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AHHOMayun

Onucanue KJINHIYECKOTO CIydasi IEPBUYHOTO aMuIon/[o3a (AL-THIT) ¢ IpenMyIIeCTBEHHBIM [TOPa’KEHUEM CepP/IIa U [TOUYEK, OCIOKHEHHOTO pa3-
BUTHEM CHH/IPOMA ITOJIMOPTAHHOM HEJOCTATOUHOCTH, Y YKEHIIINHBI 56 JIET.
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Abstract

The article describes the clinical case of primary amyloidosis (AL type) with predominant heart and kidney damage complicated by the develop-
ment of multiple organ dysfunction syndrome in a 56-year-old woman.
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AL-amumonsio3 («mepBUYHBIN») — HanboJiee pacrpocTpa-
HeHHas U Tsokesiast popma 3abosieBanust. TsxKecTsb ee ornpe-
JIeJISIeTCsl CTENEHBI0 TMOPaKeHUsl Pa3JIUYHBIX OPTaHOB U
tkaHeH [1]. TIporuo3 GOJBHBIX 3HAYUTENIHHO YXY/IIIAETCS
[pY BOBJIEUEHUH B IATOJIOTUYECKUI TTpoliecc cep/na [1, 2]
B CBSI3U C HAPYIIEHUSIMU CEPIEYHOTO PUTMA UJIU [IPOrpec-
CUPOBAaHHUEM AMACTOJIMIECKOHN Cep/IeYHON HE[0CTaTOYHO-
cru [1, 3—6]. IlopaxkeHue cepjla pa3BUBAETCs y IO/IAB-
JIAIONEro OOJIBIIMHCTBA OOJIBHBIX AL-amuaonmoszoMm [4].
Pa3HooOpa3vie KIMHUYECKUX MTPOSIBJIEHUH 3aTPYAHSET U~
arHOCTHKY MEPBUYHOTO aMIJIOU03a [1, 7].

KnnHnueckoe Ha6mone|-||/|e

[Manuentka II1., 56 sier, 6pL1a rociutain3upoBana B [Kb
uM. C.C. IOauHa 26.09.2017 ¢ kaj106aMH Ha OZBIIIKY IPU
HeOobIION (HU3NYECKON HArpyske U B IIOKOe, CJ1aboCTh,
OTeKU HIKHUX KOHEYHOCTeH, yBenndeHue kuBora. C aBry-
CTa 2016 T. II0CJIe CTPECCOBON CUTYAI[UH BIIEPBBIE OTMETHIIA
MIOsIBJIEHYE U HapacTaHMe OJbIIIIKH, OTEKOB HOT U yBeJInJe-
HHe KUBOTa. B exabpe 2016 r. nmpu sxokapauorpadpuye-
CKOM HCCJIEIOBAHUM BBISABJIEHBI IHIEPTPOGUA MHUOKAp/Aa
JIEBOTO JKeJIyZlouKa, JAuacToudecKas AUCHYHKIUA 2-TO
THUIIA, WJIATAllAA MIPABhIX KaMep Cep/ilia, yMepeHHas Jie-
royHas TUIEPTEH3Usd, TPUKYCHUZJAJIbHASA PerypruTaus
I1I crapuu. PeryasapHoOro MeaukamMeHTO3HOTO JledeHus I1a-
IUEHTKA He IojIyJasa. B mae 2017 r. manueHTKa O6buta Ha-
npasneHa B HMUI] CCX um. A.H. Bakysnesa qia onpepese-
HUA NMOKA3aHUH /I BO3MOXKHOHN XHPYypPru4ecKod KOppeK-

MM TOpPOKAa TPUKYCHUAAIBHOTO KJlamaHa. B pesysbrare
MIPOBE/IEHHOTO 00CIIe/I0BaHUs OBLI TOCTABJIEH IUATHO3: TH-
neprpodudeckas HeOOCTPYKTHBHAA KapAHOMHUOIIATHS, pe-
ryprurtanus 111 craanuy Ha TPUKYCINUIAIbHOM KJIallaHe, He-
JlocTaTouHOCTh KpoBooOpamenusa III craguu. Ha done
IIPOBOAMIMOTO JIEYEHUSI HEOCTATOYHOCTH KPOBOOOpaIlIe-
HUSA B 3HAUUTEIBHOU CTeNeHH perpeccupoBasa. OmHAKO
BCKOpE COCTOSTHHE YXYZIIUIIOCHh, B CBA3U C 4eM OOJIbHAA
rocnutanusuposaHa B I'Kb um. C.C. IOauHa.

IIpu nocrynieHuu cocrognue Tsxkenoe. OTeKu Jauna, ro-
JIeHEU, CTOIl, mepefHed TPYAHOU CTEHKH, IMOACHUYHOU
obsractu. Yacrora AbIXaTeTbHbIX ABHKEHUH — 18 /MuH. JIbI-
XaHWe TPU AyCKYJIbTAI[UHM CIPaBa He IPOBOJUTCA HIDKE
yIJIa JIOMATKH, CJIeBa 0CabJIeHO B HUKHUX OT/E/IaX, XPUIIbI
He BBICJIyITUBAIOTCA. YacToTa cep/leUHbIX COKPAIeHUH —
80/muH. TOHBI cepilla 3HAYUTEIPHO MPUTJIYIIEHBI, PUTM
cepAIla TPaBUJIbHBIN, CepAeYHbIe IIYyMbl HE BBICIIYIIN-
BalOTCA. APTEPHAJIBHOE JIaBJIeHHE — 100/60 MM PT. CT.

JKuBoT mpu masblnanue MATKui, 6e360JIe3HEHHBIH BO
BCEX OT/IEJIaX, YBEJIMUEH B 00beMe 32 CUET CBOOOHOM 3KH/I-
koctu. Ilpy manpranuy meveHb BBICTYIIAET HU3-TIOJ Kpasd
pebepHoii fyru Ha 6 cM. [Tuype3 600 mi/cyT (25 Mi1/4).

OO6muii aHaIU3 KPOBU: TeMOTIOONH — 116 T'/JI, 9pUTPO-
LUTHI — 4,5%10'2/J1; IEUKOIUATBHI — 11,8 X109/J1, TPOMOOIIUTHI —
200x10°/71; MCH (cpesiHee copep:kaHye reMOrJIO0OMHA B
sputporure) — 25,9 ur, MCV — 81,0 ¢s1; MCHC (cpenusist
KOHIIEHTpAIUsI TeMOIJIOOMHA B 3pUTPOLUTE) — 319,0 T/J;
reMaTokput — 38,6%; RDW — 17,4% (aHu301{1TO3); HaIo4-
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KosiZilepHble — 10%; cermeHTOs1iepHbIE — 88%; TMMMOIUTHI —
1%; MoHOIUTHI — 1%; COd — 15 MM/4.

BuoxuMudeckuii aHaIM3 KPOBH: OOIIME OeIoK — 51 /1,
amp0yMUH — 19 T'/JI, MOYEBHHA — 30,1 MMOJIb/JI, KDEATUHHH —
169,1 MKMOJIb/JI, MOUY€EBasi KUCJIOTA — 750 MKMOJIb/JI, OHIH-
pyOouH OOIUU — 77,1 MKMOJIb/JI, OWIUPYOUH IPAMOH —
60,2 MKMOJIB/JI, acrmaprataMuHoTpaHncdepasa — 99 ME/ i,
amaHnHamMuHOTpaHcdepasa — 54 ME/n, makraTaeruapore-
Haza — 299 ME/n, kpearundocdornnaza — 162 ME/ 1, kpea-
tuHDochoknHaza-MB — 31 ME/1, menounas ¢ocdaraza —
790 ME/i1, ramma-riyramuitpancdepasa — 2338 ME/ .

OO0mui aHAJIU3 MOYH: KOJUYECTBO — 130 MJI, I[BET —
JKeJITBIN, IPO3PAaYHOCTh HenosHaA, pH — 5,5, IJIOTHOCTD —
1030; 6eJ10K — 1,000 T/J1, TJII0K03a — 28 MMOJIb, KETOHOBBIE
Tejia He OOHAPYKEHBI.

MMMyHOXUMHUYECKOE UCCIIe/IOBaHNE OEJIKOB CHIBOPOTKU
M MOYM: MOHOKJIOHaJbHAas1 cekpernus Ak (1,5 r/i), KoH-
nenrpamus CJIII-k — 253 mr/n ceiBopotku (Metoy Free-
lite). B moue BbIsiBJIeHA CiieioBasi cekpenus Oenka Ben-
JI>xoHca.

PentreHorpadusa OpraHoB TPYAHON KJIETKH: PEHTTEHO-
JIOTUYECKasi KapTUHA CyOTOTaJbHOTO THAPOTOPAKCA
cpasa.

AnekTpokapimorpadusd: CUHyCcOBask TaXUuKap/ius, pe3koe
OTKJIOHEHWE 3JIEKTPUYECKOU OCH Cep/ilia BIEBO, CHIKEHUE
BOJIBT)KA B CTAH/IAPTHBIX, YCUJIEHHBIX U TPYAHBIX OTBE/IE-
HUAX.

Ixokapauorpadus ¢ JOMNIJIEPOBCKUM aHAJIM30M: aopTa
VIUIOTHEHA, /TaMeTP aOpThI HA YPOBHE KOPHS — 31 MM, BOC-
XOJISAIIEH aopThl — 31 MM. AOPTaJbHBIA KJIANlaH — TPeX-
CTBOPYATHINA, CTBOPKHU YIIOTHEHHI, C BKIIOUEHUAMUI KaTh-
IS, PACKPHITHE He OTPaHMYeHO. MUTpaIbHBIA KJamaH —
CTBOPKU YIUIOTHEHBI, IBUKEHNE B IPOTHBO(dAa3e, pacKphI-
THe He HapyIleHO. TpuKyCnuIaabHbIA KJIallaH — CTBOPKU
VIUIOTHEHBI, YTOJIIEHBI, YKOPOUEHBI, HET IIOJTHOTO CMBIKa-
HUSA CTBOPOK B CHCTOJIY. TOJIIMHA MEXIKeTyI0YKOBOH I1e-
Peroposiku B IUACTOIY 17,5 MM, TOJIIAHA 33/IHEN CTEHKU
JIEBOTO JKeJylouKa B AWACTONy 15,6 MM. Pazmep jeBoro
npeacepausi 44 (39x61) MM, 00BEM JIEBOTO IIPEACEPIHs
63 MUT; pa3Mep MPaBOTO MPEACEPANA 49%57 MM, ILJIOIIAJb
MpaBoro Tpescepaus 25 cM?. KOHEeUHBIH UaCTOTUYEeCKUI
pasmMep — 42 MM, KOHEYHBIA JUACTOJIUUYECKUH O0BEM —
73 M1, ppakmus BeIOpoca — 66%. 30H HapYIIeHUS JIOKATb-
HOU COKPaTHMOCTH B IIOKO€E He BBIABJIEHO. [IpaBbIii Key0-
yek — 46 MM. MexnpencepaHas meperopojika mposiabu-
PYeT B IOJIOCTh JIEBOTO TIipesicepana. HikHAA nmoas BeHa
criazlaeTcss Ha Bjioxe MeHee 30%. Cpe/iHee JlaBJIeHUE B Jie-
TOYHOH apTepuu — 30 MM PT. CT.

Jonmneporpadus: KiIamaH JErOYHON apTepUu — peryp-
TUTANUA 1—2 CT., MUTPAJIbHBIA KJIAllaH — PETyPrUTALHA 2—
3 CT., TPUKYCIIUAQIbHBINA KJIAMlaH — PEeryprutamnus 4 CT.,
AOpTAJILHBIHA KJIATIaH — perypruramnus 1 cr. (puc. 1).

BrimosiHeHA MyHKIMOHHAA OWOIICHSA ITOYKHU IO YIIbTpa-
3BYKOBBIM KOHTPOJIEM. ['HICTOJIOTHYECKOE WCCIIe/IOBAHIE
O6uortaTta MOYKHU (pHC. 2): B KJIyDOYKAX U BHETJIOMEPYJIAP-
HBIX COCyJIaX OTJIOKEHWE aMUJIOWJIa, OKPAIINBAaeMOTO
KOHTO KPaCHBIM. 3arpy:KeHo 70 50% COCY/IUCTBHIX IIETeJIb
riomepyJt. [Ipu TunupoBanuu obHapy:keH AL-amuious,.

Puc. 1. LiBeToBOE fONMNNEepOBCKOE KapTUPOBaHNE NOTOKOB
TPUKycnuAanbHom 1 MUTpanbHon peryprutayuii (a). CW-gonnnep.
MakcnmanbHasa ckopocTb TpuKycnnganbHom geryprutauyum 407 cm/c,
MaKCUManbHbI rpagneHT 66 Mm pT. cT. (6).

Fig. 1. A. Doppler colour flow mapping of the tricuspid or mitral valve regurgi-
tation. B. CW Doppler. Peak tricuspid regurgitation velocity 407 cm/s, maxi-
mum Doppler gradient 66 mm Hg.
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Puc. 2. AMunonaos noyku. OKpacka KOHro KpacHbiM. KoHropunbHble
Aeno3unTbl B CTEHKaX KanuinsapoB 1 Me3aHrnm Kiny6oukos, Kancyne
LLymnaHckoro-boymeHa. YB. X200.

Fig. 2. Renal amyloidosis. Congo red stain. Congophilic deposits in the
capillary walls and cglomerular mesangium, Bowman's capsule. x200
magnification.
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Puc. 3. Amunonpos ceppaua. OKpacka KOHFo KpacHbIM.
MHoecTBeHHble KOHrodWIbHble 1eM03UTbl, PaCcNoNOKeHHble
NepUMyCKyIAPHO B MHTEPCTULINN U B CTEHKaX COCYA0B
MUKPOLMPKYNATOPHOro pycna. Ys. x200.

Fig. 3. Cardiac amyloidosis. Congo red stain. Multiple perimuscular con-
gophilic deposits in the interstitium and microvessel walls. x200 magnifica-
tion.

BbUI0O HAYATO CUMIITOMATUYECKOE JIeUeHUEe CepeuHON
HE/IOCTATOYHOCTH (parMuHOM, OHCOIPOJIOIOM, (PO3HHO-
npuioM, (pypoceMuioM, THIOTHAZHIOM, BEPOIIIUPOHOM,
JIa3UKCOM BHyTpuBeHHO. Ha (oHe jieueHust cOCTOsIHUE TTa-
[IMEHTKU He yJIydIasochk. Hapacrasu oteku, O/IbIIIKA, U-
ype3 IPOJI0JIKaJ OCTABATHCS OTPULIATETbHBIM, IOSBIJIACH U
CTaJla MPOTPECCUPOBATh THUIOTOHWs. llal[ieHTKe HavaThl
BHYTPHUBEHHOE BBeJleHUE aIb0yMuHA, akTpamnuza, uHdy-
3uoHHas tepanvsi. COXpaHsach OJIMTOAHYPUs, HaYajIa Ha-
pacrath MOJMOpPraHHAas HEJIOCTATOYHOCTb, TUIIOTOHUS
80/50 MM prt. cr. Ha doHe MHPY3un nodamuua. Hauaro
BHYTPUBEHHOE BBeJIEHHE HOPA/[PEeHAINHA, Jlekca3oHa. Co-
crosiHHe OOJIBHOH 0CTaBaJIOCh KPAHe TKEeIbIM, HapacTaIH
SIBJIEHUSI CEPAEYHON U JIBIXaTeIbHON HEeZOCTATOYHOCTH. Ye-
pe3 CyTKHM HACTYIHJIa CMEPTh. 3AKIIOUUTEIbHBIN KJIU-
HUYECKHI JNAarHO3: OCHOBHOE 3a00jieBaHUE — Iep-
BUYHBIN amMmmwion/103 (AL-Tum) ¢ nmopakeHuem mouek (Hed-
POTHYECKU CUHAPOM), cepAa (PECTPUKTUBHAS Kap/HOIa-
TUSI) U HAIMYHEM MOHOKJIOHHOTO mpoTenHa. OCJIozKHe-
HHUA: HApyIIEeHUs] PUTMA Cep/lla — HeyCTOHYMBBIE IMapo-
KCU3MBbI JKeJIyIOYKOBON Taxukapauu. HerocTaTouHOCTh
kpoBoobpamenus I1B (3acToliHble Jierkue, IPaBOCTOPOHHUH
TH/IPOTOPAKC, 3aCTOMHAsA IIe4eHb, NeprdepruiecKiue OTeKH,
acouT, aHacapka). IV dyHKIuoHaNbHBIH Kiace 1o NYHA.
Ocrpas gpIxateyibHas HeOCTaTOUYHOCTh. OCTpas cepIevHo-
cocyaucTas HeZOCTaTOIHOCTh. OTEK TOJIOBHOTO MO3Ta.

ITaTo/I0roaHaTOMHUYECKHUI AUATHO3: OCHOBHOE 3a00-
JieBaHUe — MEPBUYHBIN amiton/103 (AL-THII) ¢ TopakeHreM
Cep/la, oYeK, Ha/[MOYEYHUKOB, CeJIE3EHKH, TeUeHH, TIO/IKe-
JIyIOYHOM 2KeJIe3bI, KOCTHOTO MO3Ta € CEeKpernred MOHOKJIO-
HAJILHOTO TIpoTenHa. OCIOKHEHU: CUH/IPOM TOJIMOPTaH-
HOM HEJIOCTATOYHOCTH — CEPJIEUHOM (OTEK JIETKUX, J[BYCTO-
POHHHI THIPOTOpPAKC IO 1000 MJI; Macca ceparna — 500 T,
TOJIIIIHA CTEHKU JIEBOTO JKEJIy/I0YKa — 1,8 cM, ArJIaTarusi mo-
JIOCTeN cepAIa, XpOHUUYECKOe BEHO3HOE TIOJTHOKPOBHE BHYT-
PEHHUX OPTaHOB: «MYyCKaTHasI» MeU€Hb, [[MaHOTHUECKas UH-
Jlypaiusi CeJie3eHKH, CMEIIaHHble TPOMOBI yIIIKA IIPABOTO

TIpe/Icep/iuisi), IEYeHOUHOM (PKeJITyxa ¢ mpeobialaHueM BHYT-
PUIIEUEHOYHOTO XO0JIeCTa3a, TUIIONPOTEMHEMUST), TOYeYHON
(runepasoreMus, MPOTEHHYpPHUsA). BTOpUYHBIA caxapHBIN
nuaber. ObIIee OXKUpEHNe 1-1 CTeNeHH, JKUPOBOH renaTos.

IIpu rUCTOIOTUYECKOM HCCIIEZIOBAHUN MHOKapaa (puc. 3)
MIO/ITBEPIK/IEH IUAarHO3 aMUJIOU/I034.

06cyxpeHmne

V mabmomaeMoi HaMu OOJIBHOMI 71e6I0TOM 3260 1€eBaHMsA
SIBUJIACH CepZleyHast HeZOCTaTOYHOCTD, IIPEUMYIIIECTBEHHO
110 GOJIBIIIOMY KPYTy KPOBOOOpAIlleHUsI, KOTOPAasi B TEUeHHE
4JeTpIpex MecsAneB nporpeccuposasa o III-1V ¢yrkmumo-
HaJIBHOTO KJ1acca 110 knaccudukanuu Hpo-Mopkekoir kap-
nuosiornueckoit acconuariuu (NYHA). Tpu sxokapaunorpa-
(rueckom uceseoBaHUY OBLIH BBLABJIEHBI IPU3HAKHU pe-
CTPUKTHUBHOH KapZIMOMUOIIATUN C PaCIIMpPEHHEM IIPABBIX
OTZIeJIOB cepAua, peryprurtanus 111 creneHu Ha TPUKYCIIH-
JIAJIbHOM KJIAIlaHE C YTOJIIIEHWEM, YIUIOTHEHHEM U YKO-
pOYEeHHEM ero CTBOPOK IIPH COXPAaHHOW CHCTOJIMYECKOH
dyukun seBoro xenynouka ((ppaxiusa Beibopoca — 66%),
YTO XapaKTEePHO /IJIs1 IEPBUYHOTO aMUJION/03a [1, 4].

Oco0eHHOCTBIO OIMICAHHOTO HAMU CJIy4as ABJIAETCA Ipe-
HMMYIIECTBEHHO aMUJIOWHOE IOpaKeHHe TPHUKYCIIH/ATIb-
HOro KjlamaHa. 9TO 00OCTOATEIbCTBO YCUJIMBAJIO HETOCTa-
TOYHOCTHh KPOBOOOPAIIEHUSI TI0 OOJIBIIIOMY KPYTY KPOBOOO-
palleHus ¥ CIIOCOOCTBOBAJIO PE3HCTEHTHOCTH K MeJIHKa-
MEHTO3HOH Tepamnuu. /[MarHoCTUYeCcKud IOMCK B OCHOB-
HOM OBLJI HAIPaBJieH Ha BBIABJIEHHWE IPUYUHBI TKEJIOH
cep/ieyHON HestoctaTouHoCTH. JJuddepennnanpHbIi fuar-
HO3 IIPOBOAWICA MEXK/IY JMJIATAIMOHHOH W PECTPUKTHB-
HOH KapZMOMHOIIaTHeH, IePBUYHON JIeTOYHOU TUIlepTeH-
3ueil. CHMIITOMaTHYeCKOe JiedeHHe HPHUBOZAIIIO JIUIIb K
KPaTKOBPEMEHHOMY YJIYUIIEHUIO COCTOSHUA. U JINIIb Ipu
ToCJIe/IHEN TOCIUTAIU3AIUU ObLIO MTPOBE/IEHO OoJiee oJI-
HOe KJIMHUKO-J1abopaTopHOoe ob6cienoBanue. [loBbileHue
B CBIBOPOTKE KPOBH I1€JI0T0 psAza Mapkepos (NT-proBNP —
520 ur/mui, TpononuH I — 1,5; 1,7; 1,4 Mr/J B JUHAMUKE),
XpOHHYECKasa 60JIe3Hb II0YEK 3a CTaANH (CKOPOCTh Ki1y60d-
KOBOM (UIbTpanuu — 42 MJI/MHH/1,73 M> 110 ¢dopMyIie
CKD-EPI), coueraHue CTOUKON CyTOYHOU IIPOTEMHYPUU OT
5 J10 12,4 T/J1, TUIIOIPOTEUHEMHUH OT 46 710 51 T/JI ¢ TUTIEP-
TpodHUYIECKON KapZUOMHUOIATHENR W IIPOTPECCUPYIOIIEH
JIIACTOINYECKON AUCHYHKITUEH JIEBOTO JKeTyI0uKa CBUEe-
TeJILCTBOBAJIA O CHICTEMHOM ITOPA’KEHUH U MOCIIYKUJIN OC-
HOBaHHEM /I THIIOTE3bI O CUCTEMHOM amusonzose. Ilpu
THCTOJIOTHYECKOM HKCCJIEIOBAHUU [IOYEYHOTo OHoITaTa B
KJIYOOUKaxX ¥ B HEIVIOMEPYJIAPHBIX COCY/IaX BBIABJIEHO OT-
JIOKeHHWe ammiousa. IIpu TUOUpoBaHWHM OOHApY:KeH
AL-ammions. OnmcaHHBIM HAMU KJIUMHIYECKUH cITyJai Jsie-
MOHCTPHUPYET CJIOXKHOCTH BBIABJIEHHSA IIEPBUYHOIO aMHU-
JION/103a B KJIMHUYECKOH IIPaKTHKE.

MeauiuHCKYe JAHHBIE IyOIMKYIOTCA ¢ MICbMEHHOTO COTIACHSA MAIleHTKH.
ABTODBI IEKJIAPUPYIOT OTCYTCTBHE ABHBIX M MOTEHIIHAIBHBIX KOH(MINKTOB HHTEPECOB,

CBA3QHHBIX C IyOJIMKAI[FEeN HACTOAIEN CTAThU.

Kongauxm unmepecoa. ABTOpSbI 3asABJIAIOT 06 OTCYTCTBHM KOH(MJIMKTA HHTEPECOB.
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