIOMaHas1 HOHHHeﬁpOHaTHH

AmvunonnHast nomunenponatust (111 tum, mo van Allen, 1956)
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AMunouHasi HedpornaTust

Bose3nb Anblireiimepa, cuHapoM JlayHa, HacaeICTBEHHbIE
KPOBOM3JIMSHMS B MO3T ¢ amuiionio3oM (Tommanams)

bonesup Kpeitridenbara — SIkoba,
6osie3Hb [epctmanHa — Iltpayccinepa — LlleiiHKepa

M3011pOBaHHBII aMUIOUI03 TIPEACEPANIA

M3onupoBaHHBI aMIJIOUI03 B OCTpoBKax JlaHrepraHca
TIPU caxapHOM ArabeTe 2-To TUTA, MHCYTMHOME

[pu Meny/UIIpHOM pake NIUTOBUIHOM KeJe3bl

HacneacTBeHHBIE KPOBOUBIUSIHUS B MO3T ¢ ammionao3oM (Mcnanaus)

MepBOii OYKBOI SIBJISICTCSI MPOMMCHas OyKBa A, 03HavaroIas
CJIOBO «aMUJIOU», 33 Hell cieayeT 0003HaueHNe KOHKPETHO-
ro ®BA — A (amunounHslii A-mipotenH), L (1erkue memnu
ummyHorno6ynuHos), TTR (tpanctupetun), 2M (f2-mukpo-
m1o0ynuH), B (B-nporeun), IAPP (ocTpoBKoOBBIIT amuion-
HBII TTOJTUTICTITH).

C KJIMHUYECKMX TIO3UILMI 1eJecoo0pa3Ho pasiesieHue
aMUJIONI03a Ha CUCTeMHBIe (TeHepan30BaHHbIE) U JIOKAIb-
Hble (OPMBI.

Cpeay cucTeMHBIX (hOPM aMMJIOMI03a BBIIEISIIOT AA-,
AL-, ATTR- u Ap2M (nuanusHuslii)-amuionao3 (tadsu. 1).

B rpynny AA-amuionao3a BXOAUT MTOMUMO BTOPMYHOTO
peakTUBHOTO aMUJIONI03a TAKXkKe aMUJIOUI03 B paMKax Mepu-
OIMYECKOi 00JIe3HU (Cpenr3eMHOMOpCKas TUXopaaKa — 3a-
0oJieBaHUE C PELIECCUBHBIM TUIIOM HacjieJ0oBaHUs, Habo1a-
jolieecs y BBIXOALIEB U3 paiioHa Cpean3eMHOTO MOpsi, Cpeau
apMsIH M eBpeeB, XapaKTepU3yIolleecsT PeluANBUPYIOIINMUI
0O0JISIMU B XXUBOTE, IPYIHOI KJIETKE, CycTaBax, C pa3BUTHEM
ammionnosa y 40% GoJIbHBIX), a TAKKE aMUJIOMI03 IIPU CUH-
npome Makina — Yanbca (ceMeliHasg HedponaTtusi ¢ Kpanus-
HUIIEH U TJIyXOTO#) M HEKOTOPBIX IPYruX peakux 3abosieBa-
Husx — TRAPS, runep-IgD-cunapom u np. AA-amunouns o6-
pasyeTcsl U3 CBIBOPOTOYHOTO TPEIIECTBEHHNKAa — ocTpoda-
30BOro 6eska SAA, mpoayLrpyeMoro rpu BocrnajeHuu. SAA
SIBJISIETCS  O.-TJIOOYJIMHOM, TIO CBOMM (DYHKIIMOHATbHBIM
cBolicTBaM O6JM3KUM C-peakKTUBHOMY OEJIKY.

Ipynna AL-amuionao3a BKIOYAET MEPBUYHBINA (MIMO-
MaTUYeCKUit) aMUJIOMI03, aMWUJIOUI03 TIPU MHUEJIOMHOI 00-
Jle3HU U B-kiieTouHbix onyxossix (0osie3Hb BanbaeHcTpema u
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IIp.), T.e. Pa3IUYHbBIX MPOSIBICHUSIX B-muMdboumTapHoit auc-
Kpasuu, Npu nepBuyHoM AL-aMUI0u103€ OTHOCUTEIBHO 00-
Jiee nobpokavyecTBeHHOM. [loaraioT, 4To aHOMaJIbHBIN KJIOH
IJ1a3MaTUYECKUX MM B-KJIETOK B KOCTHOM MO3Te TTPOIYIIM-
pyeT MOHOKJIOHAJIbHbIe MMMYHOTJI00YJIMHBI, OO0Jagalomme
amuiougoreHHocTblo. [lpenmectBeHHuKaMu AL-amuiionna
CJIy>KaT JIETKHMeE 1eTTM MOHOKJIOHAJIbHOTO UMMYHOTJIOOy TMHA —
yaiue A -, pexe K -Turos (cootHolienue 3:1).

Ipynny HacneacrBeHHoro ATTR-amunouno3a cocraiisi-
10T ceMeliHasi aMUJIOMIHAs IOJIMHENPOTaThsl, pexke Kapauo-
narusi U Hedpomnartus, HacjaelyeMble MO ayTOCOMHO-IOMM-
HAHTHOMY THITy, U CUCTeMHBbIIi cTapyecKuii amuaonao3. Col-
BOPOTOYHBIM OEITKOM-TIPEAIIIECTBEHHUKOM aMUJIOMI03a B
3TO¥ TpyMIe SIBISIETCS] KOMITOHEHT MOJIEKYJIBI TIpeaTb0yMrHa
TpaHcTupeTuH (transthyretin — TTR) — TpaHcnopTHbIi Oe-
JIOK JUTSI TUPOKCUHA M PETUHOJA, TIEPBUYHO CUHTE3UPYEMBbIit
B TieueHu. HaciieicTBeHHBIN ceMeiHBIIT aMWIONI03 SIBIISIETCSI
pe3yJbTaTOM MYTallMy B T€HE, OTBETCTBEHHOM 32 CUHTE3 MO-
JIEKYJIbI TPaHCTUPETUHA. MYTaHTHBII TPaHCTUPETUH HMeEET
TOYKOBYIO 3aMEHY B MOJIEKYJIe: HanpuMep, pu HauboJee ya-
CTO BCTpeyYalolleMcsl CEMEHHOM MOJMHEUPONmaTUIYeCKOM
aMWIOWI03¢ METUOHWH 3aMeHEeH Ha BajduH B 30-ii mo3uunu,
HaurHag ¢ N-KOHIa MoJIeKyJ/Ibl TpaHcTtupeTrHa (Met30); us-
BeCTHO elle 6osee 50 pa3aMUHbIX BApUAHTOB TPAaHCTUPETUHA
C €IMHCTBEHHOI aMMHOKUCJIOTHOI 3aMEHOI B MoJieKyJsie. B
OCHOBE CEMEHOTO HACJIEJICTBEHHOTO aMUJIOUI103a MOTYT Jie-
JKaTh MyTaHTHbIE (POPMbI 1 IPYTUX OEJTKOB — aroJUIIONpOTe-
nHa A-1, renconuna, udbpuHoOreHa A, Tu301MMa.

K ATTR-aMuiouzo3y OTHOCUTCS TakXe CHUCTEMHBIN
crapyeckuit amuaonao3. OnHaKo B OTJIMUKME OT HACIEICTBEH-
HOTO CEMEWHOTO aMMJIOUI03a B €0 OCHOBE JICXKUT HOPMaJib-
HBII TPAHCTUPETHH.

Ilpu AP:M(amanuzHom)-amunona03e OGeIKOM-Tpeaiie-
CTBEHHUKOM SIBIISIETCS P2-MUKpOTIOOyauH ($:M), KoTophrit
He QWIBTpyeTCsl yepe3 OOJNBIIMHCTBO JTUATU3HBIX MeMOpaH
COBPEMEHHOTIO TUIIA 1 33[IEPXKUBAETCS B OpraHu3Me. YpoBeHb
B CBIBOPOTKE [32-MUKPOTJIOOYJIMHA Y OONBHBIX HA JUTUTETHHOM
remMoauanuse rnoeiaercss B 20—70 pa3, NpUBOAUT B Cpe-
HeM yepe3 7 JIeT K aMUIOUA03Y.

Cpenu JIOKaabHBIX (hOPM aMUJIONI03a TIPEAIaraloT BbI-
NIEJIATh CTApYECKUI aMUJIOU103, BCTPEYAIOLIUICS Cpen JII0-
neit 70—80 yer, U HecTapuyecCKUil JIOKAJIbHbII aMWJIOUA03,
Cpelu CTapyecKoro JIOKaJbHOTO aMUJIOUA03a, B CBOIO OYe-
pelb, — DHIOKPUHHBIE U HEIHIOKPpUHHBIE (hopMmbl [5]. Cpe-
I SHIOKPUHHBIX BECbMa MHTEPECEH C TEOPETUUECKON TOUKU
3peHUsl cTapueckuii amunouno3 npencepanii (AANF), mipu
KOTOPOM TMpEIIIEeCTBEHHUKOM aMWIouaa SBJsSeTCS Tpea-
cepaHbIi HaTpuitypetudyeckuii paktop. [IpakTuyeckoe 3Ha-
YeHNEe UMEET aMUJIOMI03 OCTPOBKOB ITOIKEyIOUHOM XKeJie-
3bl (AIAPP) y crapukoB. Cpenu HEdHIOKPUHHBIX CTapye-
CKMX aMWJIOMI030B BaXKHOE 3HAYEHUE UMEET LiepeOpaibHbIii
aMuiionsio3 (Af), KOTOpBINI paccMaTprUBAIOT KaK OCHOBY Iie-
pebpasibHOl AeMeHUUu Ajblreiimepa. [1peaiiecTBeHHUKOM
amMuJionia rpu 6osie3HU AJiblLreiiMepa CUYMTaloT ChIBOPOTOY-
HBII B-TIPOTEWH, OTKJIABIBAIOIINICS B CTAPUYECKUX OJISII-
KaX, MO3TOBBIX HEMpODUOPMIUISIPHBIX CTUIETEHUSIX U COCY-
nax. JIokaJbHbI aMUJIOUI03 HAOJII01aeTCs U 'Y MOJIOABIX JIIO-
nent. Boinensitor Hectapueckuit APUD-amunounnos, T.e. amu-
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JIOWI03, BOSHUKAIOIINI B SHIOKPUHHBIX OTMYXOJISIX, U aMU-
JIOWIO3 Pa3IUIHBIX JIOKAJIM3AINI, B TOM YHUCIIe pa3BUBAIO-
IIMICS HAa TeCTPYKTUBHOM OCHOBE, B TOM YHMCJIE HA UCKYCCT-
BEHHBIX KJIallaHaX ¥ cocyaax.

3THonorua u natoreses

AMUIOMI03 MOJUATHONOTUYEH. OCHOBHOE 3HauyeHUe
MPUIAI0T aMWIOMIOTeHHOCTH OCHOBHOTO OeJIKa-TIpeIIIecT-
BEeHHUKA aMWIOWAa, CIeUnGUIHOTO I KaXmou (hopMbl
aMWJIoNU103a. AMUIOUAOTEHHOCTb OINpPEAeIsieTCs] U3BMEHEHM -
MM B TIEPBUYHOM CTPYKType OETKOB-TIPEAIICCTBEHHUKOB,
3aKPEIICHHBIMU B TEHETUIECKOM KOJIe MJIN TTPUOOPETeHHBI-
MM B T€UE€HHME KMU3HM BCaenCcTBUE MyTaluid. Jlist peanusaiuu
aMUJIOUJOTEHHOTO ITOTeHIIMaNa OelKa-TIpealecCTBeHHUKA
HeoOXoIuMO Bo3nelicTBre psia (PakTopoB, TAaKMX KaK BOCTa-
JIEHUE, BO3pacT, (PU3UKO-XUMUUECKUE YCIIOBUS in Situ.

HecMoTpst Ha TOCTUTHYTHIN MpOrpecc B U3yYECHUU aMU-
JIouIa pa3HbIX TUIIOB, KOHEYHBI 3Tall aMUJIOUIOTeHe3a —
obpa3zoBaHue UOPUIIIT aMUIOUAA B MEXKIETOYHOM MaTPUK-
ce 13 0eJTKOB-MPEIIIECTBEHHUKOB — OCTAeTCsS BO MHOTOM He-
BBISICHEHHBIM. [10-BUIMMOMY, 3T0 MHOTO(AKTOPHBIN TTPO-
1lecc, UMEIOLIUI CBOM OCOOBbIE YepThl MPU pa3HbIX (opmax
ammwionno3a. CyuTaror, 4To Nnpu obpazoBaHun AA u3 SAA
WMEIOT 3HAYeHMe IPOIeCC HETIOJHOTo pacuietuieHus: SAA
MnpoTeasamMmu, CBA3aHHBIMU C TTOBEPXHOCTHOI MeMOpaHOi1 MO-
HOILIMTOB-MaKpodaroB, M IOJUMEpHU3alNs PaCTBOPUMOTO
AA-Genka B (puOpUILIBI, TTPOMCXOASIIAS, KaK TIPeaIoJaralor,
TakKe IpU ydyacTMM MeMOpaHHBbIX ¢epMeHTOB. MHTEHCUB-
HOCTh 00pa3oBaHus AA-aMUJIONIa B TKAHSIX 3aBUCUT OT KOH-
neHtpauuu SAA B kpoBu. KonnuectBo SAA, CMHTE3UpPYyeMO-
ro KJeTKaMM pa3HbIX TUMOB (rernaTouuTaMmu, HeuTpodunamu,
(ubpobaacTamu), MOBBIIIAETCS BO MHOTO pa3 MPYW BOCTAIM-
TEJIBHBIX TIpOIleccax, OIMyXoJisX. B mocienHue romsl moiryde-
HbI I0Ka3aTeJIbCTBa CYILIECTBOBAHUS Y YeJOBEKa HECKOJIbKUX
MOJIEKYISIPHBIX (popM SAA-mpoTenHa; oOHapy:KeHHEe B CO-
craBe AA-aMWIOUIHBIX GUOPUIT (GParMeHTOB TOJBKO HEKO-
TOPBIX U3 HUX, MO-BUAMMOMY, OOBSICHSIET Pa3BUTHE aMUJIOM -
J103a JINIIb Y YaCTH OOJTBHBIX C XPOHMUYECKMMU BOCTIATIUTEIb-
HBIMM 3a00JIeBaHUSIMU, HECMOTpPSI Ha ITOBBIIIEHHYIO BBIpa-
00TKY SAA.

IIpenmonararmT, yTO YacTo HaOJIIOIAaeMble 3aMEHBI OT-
NeTbHBIX aMUHOKKCIIOT B BApMaOeIbHBIX YIacTKaX JISTKMX I1e-
nei UMMYHOTJI00yIMHOB Tipu AL-aMuionao3e U1 B MOHOMeE-
pax myTaHTHOro TpaHctuperuHa nipu ATTR-amunounmose
00YCJIOBJIMBAIOT JECTA0MIN3ALIMIO STUX MOJIEKYJT U TTOBBIIIIA-
IOT BEpPOSITHOCTb oOpaszoBaHusl (pubOpuan amuiouaa. Tak,
HauboJiee aMuiIouaoTeHHbIMU cuuTaloT AVI u I nmoarpynmel
JIETKUX TieTieil. BrusHrueM JIoOKaqbHBIX (U3UIECKUX U XUMU-
yeckux ¢akTopoB (pH, anexTpuyeckoro 3apsjaa, ruapatalm-
OHHOTO HANpPSTKEHUST KJIETOYHBIX MEMOpaH U JIp.) TIBITAIOTCS
OOBSCHUTH OPTaHHYIO CHEIM(PUIHOCTD aMUJIOUIHBIX JEeT0-
3UTOB. BaXXHyl0 posib B aMUJIOMIOTeHE3e UIPaAIOT, MO-BUIM-
MOMY, «BO3PAaCTHBIC» TPUITEPHI, O YeM CBUACTEIbCTBYET BO3-
MOXHOCTh Pa3BUTHsI CTapYeCKOTO aMIJIOMI03a Ha OCHOBE
HOPMaJIbHOTO (HEMYTaHTHOI'O) TPaHCTUPETHHA.

RnunHnyeckan KapTuHa

KnumHnyeckast KapTuHa Mpy pa3HbIX popMax aMUTIOUI0-
3a pa3inyHa. K oCHOBHBIM opraHaM-MuIleHsIM rpu AL-amMu-
JIOWJ03¢ OTHOCST CEepAIe, KETyIOYHO-KUIICUHBI TPakT, a
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Tabmmua 2. Yacmoma 0CHOBHbBIX CUHOPOMOB MEPBYIO OYEpelb IMOPAXKEHUEM MHUO-
npu AL-amunoudose Kapla; B pe3yJsTaTe 3aMelleHUs] aMu-
Cunzpom Yacrora, % [7] JIOUIOM HapacTtaer PUruAHOCTL Cep-
(n=229) JIEUHOI1 CTEHKH, cTpafaeT (PyHKLIMS -
T e p— 3 acTojinuyeckoro pacciadneHust. Kiu-
HUYECKU 3TO MPOSBISIETCSl KapaAuOMe-
XpoHnyecKas oyeyHasi HeIOCTaTOYHOCTh 57 ranueii (BIJIOTh 110 cor bovinum), Tiyxo-
3acTroiiHas cepaeyHasi HeJOCTATOYHOCTh 23 CTBIO TOHOB cepaua, 3acTOMHOM cep-
JIEYHOI HEeIO0CTaTOYHOCThIO. B 3aBucCH-
ODTOCTaTI/I‘ICCKaSI TUTTIOTCH3U 14 MOCTHU OT JIOKaJIU3alUuu JIEIO3UTOB
T O S T R 24 aMWJouia B MUOKapJe MOIyT HabJo-
JAThCsl CUHAPOM €1a00CTU CMHYCOBOTO
[Mepudepnyeckas HeriporaTus 17 y3J1a, aTpUOBEHTPUKYJIApHAs OJI0Kaza,
a3HOOOpa3HbIe ApUTMUM, OYATrOBbIE

CuHApOM MaJibabCcopOLn 4 p p b ’

Takke mouku. Cpeau opraHoB-MUIlIeHel AA-amMuaounmosa
TepBOe MECTO OTBOMAST IMOYKAaM, YaCTO TaKXKe IMOpaKaloTcCs
MeyeHb, cele3eHKa, KUIIEYHUK.

I1pu cemeitHom, B yactHoctu ATTR-amunounose, Hau-
6oJiee yacTo mopaxkaercs repudepudeckas HepBHasl cUcTeMa
B BUJE CEHCOPHO-MOTOPHOM HEMpOIaTUM U OTMEUYaeTCsl Ha-
pyllIieHNEe aBTOHOMHBIX (BeTeTaTUBHBIX) yHKIMit. Kpome mie-
pudepryecKoii HEPBHOW CUCTEMBI MOTYT OBITH BOBJICUEHBI
cepile, KeayTouHO-KMIIEUHBII TPaKT, MOYKU.

CHUCTeMHBIN CTapyeCcKUii TPAaHCTUPETUHOBBIN aMMJIOW-
103 SIBJISIETCS] O0JIE3HBI0 MCKITIOUUTETHHO TIOXUIIBIX JTIOIEei
(ctapie 70 JeT), MO CBOMM KJIMHUYECKUM MPOSIBICHUSIM OH
cxofieH ¢ AL-aMmIonmo3oM, MMeET B KAUeCTBE OCHOBHBIX Op-
TaHOB-MMIIIEHEeH cepjlle, COCyIbl, HO B oTiinune oT AL-amu-
JIOWJ03a XapaKTepU3yeTcsl B LIEJIOM MEHbIIEN TSKECTbIO MO-
paxkeHMs, HEPEIKUM COYETaHHEM C aTePOCKICPO30M.

OCHOBHBIMU OpraHaMU-MUIIEHSIMH TUATU3HOTO aMUJIO-
1103 SBISIOTCS KOCTH, CYCTaBbl, TEPUaPTUKYISIPHbIC TKAHU.
MoryT BO3HMKATh IepeIOMbI KOCTEH, TpeOyIOIIre OPTOTIe I -
YeCKMX MEPOTTPUSTHIA BIUIOTH JI0 ITpoTe3upoBanust. YacTo Ha-
OogaeTcsl CUHAPOM KaprajabHOTo KaHaia (OHeMeHUe U 00J1b
B CPEeIHMX TpeX IMaJibllaX KUCTU, paclpOoCTpaHSIOIIMeCs Ha
TpeIUieube) M3-3a CAABICHUS CPETUHHOTO HepBa OTJIOXEHU -
SIMM aMUJIOMIHBIX Macc B 00JIaCTU KapraJbHOM CBI3KHU.

Knnauveckast KapTrHa Mpu Hanbosee MpakKTUIeCKU 3Ha-
yumbIx AL- 1 AA-amuiionio3ax npejacrasieHa B Ta0bi. 2 u 3.

Ipu nuddepeHumanbHoi auarHoctuke AA- u AL-tu-
MOB CUCTEMHOTO aMUJIOMI03a BaXKHO YYMTHIBATH CJIEIyoIIee.
AA-TUII 60JIee «MOJIOION», CPETHUI BO3pACT 3a00JICBIINX CO-
craBisgeT MeHee 40 net, npu AL-amunonnoze — 65 jer, npu
000uX TUITaX OTMEYalT mpeodiaganue MyxayuH (1,8:1). Ta-
KOW KIIMHUYECKUII CUMIITOM, KaK MaKpOTJIOCCHUSI, CBOMCTBEH
TOJbKO AL-aMuaoua03y 1 He BcTpevyaeTcs npu AA-Ture (Kak
u nipu ATTR-ammnonnose). depumur X ¢akTopa Koaryms-
1IVY, TTapaopOUTATbHBIE TeMOPPAru, CUHIPOM KaprmaJlbHOTO
KaHaJla TakKe He XapaKTepHbl 111 AA-aMWIoua03a, HO CUH-
JIPOM KaprajabHOro KaHaja HabsomaeTcs y 60abHbIX ATTR u
JIMaIU3HBIM amuiionno3oM. [Ipu AL-amuiounnose yaiie, yem
npu AA, HabJIl0aeTcsl OpTOCTaTUYECKasi TMITOTOHMSI.

Cepaiie — opraH, 4acTo BOBJIeKaeMblii ipu AL-amumonno-
3e, ipu AA-TUIIe KIMHWYECKU 3HAYMMOE TTOpakeHUe Cepria
HaOJIIOJAETCSl PeaKOo. AMUIOMAO3 Ceplla XapakKTepusyeTcsl B
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MmopaxkeHusi Muokapaa (ICeBIOUH-

dapkT). Hanbonee TUTMYHBIM U3MEHE-
Huem Ha OKI' gBisgercs CHUXEHME BOJIBTaXa 3yOLIOB, MpPU
OxoKI' — cumMMeTpu4HOe yTOJILEHNEe CTEHOK KEIyJ0UYKOB B
OTCYTCTBUE apTepUabHON TUIIEPTEH3UM, KapTHMHA pPECTPUK-
TUBHOW KapIWOIaTUH, ¢ TIPU3HAKAMU TUACTOJIMIECKON ITUC-
(GYHKUIMM, KOTOpasl Jiydllle AUATHOCTUPYETCs MO M3MEHEHUIO
TPaAaHCMUTPAJILHOTO KpoBoToKa Ipu pomiep-OxoKI. Pedpak-
TepHas K JIEYCHWIO 3acCTOiHas cepleuHasi HeIOCTaTOYHOCTh Y
23% GoabHBIX ¢ AL-aMWIONI030M AUATHOCTUPYETCS yKe B JIe-
010Te 0OJIC3HM U 3aTeM OBICTPO MPOTPECCUPYET, SIBJISAACH MPH-
yuHoOi1 cMept Y 40% GombHBIX. [1pr BropnaHOM AA-aMUIOn-
JI03€ OHA TaKXKe MOXET Pa3BUTHCS B YCJIOBUSIX TTPOJICHUSI K13~
HU OOJIbHBIX Ha TeMOAMAIN3E.

[MopaxkeHue MOYeK CIY>KUT OCHOBHBIM TPOSIBIICHUEM AA-
amuionno3a, npu AL-amuionnose HedporaTust oTMevaeTcst He
MEHee 4acTo, 4YeM TopaXkeHHe cepilia, YTo MoKa3aHo Ha 0O0JIb-
mom Matepuasie Kimmanku Mayo 1 BoctoHckoro yHuBepcuTeTa
1 COBITANAET C HAIIMMK COOCTBEHHBIMU HaOMIOAEHUIMMU [6].

B xiryboukax rmoyek aMuJIOW OTKJIaIbIBACTCSI BHAavYaje B
Me3aHTUH, TTOTOM BIOJIb 6a3aIbHO MeMOpaHBbI, IPUYEM HET
MOJIHOTO MapaJjuiean3ma (Kak BooOILle Npyu aMUIOUI03¢e) Me-
KOy KIMHUYECKUMU TIPOSIBICHUSIMU, BEIUYUHON TIPOTEHU-
HYpPUU M MacCUBHOCTBIO OTJIOXKEHWII aMUJIOUAa B KIIyOod-
Kax. CuyuTalor, 4To OEJI0K MPOHUKAET B T€ MECTa, Iie aMUJIO0-
W TICHeTpUpYyeT Oa3aibHYI0 MeMOpaHy W BCKPBIBACT TOI3-
MUTEINAIbHOE MTPOCTPAHCTBO U Kamepy boymena — Illym-
JsiHekoro. [Ipu 3ToM BelMYuHa MPOTEUHYPUU 3aBUCHUT OT
CTETICHU NEeCTPYKIIMM HOXEK M CaMHUX KJIETOK TOJOIMTOB.
OTJIOXeHNUsT aMWIONIa OOHAPYKMBAIOTCS TaKkKe B CTEHKax
KPYMHBIX COCYIOB, CTPOME MUPaMUJ, KarcyJse MoYKu.

Oco0eHHOCTBIO aMUJTIOMIHOM He(POIIATHH SIBJISICTCST COXpa-
HeHre He(POTHMYECKOTO CUHIPOMA 1 OOJTBIIINX Pa3MepOB ITOYEeK
(He Bceraal) mpy pa3BUTUM MOYEYHOM HEAOCTaTOYHOCTU. [emary-
pys penka, MOTYT OTMEUaThCs TyOY IsIpHbIE TUCHYHKIIMM, apTe-
puaTbHast TUTIEPTOHWS ITPY TIPOTPECCUPOBAHNY TTOYETHOI HEO-
cratoyHocTt. OnmHako npu AL-aMuiaonao3e rmporpeccupyoiast
MOoYeYHasi HeIOCTATOYHOCTh HaOMIomaeTcs pexe, 4eM mpu AA-
aMWIONIIO3e, U CUCTeMHasT apTepraibHast TUTICPTOHMSI, KaK Tpa-
BWJIO, HE pa3BUBaeTCs Jaxe NP 3HAUYUTEJLHOM MOBBIILIEHUMN
YPOBHSI KpeaTUHUHA KPOBH.

[MopakeHne meyeHU, XapaKTepu3yloleecsl TermaToMera-
JIMeil, HepeAKO B COYETAaHWM C YBEJIMYECHUEM CeJIe3eHKU, U
pa3BUTHEM BHYTPHMIIEYEHOUHOTO XOJIECTa3a, YaCTO BBISIBIISIIOT
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npu cucteMHoM AL-amuiounaose. Ta6mmua 3.
OOBIYHO MEHEee BBIPAKEHO MEeYEHOY-
HOe TMopaxkeHue B pamkax AA-aMuJIo- Cunzpom

MI03a, MPY KOTOPOM yBEJIMYEHHE Tie-
YeHW M XOJIecTa3 OOBIYHO BBISIBIISIIOT
TOJBKO TpHU J1abOpaTOPHO-UHCTPY-
MeHTaJbHOM o0cenoBanuu. Tak, cpe-
JIM HALIMX OOJIbHBIX AA-aMUIOUI030M
MeyeHb IojjaBajach Majbllalluu y
44%. Tlpu AL-amunoungose mnevyeHb
nanbnupoBaiack y 80% OGOJBHBIX,
HIDKHMIA Kpail TTedeHW HepeaKo oIpe-
NIEJISITICST HYDKE TTyTTKa U UMEJT BBICOKYIO
IJIOTHOCTh. Y OJHOTO HAIllero Taly-
€HTa Ha ayTOTNCHUM Macca MeYeH! 10C-
turana 5 xr (B Hopme 1,8 k). [Tprban-
3UTeTbHO y 1/3 G0abHBIX AL-THIOM
aMUJION1032 YPOBEHb Y -TJIyTaMMUJI-
TpaHCIEeNTUAA3kI U IIeJI0UHOM (ocda-
ta3bl (L1I®D) B xpoBU B 3 pasa MpeBbI-
1IaJ BEPXHIO I'paHUIly HOPMBbI, MpU
5TOM OTMEYaJIMCh KOXHBIN 3yI U, pexe, kearyxa. [Ipm AA-
aMUJIONUI03¢ MBI He HaOJII0a)I 3HAYUTETbHOTO YBEJINICHUS B
KpOBU (hepPMEHTHBIX MAPKEPOB X0JIECTa3a, TaK ke KaK KOXHO-
TO 3yla U XEATYXU.

OTU nNaHHble comlacyloTcd ¢ nmaHHeimu M.A. Gertz,
R.A. Kyle [7], npoaHanu3upoBaBiiumu 474 HadmoaeHus AL-
u 61 nabmonenne AA-amuaongo3a. McciaenoBarenn BbIsIBIIsI-
JIX TernaToMeraiuio (Ha 5 cM 1 6oJjiee HUXe Kpasi pebepHOii 1y-
M) y Kaxaoro 4eTBepToro 00JbHOro AL-aMUIIONI030M yxKe
Ha 3Tare HavyaJbHbBIX TposiBicHUit. CrieHoMeranus (He 6oee
5 ¢M HUXe Kpasi peOepHOIl Iyru) B 3TOT MEepUOJ OTMedatach
TOJIBKO Y 5% GOJIbHBIX, Y €TMHCTBEHHOT'O 0OJILHOTO CO 3HAYM-
TEJIbHOM CIJICHOMETajlleil B KauecTBe JeOI0THOTO CUMIITOMA
HaOJIIOAJICST pa3phiB ceie3eHKU. Y 26% OOJIbHBIX BbISBIISIN
noBbiieHre yposHst 1D, y 31% B KpoBU ObUT TOBBIIIEH YPO-
BeHb acrapraTaMrHOTpaHcdepasbl MeHee 3 HOpM, a y 3% —
Oosiee 3 HOPM, TUMEPOMITUPYOUHEMMUST BBISBIISIIACh TOJBKO Y
11% Gonbubix. [Ipu AA-aMHUIOMI03€ TeMaTOCILICHOMETAINsI
Oblj1a ITEPBBIM IIPOSIBIEHHEM TOJBKO ¥ 10% GOJIbHBIX.

Takum 00pa3oM, OCHOBHBIM TPOSIBJIEHUEM aMUJIOMI03a
MEeYEHU SIBJISIETCS €€ YBEJMUYEHUE, HEPEIKO OTHOBPEMEHHO C
YBEJIMYEHUEM CeJIe3¢HKU M MpU3HAKaMM XoJjiecTasa. lemaro-
LIUTOJIN3 U KEJITyXa OOBIYHO MaJIO BBIPAKEHBI.

M3meHeHus 1abopaTopHbIX MoKa3aTesei Hecreupuy-
Hel — yBenmmueHue COD, sgBisgolieecss HEPEOKO PaHHUM
MPU3HAKOM, TUTIEPTIIOOYIMHEMUSI, TPOMOOIIUTO3, KOTOPBIi
HapsAy ¢ MaJbIMU pa3MepaMyu TPOMOOLIMTOB U MOSIBJIEHUEM B
LIUPKYJISIIIUY 3PUTPOLIMTOB C TeJibliaMu 2KOoJIJIM paccMaTpy-
BalOT KaK CBUJIETEIILCTBO (DYHKIIMOHAIBHOTO THIIOCTUIEHU3-
Ma, nepuumT X pakTopa cBepThiBaHUs Npu AL-amuionnose
(KaK 1 ¢ TTopaXXeHHEeM COCYIOB €ro CUYMTAIOT MPUIMHOMN pa3-
BUTHUS reMopparuii). ¥ 60JbHbIX ¢ AL-aMUIOUI030M BbISIB-
JISIeTCs TUla3MaTu3alusl KOCTHOTO MO3ra.

[ CMCTEMHOTO aMUJIOUI03a, OCOOCHHO TIEPBUYHOTO,
XapaKTepHO MOCJeI0BaTeIbHOE TIPUCOSTMHEHNE HOBBIX CUM-
MTOMOB, YTO CO3/1aeT MOJUMOP(HYIO KIMHUYECKYIO KapTUHY
C MHOTOOPTAaHHBIMU MPOSIBICHUSAMM. JIMarHo3 aMWIONI03a

B TOM 4YuUCJIC

Makporiaoccusi

Yacmoma 0CHOBHbX KAUHUHECKUX
nposeareHuil AL-amunroudosa

IMporennypusi (mopaxkeHue movyex)
TenaronreHaIbHBII CUHAPOM
IMopaxenue ceprua

JIuchyHKIMS BEreTaTUBHOM HEPBHOM CUCTEMBI

* OpTOCTaTMYECKAsl TUITOTEH3HUS
* MOTOpHasi iuapest
BHyTpHIIeYeHOUHBIN X0JecTas

KoXHblIif TeMOpparnyecKuii CHHAPOM
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Yacrora, %
(B.B.Pawmees u coasr.; 2006, n=40)

100
88,2
82,4

64,7

64,7
35,3
52,9
41,2

41,2

CTaBUTCS Yallle Ha Pa3BEepHYTOU CTaauu, KOTrJga MOTYT OBITh
YK€ 3HAYMTEJIBHO YBEJIMYEHBI eYeHb, cee3eHKa, TuMdaru-
YEeCKME y3JIbl, BBISIBISIIOTCSI HEPPOTUUECKUIT CUHIPOM, TPU-
3HAKU CepAeYHON HETOCTATOYHOCTH.

JlvarHo3 aMWJIOMI03a, MpearojaraeMblii M0 KJIMHUYE-
CKUM TIPU3HAKaM, OJKeH ObITh MOATBEPKIeH MOPGhOIOTru-
YeCKW TIPU U3YIeHUU MaTepuaa, ToJy9eHHOTO TIPpU OUOoTICU
TKaHe.

ITpu nono3peHun Ha AL-aMWI0M103 PEKOMEHAYIOT ITPO-
BOIUTH OMOTICUIO TIPE3KIIe BCETO KOCTHOTO MO3ra. BrisiBieHme
IJ1a3MaTU3aly KOCTHOTo Mo3ra (6ojee 30%) ¢ MOJTHBIM OC-
HOBaHMEM MO3BOJISIET AyMaTh 00 AL-amuiounnose B pamKax
MHOXECTBEHHON MUEJIOMBI. BaKHBIMU NUAarHOCTUYECKUMU
MpU3HAKaMU MUEJIOMBI SIBJISIIOTCSI YPOBEHb MapanpoTerHa B
KpoBu 6osee 25 /1 (B Moue 6osee 2,5 1/cyT), TU3UC KOCTEN,
anemus. [1pu mepBuuHOM AL-amuionmose ria3MaTndecKue
KJIETKM B MMEJIOrpaMMe COCTaBIISIIOT B cpeaHeM 5%, uHorna
ux KonnvectBo aocturaet 10% u naxe 6osee, HO HUKOTIA HE
00HapyXMBaeTCs XapaKTepHOE JIJISI MUEJIOMBI TTa3yIIHOe pac-
cachlBaHME€ KOCTH, YPOBEHb MOHOKJIOHAJIbHOIO MUMMYHOIJIO-
Oy/nHA B CHIBOPOTKE KPOBU U MOYE OCTAETCSI HU3KUM.

Haubonee noctoBepHbIM METOIOM BbIsiBIIeHUSI AL- 1 AA-
aMWJION/1032 SIBJISIETCS MCCTIeJOBaHKe OMOMNTATOB MOPaXKEHHBIX
OpraHoOB — MOYKU, NIEYEHHU, Cesle3eHKH U Ap. YacToTa BbIsIBIE-
HUSI aMUJIONI03a B 3TOM citydae gocturaer 90—100%. docra-
TOYHO MHGMOPMATUBHOM SIBIISIETCSI OMOTMCHST CIUM3UCTOI 000-
JIOUKU TIPSIMOI KUIITKH, TPU KOTOPOI BEPOSITHOCTD BBISIBIICHUS
amwoniosa cocrasisger 50—70%. Tlpu nmomo3pennn Ha AL-
aMWJIOMI03 CYUTAIOT OoJiee MPEAOYTUTEIbHON acipaliMoH-
HYI0 OMOTICHIO TTOAKOXKHOM KUPOBO KIETYATKM M3 TIepeIHEN
OprolHOi creHku. C y4yeToM cOOCTBEHHOTo Marepuaia Ouo-
MCUIl HaMU CcAeNaH BbIBOJA, YTO YeM OoJjiee pacrpocTpaHeH
MPOLIECC, TeM OOJIblile BEPOSITHOCTh BBISIBJICHUSI aMUJIOWAA B
pa3HBIX MECTax, HAl[PUMep B CJIM3UCTON 000JI0UKE NECHBI.

Jlnst ompeneneHus] aMWIOUIHBIX MacC B TMCTOJOTMYe-
CKHUX TIperaparax MPUMEHSIOT OKPacKy MIeTOYHBIM KOHTO
KpacHBIM (pP0O30BO€ OKpaIllMBaHKE) C JATbHEWIIINM U3ydeHU-
€M B TOJISIPU30BAaHHOM CBETE AJIsI BBISIBICHMS crienuduie-
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CKOT'O OTJIMYUTEIBHOTO CBOMCTBA aMUJIONIa — CIIOCOOHOCTH
K IBOMHOMY JIy4eTipesioMJIeHUIO (3eeHoe cBeueHue). Hanbo-
Jiee TOYHBIM METOAOM ONpeNeeHUs] TUIla aMUJIOUIa SIBJsIEeT-
sl UMMYHOTUCTOXUMHUYECKUI aHaIN3 ¢ MOHOKJIOHAJIbHBIMU
aHTUTEIaMM K OeJIKaM-TIpeIIlIeCTBeHHUKAM aMWJIOUIa, Ofi-
HaKO OH B HacTosiIee BpeMsl Majio AocTyreH. s TunupoBa-
Husg AL- 1 AA-amuonga MOXHO MCIOJb30BaTh METOJ C JI0-
GaByieHNEeM K OKpaIlleHHBIM KOHTO KpaCHBIM TIperapaTam Iie-
JIOYHOTO T'yaHUJMHA: TTPY UCUE3HOBEHUU PO30BOI OKPACKU B
TeYeHUE TIepBOro yaca IpennojaraioT AA-, TIpu 3amepiKKe
okpaniuBaHus 6osnee 1—2 4 — AL-amunounao3.

Il KOHTpoJisl 3a JMHAMMKOUW TKaHEBBIX OTJIOXEHUIA
aMuiIonIa B TIporiecce JeYeHUs] OCOOCHHO TIOJIE3eH METON
cuuHTHTpadun ¢ MedeHHBIM 1231 cBIBOPOTOYHBIM P-KoMITO-
HeHTOM (SAP). P-KOMITIOHEHT COepKUTCSI B HEOOIBIIIOM KO-
nnyectBe (5—10%) B aMmuiionae Bcex TUIIOB; paguOaKTUBHbIIA
SAP, BBeieHHBII 00JIbHOMY aMUJIOUIO30M, CITelIU(UIYECKU U
00paTUMO CBSI3bIBAETCSI C AMUJIOUAHBIMU IETTO3UTAMU U MO-
JKeT OBITh BU3yaJIU3UPOBAaH U KOJWYECTBEHHO OLIEHEH Ha ce-
pUU CHUUHTHUTPAMM.

TeueHue cUCTEMHOTO aMUJIOMI03a MpOrpeccupyloliiee,
MPOTHO3 Pa3INYaeTCsl B 3aBUCUMOCTHU OT (POPMBI aMUJIOUI0-
3a, CPOKOB IMAaTHOCTUKU W CTETIEHW BOBJICUEHUS XXKU3HEHHO
BaxKHbIX opraHoB. HauboJjiee mioxoil mporHo3 npu ecrecT-
BeHHOM TeueHUM AL-amuinonmo3a. Camasi HuU3Kas BbIXKMBa-
€MOCTb, 110 JaHHbIM KinHuku Mayo [9], npoaHaiu3upoBas-
IIMX OOJILIIONW KIMHUYECKU MaTepuas, OTMe4YeHa y 00Jib-
HBIX AL-aMMJIONI030M C pa3BUTHEM 3aCTOMHOM cepaeyHOM
HEI0CTaTOYHOCTH (B CpeaHeM 6 Mec), CMHApOMa Majibad-
copbuuu (7,7 mMec), opTocTaTUUYECKON TMMOTOHUM (9 mec).
Bonee BbIcOKMe TMoKa3aTeqn BBIKMBAEMOCTH OKa3alUCh B
rpynmne OOJbHBIX ¢ HeppoTUYecKUuM cuHapoMoM (17 mec),
CUHAPOMOM KaprnajabHoro kaHana (31 Mec) u nepudepuue-
cKkoil moauHeiponaTtueit (56 mec). Ilpu cemeiiHOI aMuUIO-
WITHOM TTOJTMHEMPOITaTUY GOJIbHBIE XKUBYT TOCTATOYHO JOJITO
(mo 15 neT), omHAKO 3a 3TO BpeMsi 0OBIYHO pa3BUBAIOTCSI He-
oOpaTHUMBbIC TereHepaTUBHbIE U3MEHEHUSI B HEPBHBIX CTBO-
Jlax ¥ IPYTMX HEePBHBIX 00pa30BaHUsIX, Maxe B cIydae yc-
MnelHou TpaHciuiantauuu nedyeHu. [porHos npu AA-amu-
JIOUI03€ BO MHOTOM 3aBHUCUT OT ITPUPOJIBI TTpeapacIiojarai-
mero 3aboJieBaHUsI 1 BOBMOXKXHOCTU €T0 KOHTPOJIUPOBAHMSI.
I1pu ecTecTBEeHHO 3BOMIOLIMU AA-aMUIOU103a TEPMUHAJb-
Hasl MoYevyHast HeAO0CTaTOYHOCTh ¥ 33% GOJbHBIX HACTYITAeT
B TeYeHUE S5 JIET OT MOMEHTA BBISIBIICHUST TIPOTEUHYPUU U Y
56% — B TeueHnue 10 jeT, y GONbHBIX ¢ AA-aMUIOUI030M
MpU MEPUOANIECKOI 60e3Hr — Y 52 1 76% GOIBHBIX COOT-
BeTcTBeHHO. [10 mMaHHBIM Halllell KIWHWUKU, CPETHSST TIPO-
JIOJIKUTETbHOCTDb XKU3HU MPU BTOPUUYHOM AA-aMUJIOUI03€
cocraBuia 13,3 roma, Toraa Kak Ipu IMepruoandeckoit 6oe3-
HU — 6,7 rona. B reyeHne repBoro rojaa 60JIE€3HU IIPU OTCYT-
ctBuH JedeHust ymupanu 40% GonbHbIX, 2-JIETHSISI BbIKMBa-
eMocTh coctaBuia 50%, K 5-my rogy 6one3nu — 25%. Y 20%
OOJBHBIX TepMUHAIbHAsI TTOYEYHAs HeJOCTAaTOYHOCTh pa3-
BUBajach B TeueHue 3—6 mec.

Jleyenune

Jleyenne amMmmwiona03a — 1 IEPBUIHOTO, ¥ BTOPUYHOTO —
JIOJKHO OBITh HAampaBJeHO Ha YMEHbIIEHUWE CHMHTE3a U J0C-
TaBKU TIPEAIICCTBEHHUKOB, M3 KOTOPBIX CTPOUTCS OEJIoK
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amwitonna. Eciu mpu AA-amunounmo3e MpUYUHHBINA (aKTop
(CTUMYIT) TIPONOJIKAET CYIIEeCTBOBaTh WK mpu AL-amunon-
JI03e coxpaHsieTcss mpoJjudepalnusi KJIoHa Iaa3MaTUYecKuX
KJIETOK, BbIPa0ATHIBAIOIIMX aMWIOWIOTEHHBIE JIETKHE eI
WMMYHOTJIOOYJIMHOB, TIPOTPEeCcCUpOBaHNEe aMUJIONI03a TPO-
nospkaercs. Bee ciydyau yaydilieHUs TpU aMUAJIOUA03€ COMPO-
BOXIAJINCh CHIDKCHUEM YPOBHSI CHIBOPOTOYHBIX TTPEIIIECT-
BEHHUKOB aMUJIONIa — 3TO B HACTOSIIIIEE BpeMsI TPU3HAHHBII
(akT, TOATBEPKACHHbI U B 3KCIEPUMEHTE, U B KIMHUYE-
CKMX UCCJIeTOBaHUSX.

JleueHne AA-amunounso3a BKIOYaeT o0sg3aTebHOE yaa-
JIeHWEe ovyara — HCTOUYHUKA MPOAYKLUMU SAA — OIyxXoau
(MHOTA MPOCTO MCCEUYEHUE OIMYXOJIU MPUBOMAUT K YMEHbIIIC-
HUIO BBIPAXXEHHOCTU aMUJIOU03a), CEKBECTPOB (IPU OCTEO-
MUEIUTE), PE3EKUUI0 KUIIKU (MPU TIXKEIbIX OCI0XKHEHHBIX
dopmax Hecren(PpUIECKOTO I3BEHHOTO KOJIUTA WK OOJIE3HU
Kpona), uszneuenue Tydbepkysesa, Ipyrux XpOHUYECKUX UH-
dekumii. JJocTaToOUHO XOPOILIO ceifyac MpocjexkeHa B MUpPE
pOJIb aKTUBHOTO JieueHUsT PA, KOTOpBIi, KaK OBbLIO yKa3aHo,
BBIXOJUT Ha TIEPBOE MECTO B PSAY MPUYMH BTOPUIHOTO aMU-
nouno3a. [lpoBeaeHHBIE B MOCIEAHME TOAbl MCCAENOBAHUS
JAlOT OCHOBAaHME CYMTATh, YTO Mpu JiedeHU PA Gosee roma
HUTOCTaTUKaMU (MeTOoTpeKkcaToM, HuKIopochaHoM, XJI0-
paMOyILIMJIOM) aMUJIOMA03 BO3HUKAET pexe, a MPU YXe pas-
BUBILIEMCSI aMUJIOMI03¢ HAOIIOMAaeTCs] YMEHBIIIEHUE €T K-
HUYECKUX MposBiaeHuil. [1epcreKTUBHON TaKTUKOI TTpodu-
JIAKTUKHU 1 JIeyeHUs1 AA-amuiionno3a npu PA sBisieTcst Takke
MPUMEHEHNE CEJIeKTUBHBIX MHTUOUTOPOB (haKTOpa HEeKpo3a
onyxoju-o. (MHbAMKcUuMad U Ap.) B BUE MOHOTEPAITUU WX
B COYETAHUU C METOTPEKCATOM.

[Mpu neyeHnu AA-aMuiIoMg03a B paMKax IEepUOaMYEC-
CKOi1 60JIe3HM TIpeTapaToM BbIOOPA SIBJISIETCS] KOJIXUIIMH B 10-
3e 1,8—2 mr/cyr.

Bo3moxHa Takxke TOIBITKA Pe3opOIK (pacTBOPEHUS )
bubpur AA-amMmuonna, paHee ¢ 3TOM LETbIO UCTIOIb30BaIN
NMMEKCUJI, B HACTosIIee BpeMs 6oJiee MepCrieKTUBHO MpuMe-
HeHMe pudpuIeKca.

IMockonbky AL-amuionno3 paccMaTpuBalOT B paMKax
MOHOKJIOHAJIbHOM TNpoJvdepaluy rmia3MaTudeckux u B-kie-
TOK, TO B JieueHNU AL-aMuiiono3a, Kak 1 MMEJIOMHOM 00J1e3-
HU, IPUMEHSIIOT Pa3INIHbIe CXeMBI IIOJTMXUMUOTEPATTIH C TIe-
JIbIO YMEHBIIUTh MPOAYKIMIO MPEAIIECTBEHHUKOB — JIETKUX
1erneil UMMYHOTJIO0yJIMHOB. B ledyeHnn 3TOro BapraHTa aMu-
Joumo3a HauboJiee XOpOoIo MpoaHaTU3NpoBaHa CxeMa MeJl-
danan + npeaHu3onoH. [IpuMeHSIIOTCS MHTEPMUTTUPYIOLIIME
CXeMBbI, TaK Kak MeJdajiaH SIBISIETCS TOKCUYHBIM ITperapaToM
W CPeIV OTHAJICHHBIX ITOCJIEACTBUIA €T0 TTIPUMEHEHUSI BO3MOX-
HO pa3BUTHE BTOPOIA OMyXou (OCTpbIii JEHKO3 WU APYTUE, B
YaCTHOCTH MMEJOIUCIUIACTUYECKUM cuHapoM). CuuraeTcs,
YTO Hanbosee MAmsIIell CXeMOii SIBISIETCS] TIPUMEHEeHNe TIpe-
napara yepes Kaxable 4—6 Hes 7-THEBHBIMUM KypcaMU U3 pac-
yeTa 0,15 MI/Kr Macchl TeJia B COYETaHUU C TIPEIHU30JIOHOM B
no3e 0,8 mr/kT. JledeHre MOJIKHO OBITH JTUTEJIEHBIM, HE MEHEe
1 rona. OnHaKo He Bceraa yaaeTcsl MpOBECTH JUTUTEbHbIE Kyp-
CBl, TaK KaK TIPOTPEeCCMPOBAHME aMUJIOWI03a IPOUCXOIUT
WHorIa B 00Jiee KOPOTKHUE CPOKHU, YEM T€, KOTOPbIE HEOOXOIU -
MBI JIJIs1 TIPOSIBJIEHUS TIOJIOXKUTEJIbHOTO AeMCTBUS MedaiaHa
W OpYyTUX XUMUoOIpernapaTtoB. B mociennee Bpems mpu AL-
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aMmIIon03¢e (He TOJIbKO B paMKaxX MUEJIOMHOI 00JIe3HU, HO U
TpY TIEPBUYHOM) BCe Yallle MPUMEHSIOT 0oJiee arpecCUBHbIE
CXeMbI TToJIMXuMuoTepanuu, Harpumep VAD — BUHKPUCTHH,
aIpUaMULIMH (TOKCOPYOUIIMH), IeKCaMeTa30H B PA3HBIX KOM-
OouHanusx. Takue cXeMbl JIeYeHUsI CUMTAIOT MOTEHIIMATbLHO
oosiee 3 HEeKTUBHBIMU, OJHAKO HU3KUE TTOKa3aTe/IM BbIXKMBaA-
eMOCTH 0OJIbHBIX AL-aMUTOMI030M He TTO3BOJISIIOT C OTIpe/e-
JICHHOCTBIO OLIEHUTh 3((dEKTUBHOCT 3TUX cXeM. B 1996 1.
OIyOJMKOBaHbl MpeIBapUTEIbHbIE PE3YyJIbTaThl JIEYEHUS S
00JIbHBIX AL-aMUIOMI030M BHYTPUBEHHBIMU BIMBaHUSIMU
MesidanaHa B BBICOKOI 103e (200 Mr/mM2 IIOBEPXHOCTH TeJa) C
MOCJeTYIOIIMM BBEIEHUEM ayTOJOTMUYHBIX CTBOJOBBIX KJIETOK
(CD34+) xpoBu [8]. AyToornyHbIe CTBOJIOBBIC KJIETKHU IOy~
4aloT MEeTOIOM Jielikadepe3a KpoBU GOJILHOTO TIOCTIe TIpeaBa-
PUTEIbHON UX MOOMIM3AIIMK U3 KOCTHOTO MO3Ta MO/ BJIUSIHU -
€M BBEJIECHHOr0 BHYTPMBEHHO IPaHYJIOLUTAPHOIO KOJOHME-
ctumynmpytomiero dakropa. [locienHue vccaenoBaHUs CBU-
JIETEJIbCTBYIOT O OoJiblieii 3((GEKTUBHOCTU 3TOM CXEMbI IO
CpPaBHEHUIO C TPAIUIIMOHHOM, OTHAKO €€ TIPUMEHEHUE COTIPSI-
KEHO C TSKEJBIMU OCJIOXHEHMSIMUA U TpeOyeT TIaTeJIbHOMI
OLIEHKM PHCKA 3TUX OCJIOXKHEHUI.

Crparerus JiedeHUs IUATU3HOTO aMWIOWI03a COCTOUT B
YCUJICHUHU KJIUpPeHca (32-MUKPOTIOOYIMHA C TIOMOIIBIO BBICO-
KOIOTOYHOIO0 METOJa reMOAMaiu3a B COYETAaHUM C TeMO-
(unprpanmeit ¥ UMMYHOCOPOIME (MPEATOYTUTEIBHO MC-
TOJIb30BaHNE TTOJMAKPYITHUTPUIIOBOW W TOJUCYITHHOHOBOM
MemOpaH). biaronapst aTomy MeToay yaaercsi CHU3UTh ypo-
BEHb CBIBOPOTOUYHOTO [3:-MUKPOTJIO0yIMHA TPUMEPHO B 3
pasa, 4TO CO3[aeT YCJIOBUS JJISI TOPMOXEHUS TaJIbHEUIIero
MPOrpecCUpPOBaHUS AUATM3HOIO aMuIoua03a. TpaHCcIiaHTa-
LIWST TIOYKU JaeT XOpOoIInii 3(DheKT Mpu IuaaTu3HOM aMUIOU-
I03e: 0YeHb OBICTPO MCYE3al0T KIMHUIeCKHe MPU3HAKN aMU-
JIOW03a, OJHAKO OTJIOXKEHMSI aMWIOMIA IMPOCIEXKUBAIOTCS
nonro — 6ousee 10 yet.

B HacTos1IEe BpeMsi OCHOBHBIM HaIlpaBJieHUEM B Jiede-
Huu cemelinoro ATTR-amunonmo3a siBjisieTcsl TpaHCIIaH-
Talusl TIeYeHU, opraHa, B KOTOPOM IIPOMCXOAUT CUHTE3
TPAHCTUPETUHA; HAa CETOIHSIIHUI JeHb yXe co00IIeHO 00-
snee yueM o 200 Takux TpaHcIIaHTauusx. TpaHcIlaHTaLUs
MEeYeHW MPUBOIMUT K YIAYUIICHUIO (BOCCTAHOBJICHUIO) aBTO-
HOMHBIX (BereTaTUBHbIX) QYHKUUN — CHUHKTEPHBIX HApPY-
IIEHUI, KUIIEYHbIX PACCTPOMCTB, OPTOCTATUUECKOU TUITO-
ToHMHU. YTO Kacaercs mepudepruecKoil HeWpoIaTuu, TO
KOPPUTHUPOBATH €€ YAaeTcsl MPU OTCYTCTBUM Pa3BUTHS He-

1. Ahlmen M., Ahlmen J., Svalander C.,

Bucht H. Cytotoxic drug treatment of 1983;61(10):12—7.
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aMmwiIona03a rnovyek. KinmH men

00paTUMBIX IeTeHepaTUBHBIX M3MEHEHUI HEPBHBIX CTBO-
soB. KpoMe Toro, TpaHCIUTaHTallMsl TMEYEHU OKa3bIBaeTCS
MeHee 2(POEeKTUBHOM, Korja uMeeTcsi OTHOBPEMEHHOE T10-
paxxeHue cepiala U TUITOTOHUS.

ITpu AB-amunounnose B pamkax 0ose3Hu AJjblreiimMepa
pa3pabaTbiBaeTCs METOJ] KOHKYPEHTHOM OJioKaabl LIEHTPOB
cBs3bIBaHMS SAP ¢ TTOMOIIBIO CHHTETUYECKUX aHaToroB SAP
(CPHPC), uro npenoTBpaliiaer CTabuaIn3ainio aMuJIouIHbIX
GUOPUILI, paspbIXJIiET UX U CIIOCOOCTBYET MX PEe30pOLIMU.
DTOT METO ABISCTCS TIEPCIIEKTUBHBIM JIJIST JICUCHUS U APYTUX
(dhopM amuIIon103a.

DddexT neyeHUs: 0ObIYHO OLEHUBAIOT IO KJIMHUYE-
CKUM ITOKa3aTessiM crycTs 6 Mec—1 rom mociie ero Havaja.
KnnHuveckasi crabuiusanus mnpouecca y 0oyibHbIXx AL-
aMUJIOMI030M TTO3BOJISIET KOHCTAaTUPOBATh CYIIECTBEHHBIM
addeKT Tepanuu, Tak KakK MPU €CTECTBEHHOW 3BOJIIOLIMU
00JIe3HN TMoKa3aTeld BBIKUBAEMOCTU OOJBHBIX K 3TOMY
BpeMeH! He npeBbiiaioT 50%. YpoBeHb MPOAYKIIMH JTETKUX
1ereit UMMYHOTJIOOYJIMHOB, TaK K¢ KaK W TToKa3aTe b IJ1a3-
MaTU3alii KOCTHOTO MO3Ta, MOXET MCIIOJIb30BaThCs IS
olleHKM 3 deKTa Tepanuu.

ITpu AA-ammiono3e BaKHBIM TOKa3aTeJeM KOHTPOJIS
AKTUBHOCTHM BOCMaJIeHUs U 3G(MEKTUBHOCTH Tepariuy SIBJIsI-
ercst ypoBeHb SAA u C-peakTMBHOro 0ejka B CBHIBOPOTKE
KpoBU 00abHOro. CUMTAOT, YTO PUCK IPOTPECCUPOBAHUS
aMIWIONI03a CYIIECTBEHHO CHMXAeTCs MPU JTOCTVXKEHUU
KoHLIeHTpauuu SAA meHee 10 mr/i.

ITpu MOHUTOPMPOBAHUU TEUCHUST aMUJIOUIHOI HeDpO-
MmaTuu, B TOM YUCJIe TION BIWUSHUEM JIEYEHUS, UCCIeIYIOT
YPOBEHb MPOTEUHYPUU, CHIBOPOTOYHOIO albOYMMHA, Kpea-
TUHUHA. [l OLIEHKM ITPOrpPeCcCUpPOBAHUS aMUJIOUI03a
cepaiia HEOOXOMMM PeTYJSIpHBI KOHTPOJb IapamMeTpoB
BOKI u DxoKT.

3aKnioyenne

AMUIIONI03 OCTAETCS CIIOXKHBIM TSI TUATHOCTUKU U Jie-
yeHus. TpaauLIMOHHOE MpeacTaBIeHue 00 aMUIOUI03¢ KaK O
PEIKOM U, CIeIOBaTebHO, MaJIoaKTyaIbHOM 3a00JIeBAaHUM B
KJIMHUYECKOU MpaKTUKe B HACTOsIIIee BpeMsI IepecMaTpuBa-
€TCsI, YTO CBS3aHO C YACThIM OCJOXHEHHEM aMMJIOWI030M
XPOHMYECKUX BOCTAJIMTEJbHBIX PEBMATOJIOTMYECKUX 3a00J1e-
BaHU, OIyXoJieil, BBICOKOW 4YacTOTOW cTapuyeckKux (opm
aMujaoua03a. AKTyaJbHOCTD IPOO0JIeMbl aMUJION103a CBsI3aHa
TakKe ¢ ee 3HaUeHWEeM B M3YYEHUM MOJICKYJISIPHO-TEHETHYE-
CKMX OCHOB BOCTAJIEHMS, IEeTreHepaTUBHBIX IPOIECCOB B
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