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PEDEPAT

AL-amnnonpos —3aboneBaHune, CBA3aHHOE C nponndepaumelt NnaTonorMieckoro KJoHa rnia3MaTtuyeckmx KneTok n aKcrnpec-
cueit cBoOoAHbIX Nerkux uenei. @PopmmposaHme crneumbunyeckon aMmnonagHom CTPYKTYpbl, COCTOALLEN 3 abeppaHTHbIX MO-
NEKY, NEXUT B OCHOBE U3MEHEHNI MYNIbTUOPraHHbIX CTPYKTYPHO-OYHKUMOHAbHBIX UBMEHEHUI. TUMMYHO BOBIEYEHVE MUNO-
Kapha C pasBUTUEM PECTPUKTUBHOM KapauomMmonaTum 1 Nporpeccupyolen cepaeyHo HeEAOCTaTOYHOCThIO, @ TakXe Mnoyek
C NPOrpeccupyloLLen NPoTeENHYPUEN N AUCPYHKLMEN. BoigsBneHne neno3ntoB aMmmnonaa, OLeHKa ero CoCtasa 1 BbisIBIEHVE
MOHOKJIOHabHOW NPOAYKLIMN NErKOM LLeny UMMYHOornobynnHa anarHocTuky 3abonesaHms. B naHHOM ctaTbe NpruBeaeHo onn-
caHune KJIMHNYECKOro cyyast TeHeHUsl, AMarHoCTUKM 1 ycrnelwHor Tepanum AL-amunonao3sa ¢ HeoObl4HbIM AeO0TOM B BUAE
nopaxeHust NErknx 1 NaeBpbl C AaslbHENLLVIM BOBIEYEHNEM CEPALA N MOYEK.

Knioueesblie cnoea: AL-amunnonnos, peCTPUKTMBHASA KapanoMmonaTus, MopaxeHne nodek, nopaxeHue niespbl, AMarHoCTu-
Ka, neyeHue.

ABSTRACT

AL-amyloidosis is a disease associated with the clonal plasma cell proliferation and aberrant immunoglobulin light chain secre-
tion. Deposition of insoluble polymers composed of monoclonal light chain lead to disruption of tissue architecture and organ
dysfunction. Infiltrative amyloidogenesis often results in restrictive cardiomyopathy, leading to progressive heart failure, and
kidney involvement with nephrotic proteinuria and dysfunction. Diagnostic is based on findings of tissue amyloid deposition
and confirmation of monoclonal light chain nature. Here we reported course, diagnostic and successful treatment of primary
AL-amyloidosis case with unusual disease presentation with lungs and pleura involvement, resulting further in heart and kid-
neys injuries.

Keywords: Al-amyloidosis, restrictive cardiomyopathy, kidney involvement, pleural and lung injury, diagnostic, treatment.

Axmyanvsnocme npoodemol.

Amunonsios — 3aboseBaHue, B IPOLECCe KOTOPOro
MIPOMCXOAUT HapylleHne OeJIKOBOro oOMeHa, PUBO-
Jsiliee K CUHTE3y M OTJIOKEHHIO B TKaHSIX crienudu-
yeckoro Oenka — amuionaa. M3 mHorooopasus hopm
CHCTEMHOTO aMHJIOM/I03a B COOTBETCTBHH C THUIIOM
CHHTE3UPYIOLIErocsi aMuiIona Hanboliee 4acto aua-
rHOCTUPYIOTCSt AL- amMunon103 (acCOIMUPOBAHHBIH C
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(BTOPUYHBIN aMHJIONI03 IPH XPOHUYECKUX BOCIHAIIH-
TENBHBIX 3a00JIeBaHUAX; CEMEHHBIH aMUIIONI03 TIPU
nepuoanueckorr Oomesnu) [1, 2]. Pacnpoctpanen-
HOCTh AL-ammnonao3a, mo manHeIM HanponamsHOTO
ueHTpa MeaunuHckoi cratuctuku CIIA, cocrasisier
4,5 cmyqas #a 100 000, a 3aboneBaeMOCTh, IPUMEP-
HO, 3200 HOBBIX cirydaeB B roz [3]. B pa3BuBarommxcs
CTpaHax CMepPTHOCTh 0T AL-amuiion03a cocTasisieT
1 cmyqait Ha 2000 mHacenenus (0,05%) [4]. Tounbix
JaHHBIX O PacHpOCTpPaHEHHOCTH 3aboneBanus B Poc-
culickoii Denepauuu HET, a Yallle PErUCTPUPYIOTCS
Cllyyad BTOPUYHOI'O aMUJION03a Ha ()OHE XpOHHUUe-
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CKHMX BOCHAJMTEIILHBIX 3a00JieBaHmi [5, 6]. B cBsa3m
C TEM, YTO aMUJIOUI03 TIPUBOANT K MYJIETHOPTaHHBIM
MOpXEHUSAM, KIWHUYECKAs KapTHHA 3a00JIeBaHUS
OBIBacT BeCchMa pasHooOpa3Hoi. TpyIHOCTH TuarHo-
CTHKH JaHHOTO 3a00J1eBaHUs 00BSICHSIIOTCS MHOT000-
pasueM KIMHHUYECKUX MPOSBICHUNA M CHMIITOMOB, Ha
TIEPBBINA B3NS, Ka3aJ0Ch ObI, HE CBSI3aHHBIX MEXKITY
co00ii. 3auacTyro cBOEBpeMEHHAs MOCTAHOBKA Ha-
THO3a WIPaeT PEHIAIONIyI0 POJib B NMPOTHO3E MaIlH-
enToB. [loaToMy mpezcTaBisieTcs IienecooOpa3sHbIM
TIONIEIUTHCST TIOTYUYCHHBIM KIMHUYECKUM OITBITOM U
omnucarhb ciayd4ail cuctemMHoro AL-amusonaosa ¢ Heo-
OBIYHBIM J1e0I0TOM 3a00JIeBaHMS.

Onucanue KNUHUYECKO20 CAyuas.

Myxuuna, 57 5et, mocTynui miaHoBo 11 HosOps
2015 . B otnenenne kapauonoruu knmuHuk C3IMY
M. M.U. MeunnkoBa u3 HOxknoro denepaibHOro
okpyra PD c menbio oOcCienoBaHUS W yTOYHCHHS
JIMarHo3a BBIPAKCHHON KapauaabHOW IUC(YHKIIHH.
[Ipu mocTymiaeHnn MpeabsIBIIAT KajJo0bl Ha OOIIYIO
c1ab0CTh, OBICTPYIO YTOMIISIEMOCTh, CHUKCHHE aIe-
THTA, OABIIIKY CMEIIAaHHOTO XapakTepa Mpu HeOOIb-
IIMX Harpy3kax, OTEKH HIKHUX KoHeuHocTel. [Ipu
AKTUBHOM PAcCIpOCe 10 CUCTEMaM OPTaHOB OTMEYall
MaJIOTIPOMYKTUBHBIHN Kallleh C SITU30aMH KPOBOXap-
KaHbs, & TAKXKE MMEPUOJUICCKOE OKPAIINBAHUE MOYHU
B PO30BBIH LIBET.

W3 anamuesa: B Havase 2013 rona mosBUIMCH He-
MOTHBHUPOBAHHAS CIA00CTh, YTOMIISIEMOCTh, CHIDKE-
Hue ammetuTa u Macchl Tena. C mexabps 2013 roma
MalCeHT OTMETWI 3HAYUTEIHLHOE CHUKCHHUE TIEPEHO-
CUMOCTH Harpy3okK, TEepHOJHYECKOe OKpaIllBaHUE
MOYH B po30BHIi 1BeT. BecHoii 2014 rona B cBsi3u C
BBISIBJICHHBIM JIBYCTOPOHHUM THIIPOTOPAKCOM TOCITH-
TaJU3UPOBAH B TOpPAKAJIbHOE OTJEJIEHUE TOPOICKOTO
CTallioHapa 1O MECTY JKUTENIbCTBA. BBIMOIHAINCH
MHOTOUYHCIICHHBIC TICBPAIbHBIC ITYHKITHH 110 TIOBOY
penuarBUpyloliero ruaporopakca. [lo pesynsraram
MYJIBTHCITUPATBHON ~ KOMITBIOTEPHOH —ToMOrpaduu
(MCKT) opranoB rpyaHoi kieTkd oT maprta 2014
I. BBUIBICHBI TMPHU3HAKH XPOHUYECKOTO SHIAOOPOH-
xuTa, TUQQy3HBII MHEBMOCKIEPO3 0e3 0YaroBbIX
U MHQUIBTPATUBHBIX HM3MEHEHUH JICTOYHOM TKaHH,
BHYTPUTPYIHON TuM(pOaACHONIATHH U HOBOOOpPa3o-
BaHMI. BBITOTHEHO MHOXKECTBO HCCICAOBAHUM, HC-
KJIFOUUBIITUX CHCTEMHBIC 3a00JIEBaHUS COCAMHUTEIb-
HOW TKaHW, apTePUUTHI, BACKYJIUTHI, OHK03a00JIeBa-
Hus, Tyoepkyne3. 03.04.2014 r. mpoBenena auarHo-
CTHUYECKasi BUACOTOPAKOCKOIHS C OJHOMOMEHTHOM
KOCTaJIbHOM IUIEBP3KTOMHUEH M PEBU3UEH IMPABOIo
JIETKOTO, B TKAHW KOTOPOT'O TAaTOJIOTHH HE OOHapyxKe-
HO. [Ipy rUCTONOTHYECKOM HCCIIETOBAaHUH KOCTalb-
HOM MIJIEBPBI — TKAHB CO CKJIEPO30M, TIOJTHOKPOBHBIMHU

COCyJIaMH, O4YaroBbIMU KPOBOM3IUSHUSIMH, O4arOBOH
muMQoaeKonUTapHOd UHMIbBTpanueil. ATUnnd-
HBIX KJIETOK HE BBISBIICHO.

C xonna anpens 2014 1. malMeHT OTMETHIT pe3Koe
yXyALIeHHE CaMOYyBCTBHUS B BUJIE HAPACTAHUS OJIBIII-
KM, TIOABJICHMS NPHUCTYNOB yayuibs. 22.04.2014 r.
TOCIIUTAIM3UPOBAH B OTJEJIEHUE ITYJIbMOHOJIOTUN
TOPOJICKOTO CTallMOHapa MO MeCTy XHuTenbcTBa. 1lo
pesyinpraTaM peHTreHOrpaduH OpPraHoOB T'PYAHOM
KJIETKH — abcreanpyromias IpaBoCTOPOHHSSA HUKHE-
JoneBasi THeBMOHUs. [lpu aHruomyisMoHOrpadum
ObUI TIONTBEPXKIEH JMAarHo3 HH(MAPKT-ITHEBMOHUH
BCJICAICTBHE MEPEHECEHHONW TPOMOOIMOOINU JIeToU-
Hoit aprepuu (TDJIA) ¢ ucxomom B abcrecc HUKHEH
Jonu mpasoro Jerkoro. Ipu ¢pudpobponxockonu —
MIPU3HAKK XPOHHYECKOTO KaTapalabHOTO 3HI00pPOH-
XUTa, OPraHUYECKOM INATOJOrMU He BbIsBICHO. [lo
pesynbTaraM  MCCIEeOBaHUSA  SHAOOPOHXHAIBHBIX
CMBIBOB — TIpO3payHasi OeclBeTHas KUAKOCTH C e1-
HUYHBIMH JIEHKOLIUTAaMU W JUMQOLUTAMHU B TI0JIE
3peHHs], HOPMaJIbHBIMHU KJIETKaMH IUJIHHIPHYECKOTO
1 aJbBEOJSIPHOTO dMUTeNus. B aHann3ax MOKpOTHI —
MPU3HAKH THOWHOTO BOCIHAJEHUS, albBEOJIIpHBIC
Makpodard B YMEPEHHOM KOJIMYECTBE MPH OTPH-
naTesnbHON Oakrtepuonoruu. KuciaoToycTOHYMBBIX
MHUKpPOOTPAaHU3MOB HE BBIABIEHO. B cBszu c op-
MHPOBAHHEM MHOXKECTBa abCIIECCOB HWKHEH JOTH
npasoro jerkoro 03.06.2014 r. BeITOIHEHA ONepanus
TOPAKOTOMUH, HWKHEW T063kToMuu crpasa. [Ipu ru-
CTOJIOTMYECKOM HMCCIIeTOBAaHUN TKaHb JIETKOTO ¢ An(-
(Gy3HBIM ITHEBMOCKIJIEPO30M, 04aroBOi HEHTPOPHIIb-
HOU M TUMQOIUTAPHON peaKiuel, OTIOKEHUEM Te-
MOCHIEpHHA, MHO)KECTBEHHBIMU KPOBOUIIUSAHUAMU
1 MUKpoarenekTazaMmu. ITocneonepanioHHbli epu-
o011 06e3 OCIIOKHEHHIA.

BBuny Hanmu4us CUMITOMOB XPOHHYECKOW cep-
neuanoit HemocratouHoctu (XCH), BmepBbie MPOBO-
nutcst axokapauorpadus (3XO-KI), mo pesynbraram
KOTOpOW KaMephbl cepAlla He pacIIipeHbl, 30H Hapy-
IICHUA JIOKAJIbHOW COKPAaTUMOCTH, CHHYKEHHSI CHCTO-
JTUYecKkoi (yHKINHU, HApyIIEHUH BHYTpUCEpACYHON
TeMOJIMHAMHKH, TPU3HAKOB JIETOYHON TUIIEPTEH3UU
He OOHapykeHO. BBIIBIEHBI yMepeHHas «KOHIICH-
TpHYeCKasi THIEPTPOPUsl CTEHOK MHUOKapJa JIEBOTO
JKelryouka» (0e3 Halu4us B aHaMHe3e apTepuaib-
HOW THUIEPTEH3MH) W BbIpa)KCHHAs JWACTOIMYECKas
mucdynknus muokapaa JOK mo tumy Hapymenus pe-
nakcaruu. Ha ¢oHe mpoBOAMMOro KOHCEPBATHBHOTO
seuennst XCH ¢ monokuTenpHol TUHAMHUKOMN B HIOJIE
2014 roma marueHT BBITTMCAH Ha aMOyIaTOpHOE JIeUe-
HUE C JMarHO30M: PECTPUKTHBHASI KapAHOMHOIATUS
HEYTOYHEHHOTO TeHe3a. PexoMmeHsoBaHa TIlaHOBas
rocriuranu3anusi B ropoackoit ®LCCX nmns mpose-
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JEHUSI JOTOTHUTEIHFHOTO 00CIe10BaHysI, YTOYHEHUS
JUarHo3a.

B nos6pe 2014 roga — yxyaAlieHHE COCTOSHUSA,
MIPOrPEecCUpOBaHUe  SBJICHUNH OMBEHTPHUKYISIPHOU
XCH. B nnanoBoM mopsjke MOCTyHaeT Ha obcle-
noBanue B ®IICCX mo mecty xwutenberpa. [lo pe-
3yapTataM Ja00opaTOPHBIX MCCIEIOBAHUN: B KITUHH-
YEeCKOM aHaliu3e KPOBH OoTMedeHo HapacTtanue COD
10 50 MM/9 TIpH HOPMaJIbBHOM YPOBHE 3PHTPOIIUTOB,
reMornoOnHa, TPOMOOIIMTOB U HEM3MCHEHHOM JicH-
KouuTapHou Qopmyne. B OMOXUMHUYECKOM aHaH3e
KPOBH BBISIBIICHBI: TUTIONIPOTEMHEMHUS U TUTIOATHOY-
MUHeMUs: o0mui Oenok — 49 r/n, ansOymun — 28
r/in; Hapactanue ypoaerd CPb no 17,3 mr/n, pudpu-
HoreHa 70 9 1/71. BrepBble OTMEUYEHO MOBBIICHUE
ypOBHE# KpeaTMHHHA — 128 MKMOJB/T B MOYCBH-
Hbl — 8,9 MMOJIB/JI, CH)KCHHE PACUueTHON CKOPOCTH
kiyooukoBo#t punsrparuu (CK®) mo 53 mi/mun. B
o0I1eM aHajln3e MOYM TOSBICHHE NMPOTEHHYPHH 10
1,0 r/n, HapacTaHWe MHKpOTeMaTypHH, IOSBICHHE
umHApypun. CyTodHas npoTeunypus — 2,7 1, mpu
MTOJTYKOJIMYECTBEHHOM ~ HCCJIEIOBAaHUM  OOHapyKeH
6emok benc-/)xonca (oauH +).

YuuteiBasi KIMHAYECKYIO CHMIITOMATHKY TIpe-
MMYIIECTBEHHOTO TIOPaKEeHUS JIETKUX (peluauBH-
PYIOIIHNI THAPOTOPAKC, a0CIeIUPYIOIast THEBMOHUS
B aHaMHe3e) M JUCOYHKIMH MOYEK, a TAKKE BBHILY
HaJW4Us IePUBACKYIISIPHOTO TPaHyJIeMaTo3HOTO BOC-
MajJeHNus ¥ HaJIHYUs €IUHIYHBIX TUTAHTCKUX KIETOK,
0OHapYKEHHBIX TPHU MEPECMOTpe OUONCUIHHOTO Ma-
Tepuaja TKaHU TUIEBPHI, ObLT 3aro03pEeH IHWarHo3
rpanysieMaro3a Berenepa. [locnenHuii He moareep-
JWICS TI0 pe3yJbTaTaM HETaTHBHBIX HCCIETOBaHUN
AHTUHEUTPOQWILHBIX [UTOIIA3MAaTHYECKUX aHTH-
Ten, BKItouas anturena IgG k anmacrase U KaTeTcuHy.

[IpuHnMas BO BHMMaHHE CHCTEMHOCTb IMOpaxKe-
HUS C BOBJIEYCHHUEM IIOYEK U OOHapy)KeHHE B aHAJH-
3ax Moun Oenka benc-/[xoHca, 00cy»kaancs 1uarHos
MHETTOMHON 0oje3nu. OTcyTcTBHE M-TpaanenTta mo
JAHHBIM 3JIeKTpodopesa CHIBOPOTKU KPOBH, OTCYT-
CTBHE TOPAXEHMs IIJIOCKMX KOCTEH CKeneTa, HOp-
MaJbHBI YPOBEHb reMOITIOOMHA, OTCYTCTBHE H3Me-
HEHUI CO CTOPOHBI JICHKOIIMTAPHOU (hOPMYIIBI, a TaK-
JKe Pe3yJIbTaThl MUEJIOTPaMMBI (T1a3MOIUTH 7,2%) —
MIPEINOJI0KEHNE He TOATBEPMIOCE.

21.11.2014 1. mpoBesieHa MarHUTHO-PE30HAHCHAS
tomorpadust (MPT) cepaiia ¢ KOHTpacTUPOBAHUEM:
BBIPOKCHHAS! KOHIICHTPUYECKAsi TUIEPTPOdUsT MHO-
Kapaa oboux xerynoukos co cHmxernnem KCO JDK
110 35 M1, TuIaTanys paBoro U JIGBOTO MPECEePIHid,
muddysHoe ycuieHue cUrHaja OT MHOKapja »Kewy-
JIOYKOB IO THITy CBEUYCHHs. 3aKJOueHHe: JaHHBIe
MPT cBUAETENBCTBYIOT O HAIMYUU PECTPUKTUBHOMN
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KapauoMuonaTtu. JIng HCKIIoYeHus aMHIION103a
27.11.2014 r. BeImOTHEHA OMOTICHS IECHEBOTO COCOU-
Ka: CIM3UCTast 000J0YKa C OTEKOM M TIOJTHOKPOBHEM.
OTIoKeHH aMUIon 1a He 00OHAPYKCHO.

Ilo pe3ynbsraTram oOcienoBaHUS BbICKa3aHO Ipe/l-
CTaBJICHUE B I10JIb3Y HAJIMUMS Y TAIIMEHTa CHCTEMHOTO
HEYTOYHEHHOTO BackynuTa, AHL{A-oTpunarensHoro,
C Opa)keHUEM JIETKHUX, Mo4eK, cepamna. [Ipunsaro pe-
IICHHE O TIPOBEIEHUH TePary ITTIOKOKOPTHKOUIaMU
(I'KC).

Ha ¢one purenshoit Teparuu ['KC B no3ze 10 mr/
CYT OTMeYajlach HEKOTOpasi OJIOKHUTENNbHAs TMHAMUKA
B BUJIE YITyHIIIEHUs OOIIETr0 CaMOYyBCTBHS, YMEHbIIIE-
HUS c1abocTh, oTekoB. COCTOSIHME TAIlMeHTa OCTaBa-
JIOCh OTHOCUTENTBHO CTAOMIIBHBIM 10 ceHTs10ps 2015 1,
OJTHAKO, JUATHO3 TO-TIPEKHEMY OCTABAJICS HESICHBIM.
s maneHeiiero oOcienoBaHUs U yTOYHEHHS Jaua-
rao3a 11 HosOps 2015 1. marMeHT NoCTymHaeT B OTAee-
uue kapauonoruu C3I'MY um. .M. MeunnkoBa.

YuuTeiBas CHUCTEMHOCTHh NpOsIBIECHUH (cepale,
JIeTKHe, TUIeBpa, MOYKH, TenarocIuIeHOMeraius), a
TaK)Ke XapakTep MopakeHus cep/ua (IporpeccuBHOe
yroneHue creHok kak JDK, tak u IDK npu orcyt-
CcTBUHU B aHamMHe3e Al, yBenndueHue mpencepanii, pe-
CTPUKTHUBHBIN THUIl KapAMOMHOMNATHH, CBEUEHUE TPU
MPT), B iepBy10 ouepenb ObIJIO PeleHO UCKIIOYUTh
CHUCTEMHBIN amMuinona03. MeHee BEepOsATHBIM Mpe-
CTaBIISJICS IMArHO3 CUCTEMHOTO BAaCKYJIUTA.

12.11.2015 1. BemonaeHna 2XO-KI' (puc.l), mo
JTAHHBIM KOTOPOU B CPaBHEHUH C pe3ybTaTaMu Ipe/-
BIAYIIECTO uccienoBanus oT utons 2014 1. — Hapac-
TaHue KOHIEHTpu4ecKkoil runeprpodun creHox JIK
(MXII yronmena mo 23 mM, 3C — 21 MMm), TUTIEPTPO-
¢un crenku [1XK no 8,3 mm. BeipaxenHnast annaranus
nmosiocTedt mpeacepauii. [obanpHAsT COKPaTUMOCTH
MHOKapaa JieBoro xxemnynouka — @B 50% mo Cumrnco-
HY. PECTpUKTHBHBIN THIT JHACTONNYESCKON TUCYHK-
IUU MUOKapjaa. B ocrampHOM — 6e3 cyliecTBeHHON
TUHAMHKH. Taxoke BBISBICHO BBIPAKEHHOE YCHUIICHHE
OXO-curnana oT MHOKap/ia 110 TUITY CBEUCHUS».

BrimonHeHo ucciieoBaHue ChHIBOPOTKHA KPOBH Ha
HaJIM4KeE JIETKUX IeTlell IMMYHOTJIO0YIMHOB, KOTOpPBIE
MO3BOJIMJIA BBISIBUTH HAJIMYWE JIAMOJA-TETKUX Iernen
B TiTpe 175 MKr/™Ma (ipu Hopme 1o 10 Mxr/min). Ypo-
BEHb Kalla-JIErKHX LIeTNel B Ipeieiax HOPMBI.

13.11.2015 r. npoBenena 6uorncus Muokapaa (Tu-
CTOJIOTHYECKOE HCCIIE0BaHNEe OMOITaTa BBITIOIHEHO
B dezepabHOM LIEHTPE Cepira, KPOBH U SHIOKPH-
Hoyorun M. B.A. AnmmazoBa n-pom Mmen. Hayk [.b.
Mutpodanosoii). [1o pesynbraram rucToI0rH4ecKoro
WCCIIE/IOBaHMS BBISBICHBI YMEpPEHHAs THIIEPTPOQUS
MBIIICYHBIX BOJIOKOH, (hUOPO3 SHIIOKAp/Ia, MEIKOO4a-
TOBBI CyORHIOKapAWANbHBINA (HUOpPO3, yTOJIICHUE
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Puc. 1. Oxokapanorpadusa (NosiCHEHNs B TEKCTE).

Puc. 2. OTnoxeHvne amunonaa mMexay BOJIOKHaMU Muokapaa
(cneea); cnpaBa — TOT Xe npenapaT C NONOXUTENbHbIM XeNTo-
3esieHbIM CBEYEHMEM B NONSPU30BaHHOM cBeTe. Okpacka KOHro
KpacHbIM.

CTEHOK apTepHii 3a CYET OTIOKEHHs OCITKOBBIX TOMO-
reHHbIX Macc. OOHapyKeHO OTJIOKeHHe Oesika ¢ THH-
KTOpUaJIbHBIMU CBOMCTBAMHU aMUJIOH/A B CTCHKaX ap-
Tepuil, MEXAy BOJIOKHAMH MHUOKAp/a U B dHAOKapJe:
OKpacka ¢ UCIOJIb30BaHUEM KOHIO KpPacHOIrO C IOJIOo-
JKUTEIbHBIM 3€JICHBIM CBEYEHHEM B MOJISIPU30BAHHOM
cgere (puc. 2). [Ipu *MMyHOTHCTOXUMHUYECKOM HCCIe-
JIOBaHUHM MPHU3HAKOB MHOKApANUTA HE BBISBIECHO, B 30-
HaX OTJIOXKEHUS aMWJIOWJa MMMYHOTHMCTOXUMHUYECKU
ObLa BISIBIIEHA SKCIPECCHS JIETKHX LieTel JIIMOa.
Takum 00pa3zom, ¢ TOMOIIBIO OMOTICHM MHOKapAa,
THCTOJIOTHYECKOTO W MMMYHOTHCTOXMMHUYECKOTO HC-
cresioBaHni nogo3peHue o I1A Haiuio noaTsepkaeHYE.
Jns mpoBeaeHUs] TPEnaHOOMONCUU M AajbHEH-
meld cnequduyeckoil Tepanuu OonbHOW ObLT mepe-
BEJICH B IICHTp JICUCHHUs aMuionjo3a Ha 6aze HUU
negponoruu [ICIIOI'MY nm. akaa. W.I1. [laBnosa.
IIpu nocrymiennn nanuenta B kauauky HUM ne-
¢dponoruu GyHKIMS TOYEK ObUIa YMEPEHHO CHIKEHA
1 COOTBETCTBOBaJIA 3a CTaMK XPOHUYIECKOH 00JIe3HH
nouek (XBIT) — ypoBenb kpearnnuna 125 MKMOIIB/1,

pacuetHass CK® no ¢opmyine CKD-EPI cocraBuia
55 mi/mun/1,73 M2, OTMe4anu BbIpaXEHHYO POTe-
unyputo (3,5 r/cyt), runoansOymunemuro (30,5 r/m),
OTEKU HUKHUX KOHEYHOCTEH 0 YPOBHS HUXKHEH Tpe-
TH TOJICHEH.

Pasmeps! mpaBoii U J1€BOM MOYKU 10 PE3yIbTaTaM
conorpaguu cocrapuiu 10,6x5,1 u 11,1x5,7 cm co-
OTBETCTBEHHO, C YMEPEHHBIM TOBBIIICHUEM DXOTCH-
HOoCTH mapeHxuMsbl. [Ipu oOcnenoBannu oOparaio
Ha ceOs BHUMaHHE IMOBBIIICHHE YPOBHS TPONOHUHA
I no 0,203 ur/mn (Hopma go 0,040 ur/mi), KOK MB
1o 8,1 ur/mn (Hopma 0,6—6,3 uHr/mi), NT-proBNP 1o
8046 nir/mut (HopMa 10 125 nir/min), 9TO yKa3bIBaio Ha
BBIPOKECHHOE TOBPEXKIECHHE MHOKap[a JCNO3HTaMH
aMHJION 1A,

[To pesynsraramMm MOpPQOIOTHYECKOrO HCCIeI0Ba-
Husl OnonTara 1moyku (Mopdosor, KaHI. MeJ. Hayk
B.I. CumnoBckuii) u3 16 kiyOoukoB B cpeze 7 Obun
TIOJTHOCTBIO CKJIEPO3UPOBAHBI, BBISBISUIOCH HE3HA-
YUTEIILHOE CErMEHTapHOE YTOJIIeHHe 0a3aibHOM
MeMOpaHBbI, pacCHIMPEHUE ME3aHTHATLHOTO MaTpUKCa,
yMepeHHas AUCTPOUsI KaHAJIbIIEB, O4aroBbIii HHTEP-
cTUIHaTbHBIN proOpo3. OOparaia Ha ceOst BHUMaHUE
HEe3HAYHMTENbHAS TIJIa3MOIMTApHAsS HHQUIBTPALHS
WHTEPCTUIIMSA, 8 TAK)KEe HAKOIJICHUE B CTEHKAax apre-
Uil KOHTO-TIO3UTHBHBIX MacC C AUXPOUYHBIM CBEYe-
HHUEM B MOJISIPU30BAHHOM CBETE, METOZOM HMMYHOTH-
CTOXMMHH BBISIBIICHA SKCIPECCHsI JIIMO/1a CBOOOTHBIX
nerkux neneit (CJIL]) B 30HaxX omIOKeHHUS aMUJIOUAA.
Jisi TONIONHUTENBHOTO TOATBEPIKICHNUSI CUCTEMHO-
CTH TAaTOJOIMYECKOro mpolecca Obla BBHIMOIHEHA
OWoIICHs MTOJKOKHOTO JKHpa, MO pe3ynbTaraM KOTo-
poit 60% Ma3ka 3aHUMaNH OTIIOKEHUS] AMUJIOU/IA.

st yTOYHEHUs] aKTMBHOCTHU 3a00JIeBaHHs METO-
JIOM UMMYHO(EPMEHTHOTO aHaji3a ObUT ONpe/elieH
yposenb CJIL] B muiasmMe KpoBH M MO4YE, BBISBJICHO
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MOBBIIIICHHE JIAMOa 1iereli B KpoBu 10 80,7 MKIr/miI
(cooTHomeHue asMOaa/Kanma = 16, HopMa JiIMOIa
CJIIL 5,71-26,3 Mkr/mi) u B Moue 10 16,6 MKr/mi
(cooTHoIIeHUe JAMOIa/Kanma = 2, HOpMa JiIMOna
CJIL mo 12,3 mkr/mm). [Ipn uMMyHOQHKCAITTH MOYH
U CBIBOPOTKH KPOBHU MOHOKJIOHAJBHBIX UMMYHOIJIO-
OyJIMHOB BBISIBJIICHO HE ObLTO. B Onomnrare KOCTHOrO
MO3Ta IPU TPENaHOOMOIICUH I11a3MOIIMUTO3 COCTABHII
Bcero 0,6%. Ilpm murodmroopomerpun oOHapyKe-
HBI KJICTKH C TaTOJIOTHYECKUM HMMYHO(EHOTUTIOM
CD45-/CD138+/CD38+/CD56+/CD117- (0,16% ot
o0I1ero yucna AapocoepKaliux KIEeTOK). YpOBeHb
Oera-2-MUKpOIIO0yIMHa ObUT IMOBBILICH, 3,85 Mr/i
(mopma 1,42-3,21 mr/m).

Juarno3 cucremuoro AL-amunounmo3a ObLT ycra-
HOBJICH Ha OCHOBaHHH CIICAYIOIINX KPUTEPHUCB: Jie-
MO3UTOB aMHUJION/IA B MHOKap/Ie U IMOYKe, DKCIIPECCH-
PYIOIIUX JIETKYIO IIeTh MMMYHOITIOOyIHHA MO/,
noBbileHns ypoBHs asmOaa CJIL] MoHOKIIOHATBHO-
IO TUIA B CHIBOPOTKE KPOBH, a Takxke OOHapy»KeH-
HBIX B KpacHOM KocTHOM Mo3re (KKM) mia3monutoB
¢ abeppaHTHBIM WMMYHO(DEHOTHIIOM NpPH HH3KOM
YPOBHE IIJIa3MOIIMTO3a KOCTHOTO MO3T'a U OTCYTCTBUH
JPYTHX KPUTEPUECB MHOXKECTBEHHOW MHEIIOMBI.

[IpoBeaeHa xuMHOTEparust OOPTE30MUOOM H JICK-
caMeTa30HOM B KOMILIEKCE C IpenaparaMy COmpoBO-
IuTeNbHOTO JeueHus. Becero Ha mporspkenun 2016
roga OBUIO TPOBENCHO 6 KypCOB XMUMHOTEPANHH B
CTaHJAPTHBIX JO03UPOBKAX C yYETOM ILIOMIAJH II0-
BEPXHOCTH Tena. [lepBbie 1Ba Kypca COMPOBOXKIATH
BBeicHHE 1MKIohochamuaa B 1o3e 400 Mr aBaKabl
3a Kypc (Bcero 1600 mr). Haunnas ¢ yeTBepToro Kyp-
ca 6opTe30MHUO MPUMEHSUTH B PEAYIUPOBAHHON J10-
3UPOBKE, BBHJIy Pa3BHTHUSI aCCOLIMHUPOBAHHOW C €ro
MIPUEMOM BBIPAKEHHOH Tepueprudeckorl MoTuHeHn-
pomnaruu. [locne mpoBeneHHOTO JedeHUs] OBbUT JI0-
CTHTHYT TIOJHBIH TeMaTOJIOTHYECKUH OTBET B BHUJIEC
HopMmasn3anuu ypoBHs ssam6aa CJIL go 11,98 Mkr/
M (Hopma 5,71-26,3 mkr/min). OT Hadana Tepanuu
mpou3oIIo ymenbieane MMM ¢ 259 mo 186 r/m?,
tomuasl MOKII (¢ 26,4 no 26,2 MM) 1 3aIHEH CTEH-
ku JOK (¢ 24 10 18 MM), ¢ OTYETIIMBBIM yBEIMUCHUEM
TOJIEPAHTHOCTH K pu3nyeckrM Harpy3kam. [lomoxu-
TEJILHYI0 JMHAMHKY TPOJAEMOHCTPUPOBAIN JIPyTHUE
ucciienoBanusa B Buae cHwxkeHus COD no 15 mm/4
(mopma no 10 mm/4), TporonuHa I g0 0,064 Hr/mi
(ropma 10 0,040 ur/mut), NT-proBNP 10 2034 nr/mi
(amopma mo 125 nir/muin), kpeatuarHa 10 114 MKMOITB/IT
(53-115 mxmons/n), CIIb coctasuna 0,49 r/cyT (HOp-
Mma 10 0,15 r/cyT), ypoBeHb anbOymuna 41,8 r/i1 (Hop-
Ma 35-50 1/m), mo pe3yibTaraM TPEMaHOOUOIICHU
obHapyxeHo He 6osiee 1 % 3penbixX MmIa3MaTHIeCKuX
KJIETOK 0€3 TIPU3HAKOB aTUIINH.
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B ommcanHOM KIMHUYECKOM ciTydae OT MOMEHTa
MOSIBIICHUS TIEPBBIX HECHEU(PUISCKUX CHUMIITOMOB
3a00JIeBaHMs 10 TOCTAaHOBKH MPABHIFHOTO AMATHO-
3a MPOIIo OoJiee IBYX JIET. Y UUTHIBAs TOT PaKT, UTO
CBOEBpEMEHHAs MOCTAaHOBKA MPABUIHLHOTO ITHUArHO-
3a mipu [1A sBIIsIeTCS OTHUM U3 BEeAYIMINX (HaKTOPOB,
BIUSIONINX Ha MPOTHO3 TAKUX IMAllHEHTOB, OYEBHI-
HO, 9TO TTOJ00OHBIE CPOKH JMATHOCTHKHU 3TOTO 3a00-
JIeBaHUsI HENOMyCTUMBI. B ompeneneHHON cTeneHu
CJIOKHOCTh JIUarHOCTHKHU MEPBUYHOTO aMUJIOW03a
COCTOUT B MHOTO00pa3NH pa3NIudIHBIX U, HA IEPBBIN
B3I/, HE CBSI3aHHBIX MEXITy c000 CHMITTOMOB.
[Iponecc KIMHWYECKH IeOIOTHPOBAN TOPAKECHU-
€M PEeCHHUpPaTOPHON CHCTEMBI, KOTOPOE HE SBIAETCS
peaxocthio mipu [TA. YactoTa BoBlieueHHUs B 1MaTOJIO-
TUYECKUH MPOLIECC PECTTUPATOPHOM CUCTEMBI IIPU CH-
CTEeMHBIX aMHJIOUI03aX cocTaBisieT okomno 50%. Ilo-
paxkeHus TUIEBpHI Npu cucteMHoM AL-amunoumose
COCTaBISIET MPUOTH3UTENBHO 6% M XapaKTepu3yeT-
¢ (hopMHpOBAHHUEM PEIUINBUPYIONIETO BBIITOTHO-
TO TJIEBPHUTA, 3a4aCTyI0 pepaKkTepHOro K Teparnuu
[7]. Takyro cMMOTOMAaTHKY HAONIONATHd U B JaHHOM
ciy4ae, TpeAroiaras, 4TO THOWHBIE OCIIOKHEHUS
0TYaCTHU HOCWIM SITPOTeHHBIN XapakTep. [locnennue
M OTCYTCTBHE HAaCTOPOKEHHOCTH, BEPOSITHO, TTOBE-
JU CIEIUATICTOB «II0 JIO)KHOMY ITyTH», 3aCTaBUB
B TIEPBYIO OYepeb MCKII0YaTh OHKOIIATOJOTHIO. B
MIPOTUBHOM CITydae aeKBaTHOE MCCIICIOBAHNE aMMU-
Jonia B OMOTICHITHOM MaTepualie MIEBPHl U JETKUX
Mo3BONIAIIO OBl MOcTaBUTh Anarno3 I1IA eme B 2014
TOY.

Crenyer OTMETHTD, YTO OMOTICHS CITU3UCTHIX 000-
souek pecHbl ¥ JKKT, B oTiinume oT OMOIICHH IOYEK
WM MHOKap/a, He BCeT/a JaeT MOJIOKUTENbHBIN pe-
3ynbrar. Tak, Mo pa3HBIM JaHHBIM, ITOJIOKUTETHHBIN
pe3yabTaT Ha OOHAPYKCHHE aMIIIONIa TIPH OMOTICHT
CIIM3UCTON 00OJOYKH JeCHBI cocTaBisier oT 30 mo
40%, cnu3UCTHIX 000JOYEK KEMYTOUHO-KHIIETHOTO
tpakta oT 50 mo 70%, MOIKOKHO-)KUPOBOU KIIET-
YaTKW TepeHei OpromrHoii creHkn okoio 80%, B TO
BpeMsl KaK MOJIOKUTEITBHBINA Pe3ysIbTar Mpu ONoTcun
noyex uiu cepamna omuzok xk 100% [8]. Jlnarnos ammu-
JIOW103a YCTAaHABINBAETCS HA OCHOBAHWUU PE3YIIbTa-
TOB TUCTOJIOTHYECKOTO 1 IMMYHOTHCTOXUMIYECKOTO
WCCIIEZIOBAaHUS W TOYTH Bceraa TpedyeT MOATBEpIK-
JIafoliell NMarHOCTUKU, HaAIlpaBJIEHHOW Ha ompese-
JICHWE STHOJIOTHYECKOTo BapuaHTa Ooje3Hu. Takas
JUATHOCTHKA M OBLIAa TPOBE/IeHa TMOCIE BBISBICHUS
KapIHaTbHBIX JETIO3UTOB aMUJIOWAa W WMMYHOTH-
CTOXMMHYECKUX yKa3aHUH Ha WX BEPOSTHYIO CBS3b
C TUIa3MOKJIETOYHOW JUCKpasuel. B pesymprare ObLT
YCTaHOBIJIEH AuarHo3 AL-amuionmosa.
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Jleuenne AL-amunonmo3a OCHOBBIBaeTCS Ha
MpecTaBIeHH 00 OHKOTeMaTOJIOTMYECKOM MPHUpO-
Jie JaHHOTO 3a00JIeBaHus, KOTOPOE CBA3AHO C MOHO-
KIIOHAJbHOM IIIa3MOKJIETOYHON mponudepanueii B
KKM. Bmecrte ¢ TeM, 0COOCHHOCTBIO JJAHHOTO Ba-
pUaHTa TUIa3MOKJIETOYHON TUCKpa3uu ABISAETCS TO,
YTO KIUHUKO-MOp(osorudeckue mposiBieHus AL-
aMWJIONI03a HE CBSI3aHBl C MacCOil OIyXOJIEBOTO
KJIOHA, HO OTPeNeSI0OTCS UCKIIOUNTENBHO HaKoILIe-
HUEM B TKaHSIX U TUMEPIPOTYKIMEH MOHOKIOHAIb-
HBIMH KJIETKaM{ a0epPaHTHBIX JIETKUX IeTIed HMMY-
HOTJIO0YTHHOB (B OOCY)KIaeMOM cliydae — JIMO/a).
[loBbIlIeHNE TyNna 3TUX MOJEKYNI B IUIa3Me€ KPOBU
MPHUBOJIUT K MX OTIOKCHHIO B TKaHSIX M (OPMHUPO-
BaHMIO OeTa-CKiIamyaToil CTPYKTypsl AL-ammmonga
[9]. [porao3 u 3(h(GeKTUBHOCTH JCUCHHS ONpeie-
JISIOTCS HAKOMMBIIUMCS 00bEMOM TKAaHEBBIX JIETO-
3UTOB aMHJIOHWJIA U CTENICHBIO HApyIIeHUs (yHKIUH
KU3HEHHO BaHBIX opraHoB [10], mockonbky ObI-
CTpast peAyKIHs OTHOCUTEIHHO HEOOJBIIOT0 KIOHA
abeppaHTHBIX TUIa3MOLIUTOB HE ABISETCS CIOKHOMN
3a/auell TIpyu BO3MOXHOCTSAX COBPEMEHHON XHMHO-
Tepanuu. Tak, ¥ B JaHHOM Ciy4dae BOBJICYEHHOCTbH
B TaTOJIOTHYECKHUH TpoLecc cpazy HECKOJIbKUX Op-
raHoB (cep/ue, MoYKH, JIETKHE, MTOAKOKHO-KUPOBas
KJIETYaTKa) CBUAETEIhCTBOBAJIa 00 WHTEHCHUBHOU
9KCIIPECCHH TAaTOJIOTUYECKUX JIETKUX Ienel OoIy-
XOJIEBBIMHU KJIETKAMH B KOCTHOM Mo3re. OnHako co-
JepKaHue TJIa3MOIMTOB IO pe3yabTaraM TperaHo-
OuoTCcHy B KOCTHOM MO3T¢ OBLTIO HOpMAaJIbHBIM. J{o-
Ka3aTeIbCTBAMH HAJIWYHS OITyXO0JIeBOTO KJIOHA ObLIN
BBISIBJICHHBIN TI1a3MOITMTO3 7,2% ™0 pe3yisraram
paHee BBITIOJHEHHON MUEJIOrPaMMBbI U JaHHBIE TPO-
TOYHOW IIUTOMETPUHU. ITO HECOOTBETCTBHUE TSHKECTU
MYJIBTHOPTaHHOTO TOPaKEHUS U aKTHUBHOCTU IPO-
Lecca KOJM4eCTBY 3aHHTEPECOBAHHBIX B HEM KJIETOK
MOJKET OOBACHATHCA KaK OMPEACIEHHOW «THEe3IHO-
CTBIO» PACIIONIOXKEHHUS 04aroB IUIa3MOLUTAPHON HH-
(uapTpanyy, Tak 1 UX BHEMO3TOBOU JIOKaJTU3alneH.
[locnenuss, BepoOATHO, SBISAETCS OCOOEHHOCTHIO
JAHHOTO cllydas U Obljla MpeAcTaBiieHa IJIa3MOIH-
TapHOH MHQUIBTpalMel JErKuX, TIEBPhl U UHTEP-
CTHIIHS TTOYEK 10 Pe3ybTaTaM I'MCTOJIOTMYECKHUX UC-
CJIETOBaHM, TPOBEJCHHBIX B PA3HOE BPEMH.

B cpemnem menmnana BeDKHBaeMocTd mpu AL-
aMWJIONI03€ OT IOCTAaHOBKH JHAarHo3a COCTaBIIAET
3 rona, 3TOT CPOK yMEHbIIaeTcs 10 | roja mpu Kiu-
HAYECKH 3HAYUMOM BOBJIeUueHHHu Muokapna [1, 11].
JloMuHupyomye KIMHAYeCKne MPOSBICHHUS CO CTO-
POHBI cepjlla B BUJIE PA3BUTHUS THKEJION cepAeuHOn
HEJO0CTAaTOUYHOCTH 3@ CYET PE3KOr0 YBEIMYESHHS TOJ-
LIMHBI MHOKAp/1a JKEeJTy0YKOB U PECTPUKTUBHBIX Ha-
PYLICHUH, a TaKKe MPU3HAKKU BBIPAXKCHHON peHaJIb-

HOU IMCOYHKIMH JeTalli POTHO3 TTAallUeHTa KpaiHe
CEpbE3HBIM.

Tepanua nanHoro 3a0oyieBaHMs HaIpaBieHa Ha
TOpMOXKeHHE (OPMHUPOBAHUS aMUIIOWJA B TKAHSX
3a CYeT BO3JEHCTBHS HAa MPUYUHY — KJIOH IUIa3Ma-
TUYECKUX KIIETOK, OTBETCTBEHHBIH 3a IKCIPECCHIO
CBOOOJHBIX JIETKUX Lemneil. JTo JOCTHraeTcsl MpHu-
MEHEHHEM pAa3JINYHbIX BapUaHTOB XHMHOTEpAIHH,
BKJIIOYAIOIIEH MPOTEOCOMHBIE MHTHOUTOPHI, TITIOKO-
KOPTHKOH/IbI, aJIKMJIUPYIOLIIE areHThI.

bazoBeiMu mpemaparamu Uit Jiedenus AL-
aMUJION1032 Ha CETOAHAIIHUM JACHD SBIAIOTCA CpPeJl-
CTBa, OJIOKMPYIOIINE aKTUBHOCTH 26S-TIPOTEOCOMBI
[12]. DOrtor kpymHBIA (EepMEHTATUBHBIN KOMIUIEKC
OTBEYaeT 3a OMOJerpajalio A0 aMHHOKHCIIOT IO-
BPEXXJICHHBIX OEJIKOB IHUTOIIA3Mbl, TOPMOXKEHHE
ero paboTsl MPUBOJUT K WX HAKOIJICHHUIO U 3aIyCKY
MEXaHU3MOB arfonTo3a. B pesynbsrate MpoOHCXOIAT
HOpMAaJIN3allsl YPOBHS CBOOOAHBIX JIETKUX IIeTiel
MMMYHOTJIOOYTMHOB B CBHIBOPOTKE KPOBHU U IPEKpa-
IeHne oopa3oBaHus aMuiona B TKaHsax. CoBMmecT-
HO C UHTHOUTOPOM TpoTeocoM (bopre3oMndOomM) Ha-
3HAYal0T TIIIOKOKOPTUKOWBI, OONafarolye Hecrell-
U(UIECKUM HMMMYHOCYTIPECCUBHBIM CBOMCTBOM, a
Takke nukIohpochaMua — aJKWITUPYIONIMA areHr,
BBI3BIBatomnii moBpexkaenue JJHK u rubenb akTuB-
HO JIeJISAIINXCS KJIETOK. B 3akiouenue cienyer eie
pa3 OCTAaHOBHUTHCSA Ha NMPUHIMIHAIHHONW BaKHOCTHU
CBOEBPEMEHHOM auarHocTuku AL-amuionyosa, oH-
KOTeMaTOJOTHYeCKoro 3a0oJeBaHMsA, MeAuaHa BBI-
JKUBAEMOCTH TIPH KOTOPOM Jak€ C UCIOJIb30BAHUEM
COBPEMEHHBIX METO/IOB JICUEHHUS OCTaeTcs HeyIo-
BJIETBOPUTEIBHO HU3KOHU. IIpu 3TOM OYEeBHMIHO, YTO
paHHEee Hayallo Tepanuu MPUBOTUT K TOPMOKEHHUIO
00pa30BaHus aMUJIOW A B TKAHSX, @ 3HAYHUT U K YIIyd-
IICHUIO TIPOTHO3a y TakuX manneHToB [13]. I1pu atom
reMaToJIOTUYecKasi PEeMHUCCHSl B Clydasx IO37HeH
JUATHOCTHKH 3a00JieBaHMsI HE BCErJa NMPHUBOAMUT K
VAYYIICHAIO QYHKIMN TOPaKEHHBIX OPTaHOB BBUJLY
ycToiunBocTH AlL-ammimonna K IEHCTBUIO BHEKIIC-
TOYHBIX (PEPMEHTOB, a TaK)Ke 3a CUET €ro HeMOCpPe]-
CTBEHHOTO TOKCHYECKOTO JIMCTBUA Ha OKpYXKAIoIIne
kietku [14,15].

B nanHoM ciyyae WHAYKIMOHHAS TEpamus JeKca-
METa30HOM, OOPTE30MHUOOM M HUKIOPOCHaMHUIOM C
MIPOIOIDKEHHEM OOpPTEe30MHOOM U JEKCaMETa30HOM
MpHBeJa K OKUIAEMOMY PEe3yJbTaTy — JOCTH)KEHHUIO
MIOJTHOTO OTBETa B BHJIE€ HOPMAJIM3ALUU KOHIIEHTpPA-
UM MOHOKJIOHAJIBHOM JIETKO# Ieny B HUPKYISIINU.
Ha s¢ddexr tepanuu He TOBIMsIa HEOOXOJUMOCTD
HEKOTOPOH peayKIuu 103 Oopre3omMuba M3-3a pas-
BUTHUS THUIIMYHOTO OCJIOKHEHHS — TOJIMHEHPOIaTHH.
OT4eTIMBBIM ObUT U JOCTUTHYTHIN KIMHUYECKUN OT-
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BET B BHJIE CYIIECTBEHHOTO CHIDKEHHUS IMPOSBICHUN
CepJeYHON HEAOCTAaTOYHOCTH Ha (hOHE peayKUUU
Macchl MHOKap/ia, a TaKkKe BBIPAKEHHOE CHIKEHHE
MIPOTEHHYPUU.

[lopaxenne moyex npu AL-amuiionose ckiabl-
BAeTCs U3 HECKOJIBKUX KOMIIOHEHTOB: BO-TIEPBBIX, 3TO
HETOCPEACTBEHHOE OTIIOKEHNE aMIJIONa B CTPYKTY-
pax KIybouka v TyOyJTOMHTEPCTHUITUS C 3aKOHOMEPHBIM
HapylIICHHEM X apXUTEKTOHUKH U CHIKEeHHEM (pyHK-
uuu [16]. Bropoii MexaHn3M 3aKiTiodaeTcsi B pa3BU-
tur MIDD (monoclonal immunoglobulin deposition
disease) — 3a0o0JeBaHuUs, CBSI3aHHOIO C JICTIO3UIIMEH
JIETKUX 1eTlell IMMYHOTJIOOYJIMHOB B CTPYKTypax IJo-
MEpPYJISIPHON M KaHaJIbIIEBOH 0Oa3ajibHOW MeMOpaHBbI,
ME3aHTHsl, B [IMTOIIa3Me TIOIOIUTOB ¢ ()OPMHUPOBAHU-
€M KpPUCTAJUIMYECKUX BKIIIOYEHHUH, MOBPEKIAIONINX
LUTOCKEJIET, YTO CIIOCOOCTBYET Pa3BUTHIO TPOTEHHY-
PHUH U TIOTEHIUPYET TeYeHUE IIoMepyockieposa [17,
18]. IIpoTenHypHs B JaHHOM KIMHUYECKOM CIydae
HOCWIA SIBHBIM IVIOMEPYJIPHBIA XapakTep. [ucromno-
THYECKH B TIOYKE aMUJIOH/T U SKCIIPECCHs JIETKOH 1enu
ObUIM BBISIBJICHBI TOJBKO B CTEHKaX apTepuid, 4TO HE
MOIIO OBITh IPUYMHON MpoTeHYpHK cyOHedpoTHye-
CKOTo YpoBHS. B OTCyTCTBHE CyIIECTBEHHOM /1€mo3u-
LMY aMUJIOHJIa B MaTpUKCe KITyOO4Ka MBI MIPEAToa-
raeM, 4To MpOoTeuHypusi ObuIa 00yCIIOBJIEHAa HHTPAIIO-
JOLUTAPHBIM HAKOIUICHUEM JIETKUX Iierell (KoTophle
HEIOCTYNHBI BBISBICHUIO TPU HWMMYHOTHCTOXHMHU-
YECKOM HCCIICIOBAHMH) C HapyIICHUEM ITUTOCKeJeTa
MOJIOIUTO, Kak ocoboro Bapuanta MIDD. TkaneBoii
KIUpeHC >3MUMHUHALuUS fAeno3utoB Al-ammionaa c
y4acTHeM BHEKJIETOYHBIX TpoTea3 (KaTercuubl B u L)
pacTsAruBaeTcs Ha JOCTAaTOYHO JITUTEIbHBIN CPOK U 3a-
BucHT OT ctenenu cHwkenus CJIL B mupkymsmm [19,
20]. Takum 00pa3oM, CTAHOBUTCS OYEBUIHBIM, UTO
OBICTPBI MOYEUYHBIH OTBET Ha (hOHE MPOBOAUMOMN Te-
parnuu — BbIpa)kKEHHOE CHIKEHHUE POTEUHYPHH — SIBH-
JIOCh CIIEICTBHEM CHIKECHUS IyJia CBOOOHBIX JIETKHX
Lenel B MUPKYJISIINU U CHIDKEHHUS aKKyMYJISIIMY UX B
MTOJIOIUTAX.

SAKJTKOMEHUE

IIpuBeneHHbI cayyail, ABISACH TUIIMYHBIM B ILJIa-
He 3a1103/7a710r0 BhIsiBIeHnA AL-amuiiono3a n3-3a He-
JIOCTAaTOYHON HACTOPOKEHHOCTH B OTHOLIEHHH ITOH
00JIe3HH, OMMCHIBAET CTAHAAPTHBIE TIOIXOIBI K a/IeK-
BaTHOM JMArHOCTUKE M BO3MOYKHOCTH 3THOTPOITHOM
Teparuy B KOPPEKIMU TUCHYHKIMU CEPALIA U TTIOYCK.
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