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Pe3ome

IIpencraB/ieH KIMHUYECKHUH CJy4ail JTUATHOCTUKH CHCTEMHOr0 aMWJIouao3a AL Tuna ¢ BoBjieueHHeM B mpolecc no-
4YeK, CepPAeYHO-COCYIMCTOM CHCTEMBbI, MIeYeHH, KHIIeYHNKA U NepudepuyecKoii HepBHOIi cuctembl. O0Cy:KIal0TCSl IPUYH-

HbI CJI0KHOCTH THATHOCTHKH.

Kniouesvie cnosa: AL-aMn10u103, opazkeHHe NM04YeK, MOPAKeHUE cepana.
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Summary

A clinical case of diagnostics of systemic amyloidosis of AL type with kidneys, cardiovascular system, a liver, an intestine
and peripheral nervous system involvement is presented. The reasons of the complexity of diagnostics are discussed.

Key words: AL-amyloidosis, kidney damage, heart damage.

Awmmionio3 — 3aboseBaHme, B Iporiecce KOTOporo Impo-
HCXOJMT HapyIleHHe OeTKOBOro oOMeHa, (OpMHpPOBaHUE
IIKONIPOTEH/Ia aMIUIOWIA W OTIIOKEHHE €ro B TKAHAX U
opranax. B ocHOBe ammIonIorene3a JeKHUT 00pa3oBaHNe
B OOJIBIIOM KOJIMYECTBE HECTAOMIBHBIX OCITKOB-TIpEAIIe-
CTBEHHHUKOB aMIJIOH/a, CTICTTM(DUIHBIX JJIsT pa3HBIX Qop-
MBI 3a0oseBanus [4]. B Poccun cpenn cucteMHBIX hopm
aMHJION103a Hamboiee PacIpOCTPAHCHHBIMH SBIISIOTCS:
aMUJION03 JIETKUX 1enei — AL, BTOpHUHBIN aMUIIOn103
TIPH XPOHUYECKUX BOCTIATUTEIHHBIX 3a00IeBaHUAX — AA,
CEeMEHHBIN U CUCTEMHBIN cTapueckuii amunon o3 —ATTR,
a Takxke MuaNn3HbeIi — Ab2M [2]. JlnarHoCcTHKA 1, 0COOSH-
HO, JICYCHUE aMIJION/03a, IPEICTABIACT OONBIINE CIIOXK-
HOCTH, TOCKONBKY TOCTEIHES 3aBHCHT OT OIPEICICHUS
OenKa-TpeIIeCTBEHHNKA aMIIIONA.

Habniooenue. Iartment M., 54 ner, iepeBeqieH B OKTA-
6pe 2017 roma B ®T'KY «301 BKI» MO P® u3 apyroro
MEIHUIIUHCKOTO YUPEXKIECHHS TSI YTOYHSHUST TUarHo3a u
JICYCHHUS B CBS3H C HATMIHEM BBIPOKEHHOTO OTEYHOTO CHH-
npoma. Ilpu mocTymieHNH KajJoBayCcs Ha ONBIIIKY B ITO-
Koe, 001IyIo c1aboCTh, OBICTPYIO YTOMIIIEMOCTb, ITOTEPIO
Macchl Teia Ha 10 Kr 3a mocneanue 4 Mecsia, ciadocTh B
MBIIIIAaX PyK 1 HOT. [Ipu 0cCMOTpe OTMEUEHO HATMYHNE BbI-
pa’KeHHBIX OTCKOB Ha HOTaX W YBEJIMYCHHE KMBOTA. YCTa-
HOBJIEHO, 4TO B KoHIe 2015 roga cranu 0€CIIOKOUTH OHE-
MEHHE TTANBIEeB PyK U Kuctei. O0cmenoBancs u Jequics y
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HeBpoJIoTa ¢ THarHo3oM «CHHAPOM KapIajabHOTO KaHasia
¢ 1ByX ctopon». B ntone 2016 1. mosiBuiach OJbIIKa, CHA-
yasa Ipy OOBIYHOM, a 3aTeM U TP He3HAYNTEIEHOH (HU3H-
yeckoi Harpyske. B centsope 2016 1. rocnuTann3npoBaH
B crauuoHap ¢ noxospenueMm Ha MBC, rae npu xopoHa-
poanrunorpadun (KAI') BEIIBHIN CTEHO3 B CpeiHEH TpeTn
MEXOKENTYZIOYKOBOM BETBH JIEBOM KOPOHApHOW apTepHH.
[TpoBenenue Ipe3KOKHOTO KOPOHAPHOTO BMEIIATEIHCTBA
OCITIO)KHIJIOCH Pa3BUTHEM MEPETHETO PACIPOCTPAHEHHOTO
HeQ-mH(papKTa MHOKapAa JIEBOTO XKEITyA0dKa, BHIIOIHCHO
CTEHTHpOBaHNe HH(APKT-CBI3aHHOH apTepnu. Brimmcan ¢
YIydIIeHHEeM, OHAKO COXPaHsIach OBIMIKA. B BEITHCHOM
STMHUKPH3E B 00IIEM aHATHM3€ MOYH OTMEUCHO HAJTWIHE OeI-
Ka Ha «++». PexoMeHnoBaHa Tepamusi po3yBacTaTHHOM,
OMCOIIPOIIONOM, aNeTHIICAIHIIMIOBOM KHCIOTOH M KIIO-
nugorpeneM. Ha atom done depes Mecsm BO3HHUKIA BBI-
pakeHHast KPOBOTOUYHNBOCTH JICCEH, OJJHAKO TEPAITHIO TIPH-
HUMAI B IpekHeM oObeme. [Ipu obcrenoBanny B HOsIOpe
2016 roma obHapyKeHa BBICOKas MPOTeHHyprs. [ocmura-
JI3UPOBaH B HE(PPOIOTHUECKOE OTAEICHHE C AUArHO30M
«XpOHUYECKHIA TTIOMEpPYITOHEPPUT», (COXpaHsIIach Mpo-
TeHHYpHst — 5,35 r/cyT. u runonpoTrenHeMus). VMmyHHO-
CYIpEeCcCHUBHAs Tepanws He IPOBOJMIACE, BBIIIMCAH, PEKO-
MEH/IOBaHA ITOBTOPHAS TOCIHTAIN3AINS depe3 3 MecsIa.
B ¢espane 2017 1. 0 SKCTPEHHBIM MMOKA3aHHUSIM TOCITH-
TaJN3MPOBAH B CTAIMOHAP C ArarHo3oM «Hamapes kamcy-



JIBI TICYCHH. [ eMOTIepUTOHEYM», TPOM3BEICHO YITHBAHHE
HajpbiBa riedeHn. B teuenne 2017 roga 4 paza mpoxoau
CTallHOHAPHOE JICUYCHNE B HE(PPOIOTHICCKOM OTICICHUI
C IMarHO30M «XPOHWYECKUH TIIOMEpyIoHePPHUT, HEPpo-
THYecKas Gopmay, momydan mukiodpocdan 4 r cymmap-
HO (B Mapre, Mae, MioHe U ceHTsa0pe 2017 rona), mynbce-
Teparnui MeTUInpeaHn30ja0HoM 1o 1 000 Mr Tpuxbl, B
JaTbHEHIIIEM TIPETHU30I0H B TabneTkax B 103¢ 80 Mr/cyT.
Hedpobuoncus He mpoBoauiack. B amperne 2017 1. pas-
BIJIACh KIIMHUKA «OCTPOW KHIICYHOW HETPOXOJHMMOCTHY,
paspemuBIIascs 0e3 XUPYPrauecKoro BMENIaTeIbCTBa, B
JATbHEHIIIeM OTMEYalTuCh 3MM30/bl nuapen. B utone 2017
ro/a TOSIBHJINCH TISITHA KPACHOTO IIBETa Ha KOXKE JKHBOTA,
Oezep, TpaBOi STOMUIIE, COMPOBOXKIAFOIINECS MOBBIIIC-
HUeM TeMmrieparypsl 10 38,0°, TocnuTaIu3upoBaH C Aua-
rHO30M «PoXHCTOE BOCHAJCHHE KOXKH JKHBOTA, MPABON
sronuiel, oenep». C aBrycra 2017 . cocTosTHHE pE3KO
YXYIUIIIOCH — YCHUIIMIIACh OJIBIIIKA, TOSBIIINCH OTEKH Ha
Horax | xuBote. B centsope 2017 . rocnmuTam3upoBaH.
[Ipu mocTyruleHHH — aHacapka, CyTOYHAs IPOTCHHYPHS —
5,8 r/cyT.; obmmit 6emok — 48,4, anpOymuHbl — 21,5 /1.
Ha ¢one tepamuu gpypocemumom 120 Mr/cyT., BBEICHH
apOyMUHA, TIPOBE/ICHUS TUICBPATBHON MyHKIMA C 3BaKy-
armedt 3400 MUt )KMJIKOCTH M ITyHKIIMH TTOJIOCTH TIepUKap-
na — 130 M1, OTe4HBIH CUHAPOM HECKOJIBKO YMEHBIIIUIICS.
JIJis yTOUHEHMs IUarHo3a W JedeHus B OokTsaope 2017
niepeBesieH B @I'KY «301 BoeHHbIi KIMHHUYECKHI TOCTIH-
tajgpy MO P®. [Tpu noctymiennn — aHacapka (BbIpakeH-
HBIC OTCKH HOT, MOIIIOHKH, aCIIUT, OTEK KICTYATKH Iepe/-
HEl OpIONIHOM CTEHKH, TMOSCHWYHOH OOJIacTH, JIHIA),
onpiika — 24 B mMuH, AJl 100/70 MM pT. cT. B ananmze
kpoBu: COD — 48 mm/4, remoriiooun — 100 1/11, sputpo-
utel — 4,1x10/'2%, O6umii Oenok — 45,3 r/n, ans0ymu-
HBI — 24 /1. Dnekrpodope3 6eTKOB KPOBU — M-TpajiueHT
oTpunarenbHbIid. UIMMyHHOIIIEKTpOhope3 — 00HapYKEHBI
JIETKHE TSTH Karma U JIiM0/1a UMMYHOTIIOOYTHHOB. B 00-
IeM aHaIu3e MOo4Yu Oenok — 22 /1, spurpouuTsl — 0-1,
nefkoruThl 3-5 B 11/3p. CyTounas nmporeunypus — 12,9 .
Kpearunaun 0,090 MMoITb/J1, pacdeTHast CKOPOCTh KITy0od-
xoBoii ¢uisrparuu mo CKD-EPI — 90 mu/mun/1,73 M2
OKT' — npusHaku runepTpoGuu MHUOKapaa JICBOTO JKEITy-
JIOYKa, OYaroBbIC HM3MEHEHUS IepeIHe-TIeperopooaHON
o0JracTH, CHIDKeHHE BOJNbTaxka 3yormoB QRS. Dxokapmu-
orpadun — TUNEPTPOGHS MHUOKApAa JICBOTO KEITyZodKa
(3CJDK — 2,1 cm, MXKII — 1,9 cm), ¢pudpo3, KaIbIIMHO3
AOpTANBHOTO, MHTPAJIBHOTO KIAlAaHOB, MHTpAJbHAs,
TPHUKYCIUIANbHAs PETYPrUTAllMK |- CTEeIeHH; JIerod-
Hasl TUTICPTEH3Ms 2-W CTEIICHH; TUIATAIis TPEICePIHiA;
CHIDKCHHE KHHE3a IIePeIHE-TIeprOpOJOYHBIX CETMEHTOB
JICBOTO JKEIYJ0YKa; YMEPEHHOE KOJIHYECTBO JKHIIKOCTH
B nepukapae. Y3U mouek: pasmepsr 10,8x4,1x3.8 cm u
11,3%5,5%5,0 cM J1eBO# 1 MpaBOW COOTBETCTBEHHO, C TO-
BbIILIeHHEM 3xoreHHocTH 10 -1 crenenu. I'enarocnieno-
Meramus (cene3enka 15,9x4,8 cm, nmeuens — KBP — 17,9
cM, JieBast gonst 7,2 cm, ipasas noist 10,0 cm, 3ByKOTIpoOBO-
JFMOCTh CHIDKCHA B TITyOHMHY, 9XOTCHHOCTBH TMOBBIIICHA),
MIPU3HAKM JIBYCTOPOHHETrO THIpPOTOpakca. PeHTreHorpa-
¢us gepera M IDIOCKUX KOCTEH Taza — 03 M3MCHEHHH.
CrepHaibHas MyHKIUS — ATOJOTHH HE BHISIBICHO.
YuauThIBasg HanMn4ue HEPPOTHYSCKOTO CHHApPOMA C
MacCHBHOHM TPOTEHHYpPHEH, IPH OTCYTCTBHH B MOYE Te-
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MaTypuu M COXpaHHOH (yHKIMeW mouek, rumepTpoduu
MHOKap/ia JICBOTO XKeTyAouka 0e3 HaIn4ns apTepruabHOM
THITCPTCH3NH, KIIMHUKA ITOPAKCHUS KUIICUYHHUKA (JacThIe,
HEOOBSICHUMBIC AWapeH), CHHAPOMa «KapIalbHOTO KaHa-
Ja» — TopakeHHe Tepudepudeckoil HepBHOW CHCTEMBI,
TeraToCIUICHOMETATNH, TeMOPPAarundeckoro CHHAPOMa
(ToaneYeHOYHOW TeMaTOMBbl) M JIETKUX LeNeld MMMYHO-
TI00YITMHOB MTPEATIONOKEH IUArHO3 «IICPBUYHBII CHCTEM-
HBIH aMHJION103». BHOTICHS CIM3HUCTO IIeKH pesyipTara
He nana. [lepeBeneH B BoeHHO-MEUIIMHCKYTO aKaIeMHIO,
r. Cankr-IletepOypr, rae npu Hedpodbuoncuu U Mopdo-
JIOTHYECKOTO HCCIICIOBAHMS OWoITaTa IMoYku u3 16 Kiry-
0OOUYKOB yCTaHOBICHO: 6 % KIyOOYKOB CKIICPO3HPOBAHBL,
BBISBIICHO BBHIPAKCHHOE CETMEHTApHOE YTOJNIICHHE Oa-
3aJbHOM MeMOpaHBI, 3HAYUTEIFHOE PACIIUPEHHUE ME3aH-
THAJBHOTO MaTPHUKCA, YBEIMUCHHUE Pa3MepOB KITyOOYKOB;
3CpPHUCTAs, THAIWHOBO-KAlleNbHasl, BaKyoJbHAs IHCTPO-
(um KaHANBIEB, OYarOBBI MHTEPCTHIUAIBHBIA (GUOpO3,
amactoudpo3  COCYHAOB, TIEPHBACKYJSPHBIN CKIIEPO3.
Konro-por monoxurensHbIi. Hakomenne B cTpykTypax
kiy0oukoB [TAC ¥ KOHro-mMacc ¢ JUXPOHHYHBIM CBEUe-
HHEM B MOJISIPH30BaHHOM cBete. [Ipu THIHpOBaHNH BEISB-
JICHBI JICTKUE LETTH UMMYHOTII00yTHHOB. OKOHYATEIbHBIN
nuarto3 «llepBuunslii cucteMHbId AL-amumonmosy.

JuartHoctuka cucreMHoro amuiaounosza AL Tuna
Ja)ke Ha COBPEMEHHOM JTare AOCTAaTOYHO 3aTpPyIHCHA,
MIOCKOJIBKY caMO 3a00JIeBaHUE BCTPEYACTCS JOCTATOYHO
PEIKo, B CBSI3M C YeM, MTPAKTUICCKHE BPAyd MO O HEM
JQyMaroT. Ha HadaTpHBIX dTamax BOSHUKHOBEHHS M Pa3BH-
TUS OOJE3HH HET, KaKUX JUOO0-CrIeM(pUISCKUX CHHAPO-
MOB, ITO3BOJISIFOIIIUX PAHO YCTAHOBUTH THATHO3, ITOJIUCH-
CTEMHOCTPB MOPaKCHHsI TAKXKE 3aTPyAHACT AUATHOCTHKY
[1]. B mpencraBieHHOM KIMHMYECKOM Cilydae JAMArHo3
OBLT YCTaHOBIJICH JOCTATOYHO PaHO, Yepe3 2 roja OT Ha-
YaJia MepBbhIX MPOSBICHUH Oone3Hn. CIIOKHOCTH Cirydast
3aKIII0YajIach B IEPBYIO 09epelb B TOM, YTO pa3sHOOOpas3-
HBIC TIPOSIBICHUS OOJIC3HM BO3HUKAIH HEOITHOBPEMCH-
HO — aMIJION03 ACOI0THPOBAT ¢ IOPAKCHHS CPEAHHHO-
TO HepBa, B JAbHEHIIIEM CEepICIHO-COCYANCTON CHCTEMBI
C pa3BHUTHEM HH(apKTa MHOKap/a, YTO C YIETOM BO3pac-
Ta MaIfeHTa, KITMHNYEeCKOW KapTHHBI PaCcIIEHUBAIOCH KaK
caMOCTOsTeNIbHAs MaToJorus. MiMeno MecTo mopaxxeHne
KHIICYHAKA (CHEIPOXOIUMOCTEY W SMHU30ABI AHApEH) U
BO3HHKHOBEHHE MOAKANCYIEHOW TeMaToMBl TedeHH. B
MOCTICTYFONIEM BEAYIINM B KIMHUYECKOW KapTHHE CTAJIO
MOpakKeHHEe TOYEK B BUAC HE(PPOTHICCKOTO CHHIPOMA.
VIMeHHO mopakeHUe IMOYeK B COYCTAHWH C BBIIIC Iepe-
YHCIICHHBIMHA M3MEHCHHSIMH, KOTOPBIC HE YKJIabIBAIHChH
B KIIMHWYECKYIO0 KapTUHY XPOHUYIECKOTO TIIOMepyIIoHed-
pHTa, ITO3BOJIIO OCTAHOBHUTHCS HA JIMArHO3€ CHCTEMHO-
TO aMHJIOH]I03a, YTO W IOATBEPAMUIIOCH MPH MPOBEICHUN
He(PPOOUOIICHH, KOTOpasi JaeT Pe3yiabTaT MPaKTHYCCKU
B 100 % cnygaes [2, 3]. Takum oOpa3om, yMEeHHE Bpa-
4a O0BCIUHHUTH Pa3pO3HCHHBIC CUMIITOMBI H CHHAPOMBI
B CHCTEMHOE 3a0oieBaHME, YTO TpeOyeT TIIaTeIbHBII
cOOp aHaMHe3a, BBHIMIOJHEHUE CTAHAAPTHBIX MOIXOI0B K
aJIeKBaTHON THAaTHOCTHUKU U 00s3aTeNbHOE MPOBEACHUE
THCTOJIOTHYECKOTO HCCIICIOBAHUSA, B IEPBYIO OYepenb
OHMONTATOB TOYEK CITYXKHUT 3AJI0TOM YCIIeXa PaHHETO BBI-
SIBJICHHSI TAKOTO CIIOYKHOTO 3200JIeBaHHS, KaK CHCTEMHBIN
AMHIIOHUI03.
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