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Lleab uccaedosanus — onucamoy KAUHUYECKUI CAYHAL CUCMEMHO20 AMUAOUO03A.

Mamepuaavt u memoowt. [lauyuenm 4., 63 nem, obpamuics é npuemnoe omaoenenue Kapouono2u4eckoeo oucnaucepa 6 cenmsope 2018 e.
¢ AHcanobamu Ha KpamrkospemeHHble Koaoujue 60au 6 ooaacmu cepoya, 6e3 peakyuu Ha HUMpPo2AULepUH, nepedou ¢ pabome cepouya, npe-
UMYUWeCMBEHHO 6 HOMHOE 8DeMsl, 00bIUKY NPU He3HAYUMEAbHOU (u3uHecKoll HaspysKe, carabocms, omeku eoaeneil u cmon. boavHbim ceds
cuumaem c anpens 2016 e., koeda cmana becnokoums o0viuika npu gusuueckoii Haepyske. Ilpu ambysamoprom obcredoganuu Obiau Gol-
A6/1€Hbl 8bICOKULL YPOBEHb KPeAMUHUHA, HOPMOXpomHas anemus. B urone 2016 2. obcaedosancs 6 Heghponoeuteckom omoeneHuu ¢ OuazHo-
30M «XpOHUHecKull nueaonegpum». B ageycme 2018 2. duaenocmuposan npagocmopoHHULl 2UOPOMOpPaKc, 8bINOAHEHA NAEBPANbHAS NYHKYUS
6 omadeneHuU MOPAKANbHOU XUpypeuu.

Pesyavmamot. Paboma 6binoaHeHa ¢ ucnoab308anuem 1a6opamopHoix U UHCMPYMEHMAAbHbIX Memo0oe uccaedosanus. Ha ocnosanuu
O0aHHbIX aHaMHe3a (HOPMOXPOMHAS AHEMUS, NPOMEUHYPUSL, NOBbIIUEHUE KPeAMUHUHA 8 KPOBU 00 246 MKMOAb/1), KAUHUYECKOU KapmuHbL,
Pe3YAbMamo8 UHCMpPYMeHmMAanbHbiX UCCAe008aHUI (DecCmMPUKMUBHAS KapOUoMUonamus, 08yCmMopoHHUI eudpomopakc) 6bi10 npeonoso-
JICEHO CUCMeMHOe NopadiceHue 6 8Ude amuaou003a notex U cepoya ¢ pasgumiem XpoHuueckoi 6oaesnu nouex C5 u XpoHuueckoll cepOeuHoi
nedocmamounocmu cmaduu 116, I11 ¢hyniyuonansnoeo kaacca. Pexomendoeano uccaedosanue 045 2UCmono2u4eckKo2o noomeepicoeHus
Haauuus amuaouoa U onpedeneHus apuaHma amuaou0o3a UMmyHoaucmoxumuueckum memooom. O0Hako uccaedoganue He 0bi10 Npoge-
OeHo no npuyune cmepmu nayuenma. lucmonoeuveckas éepugpukayus OuaeHO3a NPoeedeHa Ha NAMON020AHAMOMUYECKOM 8CKPbIMULL.
Saxarouenue. JlanHoe Kaunuueckoe HabAOeHUe S8ASEMCs NPUMEPOM NO30Hel OUACHOCMUKU CUCMEMH020 amMuaoudo3a u noCMepmHuoli
sepughukayuu OuaeHo3a, Ymo C8sI3aHo ¢ HeCReUUPUUHOCHbIO CUMAMOMO8, A Makice ObICMPO NPOSPECCUPYIOUUM MeUueHUeM 3a001e6aHUS.
Cayuaii unmepecen mem, ¥mo amuaoud03 Npomekan nod Mackoli opyaux 3aboaeeanuii, Gblcmpo npueen K pa3gUumuio 8bipaiceHHol cepdey-
HOUL U NO4eYHOIl HedocmamouHoCmu U K eubeau nayuenma 0o éepugpuxayuu 601e3Hu.

Karoueesnle caosa: amunoudos, pecmpukmughas kapouomuonamus, XpoHuteckas 601e3Hb nouek, XpoHuveckas cepoevHas Hedocmamou-
Hocmb, dugdepenyuanvHblii UazHo3, YAbMPa3eyk08ads OUuaeHOCMUKA, OUONCUs, KOHe0 KPACHbIIl, NPOMeuHypus, aHemusl
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The aim of the work was to study the clinical case of systemic amyloidosis.

Materials and methods. Patient Ch., 63 years old, have admitted to the regional cardiological dispensary with complaints of short stabbing
pains in the heart, without reaction to nitroglycerin, interruptions in the work of the heart, mainly at night, shortness of breath with little
exertion, weakness, swelling of the legs and feet in September 2018. Sick from April 2016, when was dyspnea on exertion. The high level
of creatinine, normochromic anemia have detected. In June 2016 chronic pyelonephritis was diagnosed. In August 2018, a right-sided hy-
drothorax was diagnosed, a pleural puncture was performed.

Results. Laboratory and instrumental research methods were performed. Based on anamnesis data (normochromic anemia, proteinuria,
increased creatinine in the blood), clinical picture, data of instrumental studies (restrictive cardiomyopathy, bilateral hydrothorax) clinical
diagnosis was made: systemic amyloidosis the kidneys and heart with chronic kidney disease C5 and chronic heart failure. Histological evi-
dence of amyloid and determination of the variant of amyloidosis by immunohistochemical method was recommended. But the patient died
before the study. The histological verification of the diagnosis was carried out at the autopsy.
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Conclusion. This clinical observation is an example of late diagnosis of systemic amyloidosis and postmortal verification of the diagnosis,
which is associated with the nonspecific symptoms and the rapidly progressing course of the disease. This case is interesting because amyloi-
dosis proceeded under the guise of other diseases, quickly led to the development of severe heart and renal failure and to the death of the pa-

tient before verifying the disease.

Key words: amyloidosis, restrictive cardiomyopathy, chronic kidney disease, congestive heart failure, differential diagnosis, ultrasound

diagnosis, biopsy, Congo red, proteinuria, anemia
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Beepnenue

AMunonio3 — 3aboyieBaHUe, CBI3aHHOE C CUCTEMHBIM
WA JIOKAJbHBIM OTJIOXEHHEM aMUJIOUIHBIX (hUOPUILI
BO BHEKJICTOYHBIX IIPOCTPAHCTBAX OPTaHOB U TKaHei [1].
Ha ocHoBaHuM mpuposl OeKka-TpeaecTBeHHUKA BbIIe-
JsttoT AL-amunonnos, AA-amunounno3 u ATTR-amunonnos
u apyrue Tunsl [1—3]. B HacTosIee BpeMsi cyliecTByeT
36 aMUJIOMAHBIX OENKOB 4YeJoBeKa, U3 KOTOPHIX 14,
MO-BUIMMOMY, CBSI3aHBI TOJIBKO C CUCTEMHBIM aMUJIOUIO-
30M, 19 — ¢ ToKajbHbIMU (popMaMu, a 3 OesiKa — Kak C JI0-
KaJIbHBIM, TaK U C CUCTEMHBIM aMUJI0MI030M [1].

ITpu ccTeMHOM aMUJIOMI03€ TOMUHUPYIOIIMMU Op-
raHaMUA-MUIIEHSIMU SIBJISIIOTCSI TIOYKM M CepAlle, 3aTeM
ropaxaroTcs nepudeprdeckast HepBHasl CUCTeMa, IeYeHb,
JKeJTyIOYHO-KUILIEUHBIN TPaKT, KOCTU, CBsI3KHU [4]. [Tpu j10-
KaJIbHOM THIIe aMUJIOMI03a TTOpaXKaeTcsl TONbKO 1 opraH,
Hampumep cepaile. Mopdhosorniecku Mpyu aMWIOUI03e
cepala MpoOMCXoauT MHGUIBTPALIMS MUOKapIa HepacTBO-
PYIMBIM TIMKOIIPOTEUIIOM — aMUJIOMIOM, 00pa3yIoIIUMCsI
W3 Pa3JIMYHbBIX CBIBOPOTOYHBIX I JIOKAJTLHO TTPOAYIIPY-
€MbIX OeJIKOB-TIpeAIeCTBEHHUKOB [5].

B CIIA amuiounnos Bctpeuaercs B 0,9—1,4 ciayyas
Ha 100 ThIC. HaceneHus [6], B Benukoopuranuu — 0,8
Ha 100 TbIc. HaceneHus [7]. PacnpocTpaHeHHOCTh aMIJIO-
nno3a B Poccru HensBecTHa, MMOCKOJIBKY €0 YYeT He Be-
JETCS.

OmHUM M3 TIPOSIBJICHU aMWIOWAO03a SIBJISIETCS pe-
CTPUKTUBHAS KapauoMuonaTtus [8—10], kotopas xapak-
TepU3yeTCsT OrpaHWYeHUEM (DYHKIMHU KEITYIOYKOB IIPU
HOPMaJIbHOM WJIM CHDKEHHOM JUACTOJIMYECKUM 00beMe
(omHOTO WM 000MX XKeTyI0YKOB), HOPMaJIbHOM WJIA CHU-
>KEHHOM CHCTOJIMYECKOM 00beMe U HOPMAaJIbHOM TOJIIIM-
HE CTEHKU XeTyI0uKa.

HauGonee 1ieHHBIM 1 OOBEKTMBHBIM METOIOM OHa-
THOCTMKM aMWIOWI03a SIBJISIETCSI OMOTICHUSI C TTOCTIeayIO-
IIAM MCCJIeNOBAaHUEM THCTOJOTHUYECKOro Marepuaa,
OKpaIIeHHOTO KOHTO KPAaCHBIM, B ITOJIIPM30BAaHHOM CBETE
[1, 11].

CpenHsist TPpOIO/DKUTEBHOCTD XXU3HU TOCITE YCTaHOB-
JIEeHMS AarHo3a cocTaBisieT okoJjio 1 roga [12].

ITpu Maoit HACTOPOXKEHHOCTH Bpaveil B OTHOIIIEHUN
aMWJIOMI03a ¥ HeCTIeIM(PUIHOCTA CUMITTOMOB 3a00JIeBa-
HMST CUCTEMHBI aMUJIOUI03 BCe ellle OTHOCUTCS K TPYII-
HOIMArHOCTUPYeMbIM 3a00JIeBaHUSIM, UMEIOIIMM Hebia-
TOTIPUSATHEIN TTPOTHO3.

B xauecTBe npumepa najee IpUBOIUM COOCTBEHHOE
KJIIMHUYECKOe HaOJII0JIeH e CBOEBPEMEHHO HE Paclo3HaH-
HOTO CUCTEMHOIO aMUJIOWJ03a C BOBJIEUEHUEM CEpIla,
MoYeK, MaHU(DECTUPOBABIIETO PAa3BUTUEM XPOHUUYECKOM
CepeYHOl HEI0CTATOUHOCTY U HE(POTUYECKOTO CUHIPOMA.

RnuHu4eckuii cnyvaii

Hayuenm 4., 1955 coda poxcoenus, obpamuics é npu-
eMHoe omdeneHue Kapouonroeuueckoo oucnancepa 3 cenmsi-
opa 2018 e. ¢ scarobamu Ha KpamkospemeHHbvle Koaoujue
boau 6 obaacmu cepoua, 6e3 peaKyuu Ha HUMPOAUUEPUH,
nepebou 6 pabome cepoya npeuMyuecmeeHHo 8 HOHHOe 8pe-
Ms1, 00bIUKY NpU He3Ha4umenvHoU Qusuueckoil Haepyske,
crabocmo, omeKu eoneHell U cmon.

Boavubim cebs cuumaem ¢ anpens 2016 e., koeda cmana
becnokoums odvluika npu usuyeckoil Haepysie. Ilpu amoy-
AamMopHoM 00¢1e008aHUU ObIAU BbISIBACHb! BbICOKULL YPOBEHD
Kpeamununa (263 MKMOAb/1), HOPMOXPOMHAS AHEMUS.

B urone 2016 e. obcaedosancs 6 negponocuueckom om-
denenuu ¢ OUazHO30M «XPOHUHECKUIL nuesoHedhpum». Boiss-
AEeHbl HOPMOXPOMHASL GHEeMUsl, NPOMEUHYPUs, NOBbluleHUe
KpeamuHnuHra 6 Kposu 0o 246 mxmonv/a. Ilpu evinucke 6v110
PEKOMEHO008AHO NPOO0AICUMb 00CAe008aHUe 8 aMbyramop-
HbIX YCAOBUSX: KOHCYAbMAUUS 2eMAMO0A02a OA51 UCKAIOHEHUS!
MUEAOMHOU D0AE3HU, UPPULOCKONUS 0A51 UCKAIOYEHUs Napa-
Heonaacmu4eckoil Heghponamuul.

Ilocne @binucku u3 cmayuoHapa NAayueHm K epaiam
He 00pawancs.

3a 1 mec 0o Hacmosuwell cocnumManu3ayuy cmana Hapac-
mamo 00blUKA, NOABUAUCH OMEKU HA 20AeHSX U CMONAX,
a makice 2emMoppazuveckKue BbiCbINAHUSL HA KOodce B0KpYye
enas. Ilpu nposedenuu penmeeHoepaguu opeanos epyoHoil
kaemxu (29.08.2018 e.) duaeHocmupoeaHn npasocmopoHHU
2UOPOMOPaKc, BbINOAHEHA NAeBPANbHASI NYHKUUSA 8 omdene-
HUU MOPAKAALHOU XUPYpeUl.

B Oenv eocnumanuzayuu 6 meuenue HecKOAbKUX YACO8
00bHOU OMMemUA UHMEHCUBHYIO 00blUKY 8 NOKoe, 001eua-
rougyrocs 6 noaoxceHuu cuos. Poocmeennuxamu dvina evizeana
bpueada ckopoii meOuyuHckoii nomouwiu. locnumanuzupoeau
6 001aCMHOU KAuHU1ecKUil kapouonocuveckuil oucnaucep.

H3 anammesa ycusnu uzgecmuo, 4mo Hacaeo0CcmeeHHOCMb
He omsieoujena, ariepeuu Hem, apednvle NPUBLIYKU NAYUEHM
ompuyaem.

IIpu obsexmuerom ocmompe 6016H020 OMMEUEHO COCHO-
saHue cpeodreil maxcecmu. Macca mena 62 ke. Pocm 172 cm.
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Hnoerc maccot mena 20,5 ke/m?. Oxpyscrhocms manuu 88 cm.
lemoppazuueciue svicbinarust Ha Kodice 6oKpye enas. B aeekux
dbixaHue 8e3uKyAsapHoe, Pe3Ko 0caabieHHoe Huice Yeaa A0-
namKu cnpasa, GblCAYWMUBAIOMCS eOUHUUHbIE CYXUe XPUNbL.
Yacmoma odvixamenvHbix dsudcenuii 18—20 ¢ munymy. Oc-
aabaen I mou cepoya, @bicAymu8aemes CUCMOAUMECKUN WYM
Ha eepxyuike, pumm NPAGUABHLLI C 4ACMOMOI cepOeYHbIX
cokpauenuii 95 yo/mun, 1—2 sxcmpacucmonst 6 MUHymy.
Apmepuanvroe dasaenue 90/60 mm pm. cm. H3vik 0010%CceH
benvim Haremom. 2Kueom msekuil, npu nassnayuu 6e3001e3-
Hennbuil. Tlewensv +5,5 cm om kpas pebeproii dyeu, 6e3done3-
HeHHas1, Kpail neveHu poeHblil, HeCKoabko ynaomuen. Cmya
excedHesHblil, kan ogopmaennblil. Moueucnyckanue c60600-
Hoe, besbone3nennoe. OmmeueHvl OMeKu 20AeHell U CION.

B obwem ananusze kposu 6 dunamuxe vis61eHO CHUICE-
Hue eemoenobuna co 116 e/n do 109 e/a (maba. 1). B o6uwem
anaauze mouu: 6erok 3,0 2/n, Ipumpoyumel UMeHeHHble,
15—20 e0. 6 noae 3perus, 6 ocmanrbHOM — 6€3 NAMOAO2UL.
3a epems nevenuss 3HAYUMOL OUHAMUKU He OMMeUeHO.

Taomaua 1. IToxazamenu obweco anaruza Kkposu

Table 1. Complete blood count results

IToka3arean 03.09.2018 . 14.09.2018 r.
v 07 o
Hemogiobin 81 e o
Lesboosn oA . e
Rce a0
et J ”

IIpumeuanue. COD — ckopocmb ocedanus 3pumpoyumos.
Note. ESR stands for erythrocyte sedimentation rate.

bBuoxumuueckoe uccaedosanue kposu: eunoarsOymume-
MUsl, NOBbIULEHUE YPOBHS KPeAMUHUHA U MOY€BOU KUCAONbL
(maba. 2). Ckopocmu Kay004K080i pusbmpayuu no popmy-
ae CKD-EPI ¢ ounamuxe cocmasuna 50 ma/mun/1,73 m?
(om 04.09.2018 2.) u 8 ma/mun/1,73 m?> (om 14.09.2018 2.).

Anexmporapouoepagpus (BKT): cunycoewiii pumm. Hop-
MaAbHOE NOA0JICEHUE INCKMPUHECKOil ocu cepoya. Ampuosen-
mpukyaapHas 6aokaoa I cmenenu. Ilpusnaku eunepmpoghuu
n1e6020 cenydouka (JI2K) ¢ uzmenenusmu muoxkapoa 60x080ii
cmenku. Cuumxcen gonvmasic komnaexca QRS ¢ cmandapm-
HbIX ome@edeHusx. 3a epems HAOAOEHUs CYu,ecmeeHHOU
JuHamuku He viaeaeHo (puc. 1).

Cymounoe monumopuposanue IKI' no Xoamepy: cuny-
cosulil pumm ¢ wacmomoii 88— 109 yo/mun, 105 o0unouHbix
Hcenyo0ouKoevix sxcmpacucmon, 1 napuas xcenydouxosas
axcmpacucmona, 28 Hadxceayooukoguix saxcmpacucmon. Ilo-
CMOAHHO pecucmpuposaics ompuyamenvivlii 3yoey T
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Tabmmua 2. buoxumuueckue nokazamenu Kposu

Table 2. Biochemical blood analysis results

IToka3zarenn 27.06.16 . 04.09.18r. 12.09.18r.
O61uii 6e10K, I/
Total protein, g/1 - 64,7 65,5
ANBOYMUHBI, T/
Albumins, g/I - 30,0 24,0
D1o6ymuHeL, r/1
Globulins, g/1 - 34,7 41,5
Bunmpy6ouH, MKMOJTB /T
Bilirubin, pmol/1 8,8 10,0 24,2
XoecTepuH, MMOJIb/JT
Cholesterol, mmol/1 5,0 4,3 -
XC-JITTHIT, mmons/a
Ch-LDL, mmol/! 2,69 3,46 -
XC-JIBII, mmoinb/n
Ch-HDL, mmol/1 0,80 0,97 -
Tpurnuuepumst,
MMOJTb/JT 1,72 1,79 _
Triglycerides, mmol/I
KpeaTtuHuH, MKMOJIb /T 246 536 619

Creatinine, pmol/1

MoueBas K-Ta,
MKMOJTb /JT 462 489 590
Uric acid, pmol/1

MoueBuHa, MMOJIb/JT

Urea, pumol/1 12,4 33,6 44,0
ACT, E/n

AST, U/I 31,0 39,0 _
AJIT, E/n

ALT, U/I 17,0 44,0 -
I1roko3a, MMob/ T

Glucose, pmol/1 54 6,1 _
KOK, E/n

CPK, U/I - 133 183
K®K-MB, E/n B v 5
CPK-MB, U/1

Kanuii, MMoinb /1

Potassium, mmol /1 5,70 6,70 4,35
Hatpuii, MMoJIb /11 141.1 e 1324
Sodium, mmol/I 2 ) )
Kanpiumit, MMONb/ 1

Calcium, mmol/1 2,3 2,1 —
Marnwuit, MMOJIb/JT 11 10 3

Magnesium, mmol/1

Ilpumenanue. XC-JIITHII — xonecmeput aunonpomeuros
Huskoii nnomuocmu; XC-JIITBII — xoaecmepun aunonpomeuros
svicokoli nnomuocmu; ACT — acnapmamamunompancgepasa;
AJIT — ananunamunompancgepasa; KOK — kpeamungocgoru-
naza; KOK-MB — MB-gpakyus kpeamungocorkunaso.

Note. Ch-LDL stands for cholesterol in low density lipoproteins;
Ch-HDL — cholesterol in high density lipoproteins; AST — aspartate
aminotransferase; ALT — alanine aminotransferase; CPK — creatine
phosphokinase; CPK-MB — M B-fraction of creatine phosphokinase.
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Puc. 1. Dnexmpokapduoepaghus npu nocmynaenuu. 10 mm/mB, 50 mm/c

Fig. 1. Electrocardiograph at admission. 10 mm/mV, 50 mm/s

Puc. 2. Komnviomepras momoepapus neekux: a — anreopumm pekoncmpykuuu B70s, 6 — aneopumm pexoncmpykyuu B4 1s

Fig. 2. Computed tomography of the lungs: a — B70s reconstruction algorithm, 6 — B41s reconstruction algorithm

¢ anuzodamu denpeccuu ceemenma ST do 0,1 mB. IIpu npogede-
HUU KOMUbIOMEPHOU mMomocpapuy opeanos pyoHoil noaocmu
8blAGAEHA KAPMUHA 08YCMOPOHHe20 eudpomoparxca (puc. 2).
IAxoxapouoepagus: cHuxceHue coxpamumocmu JI2K u eco
eunepmpoghusi, HapyuieHue ouacmoau4ecKoi QyHKyuu no pe-
CMPUKMUBHOMY MUNY, pacuiuperue noaocmeii npedcepoui.
Bovissnenvr namonoeuueckue nomoxu 6 nosocmsax cepoya,
onpedenena neeounas eunepmensus. Muokapo JI2K umen no-
BbIUUEHHYI) IX02EHHOCMb ¢ 00nee APKUMU BKAIOUEHUSMU.

IloemopHoe nposederue sxoxapduoepaguu He npooemoH-
CMpPUpPOBano 3Ha4UMoll OuHamuxku (puc. 3, maoa. 3).

3a epems npebvieanus nayueHma 6 CMAUUOHAPe eMy
npogoduau caedyroujee neueHue: 6Hympb necnegaiat, sHme-
poceenb, arionyputon; eHympueerno ungysuu 0,9 % nampus
xaopuoa, nazuxc 160 me/cym, uepmpuarcon 1 2/cym.
Ha ¢one mepanuu coxpamnsnucey ymepennas ooviuika, caa-
bocmb, omeKu HUNCHUX KoHeuHocmell. boau 6 epyonoii knem-
Ke He noemopsaucs. CocmosiHue 0cmaganoch CMaduabHbiM.
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Puc. 3. Vasmpaseykoeoe uccaedosanue cepoya. B-pexcum. Anukanvras 4-xameprnas nosuyus. @paxyus evibpoca — 35 %, moawuna mexcicenyoouxko-
6ol nepe2opodku — 1,6 cm, moawuna 3a0neli cmeHKU 1e6020 Jceaydouka — 1,4 cm, Hapywerue ouacmoau4eckol GYHKYUU no pecmpuKmueHomy muny
(VE/VA >3,0), nesoe npedcepoue — 4,2 cm, npasoe npedcepoue — 4,5 x 4,5 cm. Peeypeumayus na mumpansrom (11 cmenenu) u mpuxycnuoansrom (11 cme-
neuu) kaananax. Jleeounas eunepmensus (cpednee daenenue 6 neeoyHoil apmepuu 50 mm pm. cm.). Muokapd neeoeo xceay0douxka umeem NOGbLUEHHYIO

3xX02eHHOCMb ¢ b0ee APKUMU 8KAIOYEHUAMU

Fig. 3. Ultrasound of the heart. B-mode. Apical, 4-chamber position. Ejection fraction is 35 %, interventricular septum thickness is 1.6 cm, left ventricular
posterior wall thickness is 1.4 cm, restrictive abnormality of diastolic function (VE/VA >3.0), left atrium is 4.2 cm, right atrium is 4.5 x 4.5 cm. Regurgitation
of the mitral (grade I1) and tricuspid (grade I1) valves. Pulmonary hypertension (mean pressure in the pulmonary artery is 50 mmHg). Left ventricular

myocardium is characterized by elevated echogenicity with brighter inclusions

Taomuua 3. [Tapamempor sxokapouoepaguu

Table 3. Echocardiograph parameters

ITokazarear 29.04.16r. 19.12.17r. 01.09.18r. 11.09.18r.
JIIT, cm
LA, em 4,2 4,2 42 4,1
KIP, cm
EDD, om 5,1 5,0 4,3 4,4
KCP, cm
ESD. cm 3,2 3,3 3,3 3,2
OB, %
EE % 63 57 35 39
ML o 1,05 1,70 1,60 1,60

L cm

T3CJIXK, cMm
LVPWT 1,1 1,2 1,4 1,3
CHJIA,
MM PT. CT. 30 37 50 45
PASP, mmHg
II1, cm
RA, em 3,6 4,2 4,5 4,4
VE/VA — >2,0 >3,0 >3,0

Ilpumenanue. JII1 — aesoe npedcepdue; KJIP — koHeuHbiil
duacmonuueckuii pazmep; KCP — Koneunwiii cucmoauveckuii
pasmep; OB — ¢paxuus eviopoca; TMKII — morwuna mexcoce-
1y0ouk06oil nepeeopooku; T3CJI2K — moawuna 3aoueii cmenku
negoeo wcenydouxa; CILJIA — cucmonuueckoe dasrenue 6 ne2ou-
Hoit apmepuu; 111 — npasoe npedcepoue; VE/VA — omHnowenue
MAKCUMANbHOU CKOPOCMU KPOBOMOKA PAHHE20 HANOAHEHUS

K MAKCUMAAbHOU CKOPOCMU NOMOKA NPeoCcepOHOIl CUCHONYL.
Note. LA — left atrium; EDD — end-diastolic dimension; ESD — end-
systolic dimension; EF — ejection fraction; IST — interventricular septum
thickness;, LVPW'T — left ventricular posterior wall thickness; PASP —
pulmonary artery systolic pressure; RA — right atrium; VE/VA — ratio

of alveolar ventilation to actual minute ventilation.
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Ha koncuauyme 66110 npednonsosceno cucmemuoe nopa-
JceHue 8 8ude amuaoud03a NOHeK U cepoya ¢ pasgumuem
XpoHuueckoil 6oae3nu novex C5 u XpoHU4ecKoi cepdeuHoil
Hedocmamounocmu 6 cmaouu IIb Il ¢gynkuyuonasvroeo
Kkaacca. Pexomendosarul eucmonoeuueckoe noomeepicoerue
HAAUMUs GMUAOUOQ U OnpedeneHue 8apuanma amuioudo3a
UMMYHOLUCIOXUMUMECKUM MEMOOOM.

14.09.2018 2. (na 12-ii denv eochumanu3ayuu) ympom
nayueHm GHe3anHo nomepsn coznanue. bviau evinoanensl
Henpsamol maccaxc cepoya, UCKYCCMBEHHAS GeHMUNAUUS
aeekux. Tlocae nposedentbix pavom-peaHumamonoeom me-
ponpusmuil hayuenm npumen 8 cosHanue. Boccmanosuacs
CUHyCco8blll pumm ¢ yacmomoil 94 yo/mun, apmepuaivHoe
dasnenue 70/40 mm pm. cm. Ha DKI 3apeeucmpuposana
CUHYC08as maxuxkapousi.

Yepez 3 u 6 narame peanumayuu y nayueHma G03HUK
no3vle Ha pgomy ¢ nocaedyioueli nomepeii cosnanus. Ilpoeo-
Jumble peaHUMALUOHHbLE MepOnpusmuUs (HenpamMol Maccaic
cepoya, UCKYCCMBEeHHAs GeHMUNSUUS N€2KUX) He UMenU 3g-
gexma 6 meuenue 30 muH, Ha GhoHe acucmosuu KoOoHCmamu-
DPOBAHA CMEPpMb.

OCHOBHOUL 3aKNI0MUMENbHbLI KAUHUYECKUU OUaeHO3 Obli
copmMyauposar cAeoyouuUmM o00pazom: amuioudo3 noyex,
cepdua.

Ocaosxcnenus. Xponuueckasn 6one3usv novex C5 A3. He-
dpomuueckuii cundpom. XKenydouxosas u Hadxceayoouxosas
aKcmpacucmonus. XporHuueckas cepoeunas He0oCmamo4HoCMb
cmaouu 116 I11 hyynxyuonanvroeo kaacca. Ymepennas neeouHas
eunepmensus. Jleycmoponnuii eudpomopaic. Ilpasocmopon-
Hasa (om 27.08.2018 e.), nesocmoponnsn (om 29.08.2018 e.)
naespanbHble NYHKYUU.

Pe3yavmamut namo.n020anamomuuecKo2o 6CKpbimus
om 15.09.2018 e. B naespanvHoii norocmu cnpasa vliseaeHa
CBEeMN0-dIcenmas nPo3paunas dcuokocms 8 obseme 1700 ma,
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Puc. 4. lucmonoeuueckoe uccredosanue nouku (Ha aymoncuu): a — MUKponpenapam, OKpacka KoHeo KpacHulil; 6 — MUKPONPenapam @ noAspu308anHoM ceeme

Fig. 4. Histological examination of the kidney (during autopsy): a — microslide, Congo red staining; 6 — microslide in polarized light

Puc. 5. lucmonoeuueckoe uccaedosanue muokapoa (na aymoncuu): a — MUKponpenapam, 0Kpacka KoHeo KpacHwlii; 6 — MUKponpenapam 6 noasipu308aHHOM
cgeme

Fig. 5. Histological examination of the myocardium (during autopsy): a — microslide, Congo red staining; 6 — microslide in polarized light

cneea — 600 ma; 6 nonocmu nepukapoa — 150 ma. Muokapo
NAOMHO-91ACIMUMHOLU KOHCUCMEHUUU, HA PA3Pe3ax — KPAacHO-
KopuuHeeoeo yeema, caivhHoeo euda. Toawuna cmenku JIK
2,0 cm, nepeeopooku — 1,8 cm, npasoeo xceayoouxa — 0,2 cm.
C nosepxHocmu paspesa 6epxHux 0oaeil 1eeKux npu Haoaauea-
HUU cmeKaem NeHUCMAsi KPOBSHUCMASL HCUOKOCHb 8 HEO0AbULOM
Koauuecmee. Ileuens nAOMHO-21GCMUMHOLU KOHCUCMEHUUU,
Ha paspe3ax — KpacHO-KOPUHHEB02O UBema, CalbHO20 GUOd.
Dubpo3Has Kancyra NOYKYU CHUMAEmcs ¢ mpyoom, HOBEPXHOCH1b
menkoseprucmas. Ilapenxuma naomuoi KOHCUCMEHUUU,
Ha paspesze — cepoeo usema, CaabHo20 8U0d, epaHuUa meicoy
Kopoil u nupamudamu Hewemixas. Cene3eHKa NAOMHOU KOHCU-
CIMEeHUUlU, HA paspe3ax — Cepo-CUHIOUHO020 Y8emd, CaNbHO0
suda. Mukponpenapamot nPOAHANUIUPOBAHbL C OKPACKOU KOH-
20 KpacHwiM. B neexux no xody apmepuii — omaoxceHue bec-
CMPYKMYPHBIX 0eAK08bIX I03UHOPUABHBIX MACC (AMUAOUOO03).

B neuenu no xody pemukynsapuoii cmpomul donex, 6 CmeHKax
€ocy008, npomoK08 — OMA0JICeHUe ObeCCMPYKMYPHbIX 0e1K08bIX
03UHOPUABHBIX MACC (AMUAOUO03), NOSHOKPOBUE UEHMPANbHBIX
6eH. B noukax — boavuwas uacmo Kayoouko8 ¢ OmA0NCEHUEM
amunouoa (puc. 4). Cmenku kancya boymena cxknepozuposatst,
npoceemul Ux pacuiuperst, co credamu deaka. lucmonoeuueckas
KapmuHa 8 cene3eHke: OughQhysHoe omaodceHue amuaiouoa
no @celi nyavne, noaHokposue curycog. Cepoue: 6eakosas ouc-
mpoguss U HepasHOMepHAs 2unepmpopus KapouoMuoyumos;
no0 3HOOKApOOM, 8 BONOKHAX U COCYOax — CMpPOMbL, 4 MAKice
8 anuKapde no xody 6eH — omAaodceHue 6ecCmpyKmypHbix ben-
K0BbIX 303UHOPUABLHBIX Macc (amunoudo3) (puc. 5).

Ilo pe3yavmamam eckpuimust Obin YCMAHO8AEH OCHOBHOU
0uaeHo3 — cucmeMmHblil aMUA0UO03: nopadicerue no4ex, cepo-
ua, cene3eHKU, nevenu, 1eeKux, Ha0no4eyHUKo08, Wumoeuo-
HOIL U n00XCeAYO0UHOIL Jcenes.
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Ocaoxcnenus. A3omemuyeckas ypemusi: Cepo3H0-2eMop-
paeuueckuil eacmposnmepoxoaum. Tudponepuxapd, eudpo-
mopaKc: npasocMopoHHsIs NAeBPANbHASL NYHKUUS, 1e60CO-
DOHHAS naespanrvHas nynkuus. Kamapaneueid yucmum.
Jucmpoghuueckue usmeneHuss napeHXUMAMO3HbIX OPeAHOB.
Omek neeKux.

06cy:xpenue

HaHHOe KJIMHWYECKOe HaOJIoJAeHWe SBJISIETCS MpU-
MEpPOM MO3[AHEN TUarHOCTUKM CUCTEMHOTO aMUJIOUA03a
M TIOCMEPTHON BepudUKAMM AMArHo3a, 4TO CBSI3aHO
C HECIeIM(PUIHOCTHIO CUMIITOMOB, a TaK>Xe OBICTPO MPo-
rpeCcCCUpPYIOIIUM TeUeHUEeM 3a00J1eBaHus.

IlepBoHayaIbHBIN TUATHOCTUYECKUI TTOMCK CBOIMII -
csl K TOMY, YTOOBI mpoBecTu auddepeHInaIbHy0 Arua-
THOCTUKY KapIMOMMOIIATHH Y ITAlIUeHTAa: TUIepTpoduye-
CKasl WIN PECTPUKTUBHASI.

Ha sxokapnnorpaduu odpaiaiv Ha ceds BHUMaHUE
W3MEHEHUsI, XapaKTepHbIe UISI PECTPUKTUBHON Kapamo-
MMOTIaTUM: BbIpaXeHHas1 runeprpodus muokapaa JI2K,
HapylIeHWe TUacTOJIMYECKO (PYHKIIMM TTO PECTPUKTUB-
HOMY THUITY IIPA OTCYTCTBUY BUIUMbBIX IPUYMH TMIIEPTPO-
¢un muokapaa JIZK, Takux Kak 00CTpYKIIMSI BBIHOCSILETO
Tpakta JIDK, aprepumanbHas TUNEpTEeH3Us B aHaMHe3e
¥ 3HAYMMBbIe CTPYKTYPHbIE HapylIeHUs KJIallaHHOTO all-
rnapara cepana.

Ha BKIT (cM. puc. 1) onpenesnsiioch CHUXKEHMWE BOJIBTa-
ka 3yOlIOB B CTAaHAAPTHBIX OTBEIEHUSIX, YTO MOXET yKa-
3bIBaTh Ha PECTPUKTUBHYIO KapAMOMUOIIATHUIO, BHI3BAH-
HYI0 aMmuyIonao3oM [13].

CiieryeT TOMHUTD, YTO 3a OBICTPHIM IIPOTPECCUPOBa-
HUEM CEepACYHOI U MOYEYHON HEJOCTaTOUHOCTH, pedpak-
TEPHOU K Teparuu, MOXET CKPhIBATbCS aMWJIOWIHOE TO-
paxeHue cepaLa v Ioyex.

3anoa03puTh HaTUYME aMUIONA03a Y TaHHOTO TMallu-
€HTa ITO3BOJIWIIO BBISIBJIECHUE TIEPUOPOUTAIEHBIX TeMOppa-
Ui, peLIMIUBUPYIONINX B OJHUX M TeX XKe MecTax, B CO-
yeTaHUU C KOHLIeHTpuYeckoil runeptpodueit JIZK, mo
JAHHBIM 3XOKaparorpaduu, IIpy OTCYTCTBUM apTepUaIbHOI
TUTIEPTEH3UH, C HApYIIIEHUEM TUACTOINIeCKON (YHKIIMU
110 PECTPUKTUBHOMY TUITY, HATUIMEM SIPKUX BKIIIOYSHUI
B CTPYKTYpe MUOKap/a, a TakKe KIMHUKOU JeKOMITeHCa-
LIMU XPOHUYECKOM CEpAEYHON HENOCTATOYHOCTH C COXpa-
HEHHOU W1 CHIKeHHOM dpakiiueit Beiopoca JIZK, mioxo
Mo IaoIIeiiCcs Tepanuu, KpoMe TOro — MopaxkeHue movek
(runoanbOyMUHEMUs, MPOTEUHYpUs, oTeku) [13, 14].

Pemaromnm MeTOI0M UCCAENOBaHUS B TUaTHOCTUKE
aMWJIOKI03a MOIJIO CTaTh ITpOBeAeHUE Ouomcuu nepude-
PUYECKMX TKaHEel (CM3UCTasl MPSMOIl KUIIIKK, TIOJIOCTH
pTa, MOAKOXHO-XHUPOBas KjeTdyaTrka), KoTopas Oblia pe-
KOMEHIOBaHa KOHCUJIMYMOM Bpayeil, HO He BBITIOJTHEHA
B BUIy CMEPTH TallMEHTA.

OTMeTHM, YTO COBpeMeHHast Mopgoaornyeckas aua-
THOCTHMKA aMWJIOKWI03a MpeaycMaTpyuBaeT He TOJIbKO 00-
Hapy>XeHUe, HO U 00s13aTeIbHOE TUITMPOBaHUE aMWIOUA,
TMOCKOJIbKY OT 3TOTO 3aBUCHUT TepalieBTUUeCKasl TaKTHUKA.
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J7151 5TOro UCIOJIb3YIOT OKPACOYHBIE METOIbI U UMMYHOTH -
CTOXMMMYECKOE MCCIeOBaHKE C MTaHEJIbI0 aHTUCHIBOPOTOK
K OCHOBHBIM TUIIaM aMUJIOMIHOTrO OeJika (crienubudeckue
aHTUTeJ1a MpoTUB AA-0enKa, TerKuX Lernei UMMYHOLJIO0Y-
JIMHOB, TPAHCTUPETUHA U B2-MUKpornooymrHa). Ho ummy-
HOTMCTOXMMUYECKOE UCCIIeIOBaHNE He 001agaeT abCooT-
HOM 3(p(heKTUBHOCTHIO, U B peAKUX CIIydasix LIeJeCOo0pa3HO
MPUMEHEHNE METOA0B TPOTEOMHOI0 aHAJIM3a aMWJIOUIA.
Takoke U1 BBISIBICHUS OJIMTOCEKPETOPHOI MOHOKJIOHATb-
HOUl rammanatuu (xapakTepHoi misg AL-amunounmosa)
HEeoO0XOAUMO OJHOBPEMEHHOE MNpPUMEHEHWE METOJ0B
sjiekTpodope3a, UMMYHOMDUKCAIIMU KPOBU U CYTOYHOM
MOYHU, KOJIMYECTBEHHON OLIEHKU YPOBHST CBOOOIHBIX JIETKUX
Lieneit UMMYHOIJIOOYJIMHOB B CBIBOPOTKE KPOBU METOIOM
Freelite, a mi1s onpeneneHus KJIOHAIBHOCTU U 3710Kaye-
CTBEHHOCTHU ITJIa3MallMTOB PEKOMEHIOBAHO MPOBEAECHUE
LIMTOTEHETUYECKOTO UCCIETOBAHUS U UMMYHO(DEHOTHUITU -
poBaHusI KOCTHOro Moara [15].

ITo pe3yabraTam MaToa0roaHaTOMUYECKOI0 UCCIEN0-
BaHUS cIeaH BbIBOM: MPUYMHOMN cCMepTU OOJIBLHOTO CTall
CHCTEMHBI aMWIOWI03, MPOSBUBIINICS XPOHUYECKOU
MOYEYHOI M OCTPOUl CeplAeyHO-COCYAUCTOI HEA0CTAaTOY-
HOCTBIO.

VY naumeHTa KJIMHAYECKU aMWIOWIHAsI HebponaTus
MaHubecTUpoBaia U30JUPOBAHHON MPOTEUHYPUEH C HE-
VKJIOHHO MPOrpecCUpPYIOLIMM TEYECHUEM XPOHUYECKOMH
0oJie3HU TToYeK (Bo3pacTall ypOBEHb KpeaTUHWHA, CHUXKA-
JIach CKOPOCTb KJTyOOUKOBOM (pusTpalivin) Ha hoHe HU3-
KOTO apTepUaJIbHOTO JaBJIECHUS.

ITpu aTOM OTNIOXKEHVE aMUTIOMAA MEXAY KapAMOMHUO-
LIMTaMU MMOKapJa MPUBEJIO K HaApYIIEHUIO MEXKIIETOU-
HBIX KOHTAKTOB U Pa3BUTUIO CEPAECYHON HEITOCTAaTOYHO-
CTU, KOTopasi B neOroTe O00JIe3HU IJIUTEIbHOE BpeMs
MpoTeKajia 0ECCUMIITOMHO U OBICTPO MpoTrpeccrupoBasa
OT MPaBOXETYI0YKOBOU JO CUCTOIMYECKOUN AUCHYHKIINU
U 3aCTOMHOU CEpIeYHOM HENOCTATOYHOCTH.

AMuionaHas HeponaTusi U peCTPUKTUBHAS Kapauo-
MMOTMATHUS MPUBEJIN K PA3BUTUIO OTEKA JIETKUX, TUTTOKCUU
U KPUTUYECKOMY HapylleHuIo ¢hbyHKIUU opraHoB. Cdop-
MU POBAJICS HEIPEOJOJIUMBIA TOPOYHBIN KPYT.

M3 cobpaHHOro NMpHU XKU3HU MallMeHTa aHaMHe3a ycTa-
HOBJICHO, YTO HAacCJEeJACTBEHHBIMU 3a00JIeBAHUSIMU, PEB-
MaTOUJIHBIM apTPUTOM, TYOEpKYyJe30M OH He CTpanan,
0YaroB THOMHOU MH(EKINU HE UMET.

JItst McKITIoueHusl MUEJIOMHOM 00JiIe3HU MpoBeAeHa
peHTreHorpadusl yeperna M KOCTEW Ta3a — MaTOJIOTMU
HE BBISIBJIEHO.

ITockoabKy HUKaKMX JaHHBIX O HATUYUY BTOPUYHOTO
aMUJIONI03a Y TTAallMeHTa HET, MOXXHO MPUIATHU K BBIBOLY, UTO
aMWIOU03 HOCUJI TEPBUYHBINI, a IO JAaHHBIM ayTOIICUY —
CHCTEMHBII XapakTep.

3aknioyexue

OnucaHHbBIA KJIMHWYECKUI ClIydyail TeMOHCTpUpPYET
CJIOKHOCTb CBOEBPEMEHHOW IMArHOCTUKUA CUCTEMHOTO
aMUJIOUI03a B KJIMHUYECKOW TMPAKTUKE, MPUYEM LIS
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Bpaueii 11000i1 cieunaabHOCTU. boJibllioe 3HaYeHue uMe-
eT KBajqudukalus Bpadyeil (QyHKUMOHAJbHOW U YJIbTpa-
3BYKOBOM IUAarHOCTUKU, TIOCKOJIbKY UX YMEHUE MPOYNUTATh
JaHHble yabrpacoHorpaguu u OKI momoraer ycKOpuTh
BeprGUKaL1Io 3a001eBaHUS Y MaLIMEHTA.

ITpu obcaenoBaHUM MALMEHTOB C XKaJl00aMu, XapaKTep-
HBIMM JJIS1 BBIPAXKEHHOM TMTOYEYHOM, CEpIeYHOMN WIIN APYTOM
OpraHHOM HeA0CTaTOYHOCTU, MPU OTCYTCTBUU aHAMHECTU-
YeCKHX U 00BbEKTUBHBIX JAHHBIX IO TTOBOAY OPraHUYECKOTO
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