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OCHOBHBIM OpPraHOM-MUIIEHBIO IPY TPAHCTHPETUHOBOM ammiionsioze aukoro tuna (ATTRwt) sBnsercs
cepaue. B nmocnennue ronpl, coriaacHo pesysibTaTaM ayTONCHITHBIX MCCIIEIOBAHUM, BOBICUEHHUE JETKUX
B MATOJIOTUYECKUH MPOIECC MPOUCXOAUT HAMHOTO Yalle, YeM TUarHOCTUPYEeTCs MpKU3HEHHO. BBuay
OTCYTCTBUS CIENU(PUICSCKUX KIMHUYCCKUX MPU3HAKOB M HATHYHS Y TOXKMIBIX MAIIMEHTOB MHOXECTBA CO-
MyTCTBYIOIIMX AaTOJOTUH B OOJIBIIIMHCTBE CIyYaeB JUArHO3 YCTAHABIMBACTCS HA TO3HUX CTAIHSIX 3a00-
JIeBaHUsl UM Tponyckaetcst BoBce. B pesynsrare AT TRwt-aMuion03 CTaHOBUTCSI HEIOOLIEHEHHOM NpH-
YHHOM 3a00JICBAEMOCTH ¥ CMEPTHOCTH Y MAI[EHTOB CTapIIeii BO3PACTHOM IPYIIIBL. B cTaThe mpecTaBieHo
KIMHHYECKOE HAONIOICHUE TTAIMEHTKH 88 JIET ¢ reHepaln30BaHHBIM TPAHCTHPETHHOBBIM aMHUIIOHIO30M C
MIPEUMYLIECTBEHHBIM [TOPAXKEHUEM cepAlia 1 JIeTKuX. OTpa)KeHbl CII0KHOCTH MPKU3HEHHON AUarHOCTUKHI
JTAHHOTO THITa aMHJIOW103a, 00YCIOBICHHBIC OTCYTCTBHEM aMHJIOUIHBIX OTJIOKEHUH B OHMoNTaTax MpsMoi
KHIIKH | TTOJIKOXKHOH )KUPOBOH KiteTdaTk. OCOOCHHOCTHIO HAOMIOICHUS CTAJI0 PACXOKICHUE KIIMHIYECKOTO

U IIaTOJIOr0aHaTOMUYCCKOI'0 JUAarHO30B.
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Cardiopylmonary transthyretin amyloidosis
Z.V. Gioeva, A.A. Ephiev
North Ossetian State Medical Academy of the Ministry of Health of Russia, Vladikavkaz, Russia

Wild type transthyretin amyloidosis (ATTRwt) affects a number of target organs, most commonly the heart.
Over the last years, autopsy findings revealed that the lungs are involved in the pathological process more

frequently than diagnosed in premortem cases.

Due to the nonspecific nature of ATTRwt clinical manifestations and the presence of multiple concomi-
tant conditions in elderly people, the majority of patients are diagnosed at a late stage or the disease is

overlooked.

As aresult, ATTRwt has emerged as a previously underestimated cause of morbidity and mortality in the
older age group. This article presents a clinical case report describing an 88-year-old female patient with
generalized transthyretin amyloidosis characterized by predominant cardiac and pulmonary involvement.
The paper elucidates the difficulties associated with premortem diagnosis of this type of amyloidosis which

include the absence of amyloid deposits in biopsy specimens from the rectum and subcutaneous fat. The

specific information in this case report is focused on the discrepancy between clinical and autopsy diagnosis.
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KIMHWYECKME HABTIOJEHA

B npaktuueckoii MeguLMHe MPUKU3HEHHAs! TUarHOCTH-
Ka KapAUOMyJIbMOHAJIBHOTO aMHJION 1032 BBI3BIBAET OIIpe-
JEJICHHBIC CIIOKHOCTH BBHIY OOMIMPHOW KIMHHYECKOU
cumnromatuku. [lopaxeHue cepiia MOXKET MPOSBIATHCS
B IIIMPOKOM JIMANia30He: OT 04aroBbIX u3MeHeHui Ha DK
y MalKUeHTOB, HE UMEIOIINX CUMIITOMOB, 10 MPHU3HAKOB
3aCTOMHOMN CepJeuHO HEeAO0CTaTOYHOCTH, APUTMHUI WIIH
bubpumsimy sxemynodkoB. Takoe pasHOOOpasme mom4ac
MPUBOIUT K OIIMOOYHOM JUArHOCTUKE ULIIEMUYECKOH 00-
JIC3HH Cep/Ia, KAPJHOMHUOTIATHH, HHOUIBTPATUBHBIX WIH
BOCHAJIUTENbHBIX 32001€BaHNI MUOKap/a. 3a4acTyro Ipu
KapAHONyJIbMOHAJIHHOM aMUJIOU103€ BeTpedaeTcs audg-
(y3HO-HHTEpCTHIHATBHAS (PopMa MOPAKEHHUS JIETKUX, YTO
TaKKe 3aTPyIHAET AUarHOCTHKY U3-3a TOTO, YTO KIMHUKO-
PEHTTeHOJIOTnYecKast KapTUHA BRIVISLAUT KaK IPOSBICHUS
XPOHHUYECKON CepACYHON HEJOCTaTOUHOCTH.

OnHOBpeMeHHOE MOpakeHHe cepaua U Jerkux Hau-
Oosee xapakTepHO U1 cucTeMHoro AL-amuinono3a, npu-
yeM AL-nam0na amunouna oOHapyKuBaeTcs yaile, 4eMm
AL-kanmna. Tem He MeHee B MOCJEIHNUE TOJbI BO BpeMs
ayTOIICUH Y JIFOZIel CTapuUECKOTo BO3pacTa U JOITOKUTEeH
BCE Yallle BCTPEYaloTCs Cily4an OOHapyKeHHsI TPaHCTHUPE-
TUHOBOTO aMHUJIOM/1a B CEP/LIE C BOBJIEUEHUEM JIETKUX B I1a-
TOJIOTUYECKUH npouecc. TpaHCTUPETUHOBBINA aMUIIOU103 Y
MOKUJIBIX MAIIMEHTOB C IPEUMYILECTBEHHBIM IIOPaKEHUEM
cep/la paHbllie Ha3bIBAJIU CEHUIBHBIM CUCTEMHBIM aMH-
JIOUI030M, HO B COOTBETCTBHU C KJIACCU(PHUKAIIUCH, TTPe-
TOKEeHHOH MeKAyHApOIHBIM OOIIECTBOM IO U3YUICHUIO
amuiionzo3a B 2016 romy, ero cienyeT KiacCUpHUIIMPOBaTh
KaK TPaHCTHUPETHUHOBBIA aMUJIOUA03 C OTJIOKEHHEM OeJika
nukoro tuna — ATTRwt [1]. 3aGoneBanue pa3BuBaercs
B pe3yJbTare CTPYKTYPHOU HECTAOMILHOCTH TPAHCTUPETH-
Ha, MPUBOJALLEH K 00pa30BaHHIO HENPABMIILHO CBEPHYTHIX
MPOMEXKYTOYHBIX ero opM. B nanpHeWIeM mpoucxoasT
uX arrperanus U GOpMUPOBAHUE aMIIOUIHBIX OTIOXKE-
Huil. Cepale sBISIETCS OCHOBHBIM OPraHOM-MUIIEHBIO
npu ATTRwt, mo3ToMy y GONBIIMHCTBA TALUEHTOB Pa3-
BHBAETCs MENIJICHHO IPOTPeCCUpYIOLLas cepaeyHas HeJlo-
CTaTOYHOCTh C COXpaHEHHOH (pakiuel BEIOpoca JIEeBOro
Kenmynouka. JpyruMu KITMHUYECKUMHU POSIBIICHUSAMH JaH-
HOTO TUIIAa aMUJIOWI03a MOTYT OBITh pa3BUTHE CUHIPOMA
KaprajbHOI0 KaHajla, CTeHO3 MOSICHUYHOTO OT/IeNa O3B0~
HOYHOT'O KaHaja, KOTopble nosBisAtoTcs 3a 10-15 et 1o
Pa3BUTHs CHMIITOMOB MOpaXkeHUs cepaua [2].

B coBpemMeHHO# MeAMLIMHE U1 AUATHOCTUKHU pa3iny-
HBIX TUIIOB aMUJION 032 UCIIONB3YETCsl MHOTO Pa3HBIX Ja-
00paTOPHO-MHCTPYMEHTAIBHBIX UCCIEAOBAHUN, HO CAMBIM
JIOCTOBEPHBIM SIBIISICTCS] OMOTICHS MOPAKEHHOTO OpTaHa.
OpHako B ciyyae OpaXeHHsI CepAlLla WM JIETKUX JaH-
Hasi MAaHUITYIIIHST HeOe30ImacHa sl MalueHTa U TpedyeT
HAJIHYUS B JICYCOHOM YYPEKIECHUU COOTBETCTBYIOLIMX
TEXHOJIOTUH, a Takxke crenuanucToB. [lpu nogo3peHun
Ha CUCTEMHBII aMUIION103 YaCTO MPOBOAAT acUPALOH-
HYI0 OHOTICHIO MTOAKOKHO-XKHPOBOH KJIETUATKH, HO TAHHBIN
MeTOo HH()OPMATHBEH B OCHOBHOM JIJIsl KapAUOIIaTHYe-
ckoro AL amunounno3a, a npu ATTRwt o noctoBepen
muib B 15% ciyuaes [3]. [Ipu oGHapy»eHUn aMuiIonaa
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B OMonTaTax, OKpameHHbIX KOHTO KPaCHBIM, HEOOXOIUMO
€ro JanpHeiliee THIMPOBAHKE T TOA0Opa MPaBUILHON
TaKTHKH JIEUCHUs. B mocnennue rofsl st TUUPOBAHHUS
aMUJION]103a B CIICIUATM3UPOBAHHBIX JTA00OPATOPUSIX UC-
MOJIB3YIOT MAacCC-CHEKTPOMETPHI0, UMMYHO3JIEKTPOHHYIO
MHKPOCKOIHIO, HO B PyTHHHOW JHArHOCTHKE OoJiee pac-
MPOCTPAHEHHBIM METOJIOM SIBISICTCSI UMMYHOTHUCTOXH-
MUYECKOE TUITUPOBAHUE C UCIIOJIb30BAHUEM MOHO- U T10-
JIUKJIOHAJIBHBIX aHTUTEI K OeJIkaM — Mpe/IeCTBEHHHKaM
ammionna [4].

IIpencraBieHHOEC HAMU KIMHUYECKOE HAONIOACHUE
MOJITBEPIK/IAET CIOKHOCTH MPHKU3HEHHOW TUAarHOCTUKH
ATTRwt.

ITanuenTtka B., 88 ner, Obuta rocnuTanu3upoBaHa
28 okTs0ps 2019 roga B KapAMOIOTHYECKOE OTACICHHE
PecnyOnukaHckol KIMHUYECKOW OONBHUIIBI C KIIMHUKOHN
JIEKOMIIEHCUPOBAHHOM CEpJIEYHON HETOCTATOUYHOCTH.
B anamnese aprepuaiibHasi TUIIEPTSH3US B TEUCHUE 35 JIET,
XpPOHHYECKass 00CTPYKTHBHAsI OOJIE3Hb JIETKUX C Pa3BU-
tem Cor pulmonale, cHukeHne Macchl Tena Ha 10 Kr 3a
MOCJIeTHUE JIBa To/1a. B TeueHue mpenecTBYIINUX CEMH
JIeT TIAIlUEHTKAa HEOJHOKPATHO T'OCIHUTAIN3UPOBAIACh
B KapAMOJIOTHYECKOE OT/ICIICHHE C TPU3HAKAMHU MIPOTPEC-
cupytolei cepaeunoil Hepoctatounoctu. lllects mecs-
1IEB Ha3a/1, BO BPEMs ITOCIIETHETO NMPEObIBAHUS B KIIMHUKE,
BBUJIY OTCYTCTBHSI JOHKHOTO 3 dekTa oT mpoBOAMMON
Teparyy XpOHUUECKOHU CepICYHON HETOCTATOYHOCTH U Ha-
JIUYYSI XapaKTePHBIX JUIsl aMIJION103a Cep/Ilia MPU3HAKOB
Ha OxoKI (yBenmuueHue npencep/uii, yriioTHEHHE CTBOPOK
MUTPAITHLHOTO U TPUKYCIHIAIHHOTO KJIAllaHOB, YTONIIEHIE
CTEHOK JICBOTO JKEITY/I0YKa, TEPUKAPIUATBHBIN BBITIOT, Jie-
TOYHAs TUTIEPTEH3US) Y MAIUEHTKH B3sJTH OMOTICHIO TIPSi-
MO KHMIIKU U MOJKOXKHOM KUPOBOM KJIeT4aTKU. TeM He
MeHee aMUJIOMTHBIE OTIIOKEHHUS HU B OTHOM M3 OMOMTATOB
He ObLTH 00Hapy>xeHbI. OT OMOTICHH Cep/ilia BBUIY BO3pac-
Ta MAIMEHTKU U OMACHOCTH OCJIIOKHEHHI POJICTBEHHUKH
OTKa3aJI¥Ch.

Hacrosiimas rocniutanu3anust Obuta 00ycIoBieHa JITH-
TEILHBIM MPUCTYIIOM CTEHOKApJIUU, HE KYMUPYIOIIHMCS
rocJie puemMa HuTpormiepuHa. Hecmorps Ha mpoBou-
MYO UHTEHCUBHYIO TE€PaInio, COCTOSTHUE MAIIMEHTKHU yXY/I-
1aJI0Ch, HApacTajia OMBEHTPUKYIIIPHAsI HEJOCTATOYHOCTb,
Pa3BUICS OTEK FOJIOBHOTO MO3Ta, YTO M CTAJIO MPUYUHOMN
CMepTH. 3aKIIIOYUTENbHbBIN KIIMHUYECKUN TuarHo3: «Jlsa
OCHOBHBIX 3a0oseBaHus. 1) [nnepronnyeckas 601e3Hb
IIT cranuu; nmemuyeckas O0IE3Hb Cep/Ia; aTepPOCKIIe-
POTHUYECKUI KapAHOCKIIEPO3; OCTPhIA HHPAPKT MUOKAp/IA.
2) XpoHuueckast 00CTPYKTUBHAs OOJIe3Hb JIETKUX B CTaTUH
oboctpenns. OcaoKHEHHs 3a00IeBaHHUNA: OMBEHTPUKYIISP-
Hasl XpOHWYECKas cepiedHast HepocrarouHocts 11 cramum,
XPOHHUYECKOE JIETOYHOE CEPALIE B CTAJAUU JCKOMIIEHCALINH,
aHacapka, OTEK TOJIOBHOTO MO3Tay.

Ha maronoroanaToMu4eckoM BCKPBITHUU: TPYT KEH-
IIUHBI ACTEHUYECKOTO TEIOCIOKEHUS C BHIPAKCHHBIMH
OTEeKaMH BEPXHUX U HIDKHUX KOHEUHOCTE|. B ieBoi ieB-
panbHOK monoctu okoso 400 M MPO3pavHOH >KENTOBA-
TOM KHUIKOCTH, B MpaBoit — okono 300 mi. B OpromHoi
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MOJOCTH TaKOIo K€ BUJA KHUJIKOE COAEPKHUMOE — OKOJIO
1100 ma. CepredHo-cOCYAUCTast CUCTEMA: B OKOJIOCEP-
neyHoi cymke 130 M mpo3payHoil &KenTol KUIKOCTH,
cepaue Maccoii 460 T, TONIMHA CTEHKU JIEBOT'O JKEIY104Ka
1,8 cm, mpaBoro — 0,7 cM. XKenynoukosbiit unnexc (OKI)
0,7 cm. [TonocTb 1EBOTO XKeNTyA0uKa YBEIUYeHa. DHI0Kap.

KIMHWYECKME HABTIOOJEHA

OnenHbI, MMaaKui. MHOKap ] TEMHO-KPACHOTO IBETA C
MHOXECTBCHHBIMH 0€JI€COBATBIMU PyOUUKAMU JHAMET-
pom 10 0,3 cM. B uHTMMe KOpOHApHBIX apTepuil oyaru
JIMIIOCKJIEPO3a, aTEPOKAIBIINHO3a. B NHTUME a0pTHI Takke
JIUTIOCKIIEPO3, aTEPOKATIBIIMHO3 U O4ard U3bs3BICHUM. [IbI-
XaTeJbHAs CHCTEMA: CTEHKA OPOHXOB YTOJILEHA, HMEIOTCS
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Puc. 1. BackynsipHble 1 HHTEPCTHIHAIBHBIC aMHIOUIHBIE OTIIOXKEHHUS B CEPIIIE.
A — OKpaIIMBaHNE TEMATOKCHIMHOM U 503MHOM BBISBIIIO BACKYISIPHBIE M HHTEPCTULIHATBHbIE OTIIOKEHHS TOMOTEHHBIX
303MHO(UIBHBIX CTPYKTYP aMHIION]A. B — pu nonspu3aloHHOH MUKPOCKOIIMY TIPENapaToB, OKPAILIEHHBIX KOHIO KPaCHBIM,
00Hapy>KEeHO XapaKTepHoe I aMiyionza cBeueHne. C — HMMYHOTHCTOXMMHUYECKOE OKPAIIMBAHKE MTOKA3aJI0 HEraTHBHYIO PEaKIHIO
¢ anrurenamu K AL-A u AL-k (D) nerkum nersiv ammnonzia. E — BelpaskeHHast IMMYHOIIO3UTHBHAS PEAKLUSI IIPH OKPAIINBAaHUN
C aHTHUTEJIOM K TPAHCTHPETHHOBOMY aMIIION Y. F — IMMyHOHeraTiBHasi peakius ¢ aHTuTesnoM k A A-amuonmy. X100

Fig. 1. Vascular and interstitial amyloid deposits in the heart.

A —haemotoxylin and eosin (H&E) stain identified vascular and interstitial deposits of homogenous eosinophilic amyloid.
B — polarized light microscopy of Congo red-stained specimens detected characteristic birefringence of the amyloid.

C — immunohistochemical stain showed negative reaction with antibodies against AL-A and AL-« (D) amyloid light chains.
E — significant immunopositive reaction with anti-transthyretin amyloid antibody. F — immunonegative reaction

with anti-AA-amyloid antibody. X100
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KIMHWYECKME HABTIOJEHA

€IMHUYHBIC TUIOTHBIC CEPOBATHIC OYard B BUJAC ONSLICK
pasmepamu ot 0,2 10 0,6 cm. Jlerkue cepo-Oyporo 1BeTa,
TECTOBATON KOHCHCTCHIINH, C TIOBEPXHOCTH pa3pesa CTe-
KaeT MEeHUCTasl PO30Bas KUAKOCTh. [Ipn uccnenoBanuu
TOJIOBHOTO MO3Ta BBISIBIICHBI OTEK U OJHOKPOBUE MITKUX
MO3TOBBIX 000JIOUEK U BelecTBa. JKeTyq0uHO-KUIIeTHbIH
TPAKT: CIIU3UCTAsE 000JIO0YKa KETyKa, TOHKOH U TOJICTOM
KHIIOK PO30Basi, CKi1aauaras. [ledeHs I1oTHas, He YBEIH-
4yeHa. Mo4emnonoBas cucTeMa: IIOYKH MaKPOCKOITMIECKH He
WM3MEHEHBI, IUIOTHOBATONH KOHCHCTEHIIMHU, Ha pa3pese ce-
PO-KpacHOTO IBETa C YMEPSHHO YETKOM TPaHUIICH MEXKITY
KOPKOBBIM M MO3TOBBIM BeriecTBOM. Cru3ucTas 000I049Ka
MTOYCYHBIX JIOXaHOK U MOYEBOTO IY3BIPs CEPO-pO30Basi,
0e3 ocobeHHOCTEeW. MaTka 1 MPUAATKH B COCTOSTHHU BO3-
pacTHOIN MHBOIIOLIUH.

[Ipu MUKpOCKOTMYECKOM UCCIIECIOBAaHHU MPEIapaToB,

OKpallI€HHBbIX '€MAaTOKCUJIMHOM U 503MHOM, B MHOKapAc
IpaBbIX U JIEBBIX OTACIJIOB CEpalla 06]J.II/IpHBIe yY4aCTKHU

TOMOT€HHBIX 303UHOMUIBHBIX CYOCTAHIINA, KOTOPbIE ITPH
OKpalllMBaHUK KOHTO KPACHBIM W MCCIICAOBAHUH B TTOJISI-
PU30BAaHHOM CBETE JaBajM sS0JOYHO-3€JIEHOE CBEUCHHE,
xapakrepHoe st amuionia. OTMeuaroTcss UHTEHCHBHBIE
BaCKYJISIPHBIE M HTHTEPCTUIMATIHLHBIE OTIIOKEHUS aMHIION/Ia,
BBIpaKeHHAas aTpo(us U CKIIEPO3 KapIHOMHUOIIUTOB, THa-
JIMHO3 KPOBEHOCHBIX COCY/IOB C BBIPQYKEHHBIM CYXCHHEM
ux npocBera. CTEHKH KPOBEHOCHBIX COCYIOB JIEBBIX OT-
JISJIOB CEp/illa C MACCUBHBIMH o4araMu amuiouaa (puc. 1).
B cTBOpKax KiIamaHoOB cep/illa B pe3yabTaTe CKOTLICHUS
AMUJIOUIHBIX CyOCTaHIIMH HApYIIEH X0/ KOJIAareHOBBIX
BOJIOKOH. AMUJIOU]] BBISIBIICH B CTEHKaX KPOBEHOCHBIX
COCY/IOB JIETKUX, B MEXaJIbBEOJSIPHBIX MEPETOPOIKAX
(puc. 2). basmkoBUHBIC YTOJIICHHS B CTEHKE OPOHXOB,
00OHapy»XEeHHbIE TIPH MAKPOCKOIHH, TAK)KE OKa3aIMCh aMH-
JIOMTHBIMU CYOCTaHIMSIMU. ETUHUYHBIE 04aru aMUIONI-
HBIX OTJIOKEHUH OTpeieNIeHbl B BEHAX MOPTATbHBIX TOJEH
MEYCHH, aPTEPUIX IMOUYEK U CEIIC3CHKH.

Puc. 2. AMunongHble OTIOXKEHHS B CTEHKE KPOBEHOCHOTO COCY/Ia JIETKOTO.
A — OKpaIIMBaHHe TeMaTOKCHINHOM M 903HHOM. B — okpamBanne KOHro kpacHbM. C — O3UTHBHOE HMMYHOTHCTOXUMHYECKOE
OKpalIMBaHUE C aHTUTENIOM K P-kommoHeHTy amuonaa. HerarnBHas HMMYHOTHCTOXMMHUYECKAs PEAKIMs C aHTHTEIaMHU
K AL-x amunounny (D), AL-A amunonny (E), AA amunouny (F) u Apo Al amunouny (I). BeipaxkeHHass *UMMYHOIIO3UTUBHAS
peaKIys C aHTUTENIOM K TpaHCTUpeTHHOBoMY ammionay (G, H). x200

Fig. 2. Amyloid deposits in the pulmonary vessel wall.

A — haemotoxylin and eosin (H&E). B — congo red. C — positive immunohistochemical stain with amyloid P-component
antibody. Negative immunohistochemical reaction with antibodies against AL-k amyloid (D), AL- A amyloid (E),
AA amyloid (F), and Apo Al amyloid (I). Significant immunopositive reaction with anti-transthyretin amyloid

antibody (G, H). x200
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NMMyHOTHCTOXUMHUYECKOE TUITUPOBAHUE aMHUIIOUAA
MIPOBOJMIIOCH C HCTIOIb30BAHUEM MTaHENH NEeNTUIHBIX aH-
THUTEJN K ero HauboJiee pacnpocTpaHeHHbIM TuliaM. Kcnosns-
30BajJIICh MOHOKJIOHAJIbHbIE aHTUTENa K AA-aMUJIOULY,
MOJIMKJIOHANbHBIE aHTUTeNa K P-KOMIIOHEHTY amMuiionza,
tpanctupetuny (ATTR), anturena k AL-A u AL-x amu-
nouny (Dako, CIITA). AMunouHble OTIOKEHUS UMETH
MO3UTHUBHYIO PEAKIMIO NPH OKPAILIMBAHUH C aHTUTEIaMU
K P-xomnoHeHTy amuiionia 1 TpancTupeTuHy. OT™Medanach
MMMYHOHETaTUBHAs peakLus C aHTUTenamMu K AA-, AL-A
n AL-x amumony.

Ha ocHoBaHMK MaKkpo- ¥ MUKPOCKOITMYECKOTO UCCIE0-
BaHUs1 ObUI MOCTABJIEH ATOJIOr0aHATOMUYECKUN TMarHO3.

OcHoBHoe 3a00seBanue. [ eHepaIn30BaHHbIN aMUIOU-
J103 C IPEUMYLIECTBEHHBIM MOPAKEHHEM CEPALIA U JIETKHX.

OcnoxxHeHus 3a001eBaHus. XPOHUIECKOE JIETOTHOE
cepaue (KU 0,7). dunaranus nonoctedt cepamna. Oreku
HW)KHUX U BEPXHUX KOHEUHOCTeH. [IByCTOPOHHMIA THAPO-
Topakc. ['maponepuxapa. Acuut. XpoHHYECKOE BEHO3HOE
MOJTHOKPOBHE BHYTPEHHUX opraHoB. Ortek yierkux. OTek
TOJIOBHOTO MO3Ta.

ConytcTBytouiue 3aboneBanus. ['unepronnueckas
6omne3nb (Macca cepaua 460,0 1, TONIIMHA CTEHKH JIEBOTO
kenynouka 1,8 cM). ATepockiiepo3 aopThl M KOPOHAPHBIX
aprepuid. ATEpOCKIEPOTHUECKUN KapJUOCKIEPO3.

B nanHoMm HabroneHUH ObLT AMarHOCTUPOBAH reHepa-
JIM30BaHHbII TPAHCTUPETUHOBBINA aMUJIONU 03 JTUKOTO THUIIA
C MPEUMYIIECTBEHHBIM MOPAXKEHUEM CEePALA U JIETKUX.
Oco0eHHOCThIO MPEACTABIEHHOTO KINHUYECKOrO CIy-
Yasi SBUJIOCh MAaCCUBHOE OTJIIOKEHHE aMHJIOMIHBIX Macc
B CTEHKaX apTepui JIEBBIX OTAENIOB Cep/ALa, YTO MPUBEIIO
K UX CY>KEHHUIO M, BOBMOXXHO, KIMHUYECKH MPOSBHIIOCH
B BHJIC IIPU3HAKOB UIIEMUYECKON OOJIe3HU cepaia ¢ Gpop-
mupoBanueMm Ha DK mceBnonH(apKTHEIX 04aroB, YTO
OBLIO pacLEHEHO KapIHuOoJIoraMu Kak OCTPBIA UH(papKT
MHOKapAa, KOTOPBI He MOATBEPAMJICS Ha ayTOICHH.
[To maHHBIM JHUTEPATypPHI, OCTPHIA HH(PAPKT MUOKApIa
oOHapyxuBaercs y 10% manueHToB ¢ aMUIONI030M CEpA-
ua [5]. Auddy3Hble OTIIOKEHNS aMIIONIA B CTCHKAX ap-
Tepuii 1 BeH Haubosee XxapakTepHsl 1151 AL-amunono3sa,
i1 ATTRwt Gojiee CBOMCTBEHHO O4aroBO€ OTIO0KEHHE
B MHTEPCTHULIMH BOKPYT KJIETOK 0€3 MOpa)XeHHsI CTEHOK
KPOBEHOCHBIX cocynoB [6]. Tem He MeHee B HACTOSIIEM
HaOIONeHNH 0OHAPYKEHBI BBIP)KEHHBIC HHTEPCTHIHAIb-
HBIE U BacKyJIIpHbIE aMUIOUAHbBIE Aeno3uThl. HecMoTps
Ha OOUIMPHBIE YYACTKU MOPAXKEHUs] MHOKap/ia, COKpaTH-
TeJIbHAs (YHKIIHS JIEBOTO XKEIMyI0uKa COXpaHsIIach J10-
BOJIBHO JJIUTENBHOE BPEMS, UTO XapaKTepHO IS 3TOTO
THIIA aMUJIOM103a.

O6c¢cyxaenne

B nocnennue rofpl B HAy4HOM JIMTEPAType BCe OONbIIE
naHHbBIX 0 ToM, YTo ATTRwWt siBIIsieTcs HeqOOIeHEHHOM
MIPUYHHON 3200JIEBAEMOCTH M CMEPTHOCTH Y TAI[UEHTOB
crapuieil Bo3pacTHOU rpymnmbl. O4eHb 4acTO JAMArHoO3
YCTaHABIMBACTCA Ha MO3HUX CTAIUsAX 3a00JCBaHUS UITH
MPOIYCKAETCsl BOBCE BBUIY OTCYTCTBUS CHEIU(DUISCKUX
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knuHu4Yeckux npusHakoB. CornnacHo T. Lane et al., B 42%
cinyuaeB ATTRwt ¢ MOMEHTa MOABJIECHHS TEPBBIX CUMIITO-
MOB JI0 YCTaHOBJIEHUS IMAarHO3a MPOXOJUT 0oJIee YeThIpex
net [7]. [Anarnos 3aTpyHseTcs B CBA3H C TE€M, UTO y TOXKH-
JIBIX AIIMEHTOB MHOXKECTBO COITY TCTBYIOLIUX [1aTOJIOTUH,
aMUJIONI03 MOXET MPOTEKaTh M0J MacKOi OAHOM U3 HUX
U yCTaHaBJIMBAETCA TOJIKO Ha ayTorcuu. Tak, B padote
A.A. TlonsakoBo# U COaBT., IO pe3yJibTaTaM ayTOICHIi-
HBIX uccnenoBanuil, ATTRwt Ob11 00HapyX)eH y Kax10ro
IIATOTO NalMeHTa C XPOHUYECKOU ceplieuHON He10CTaTod-
HOCTBIO U rUneprpodueii iesoro xemynodka. [Ipu atom
HHU y OJHOTO U3 3THX MalUEHTOB aMUJIOMI03 MIPH JKU3HU
He auarHoctupoBal. B 97% cinyyaeB y HUX BBISIBIIEH XPO-
HUYeCKHi OpoHXUT [5].

AHanu3 ayTONCUHHBIX JaHHBIX B KIMHUKe Maiio mo-
kazai, uto ATTRwt coctaBnsier 55% cpenu Bcex cirydaeB
cucteMHoro ammionnosa [6]. Ilo nanHbIM uccnenoBare-
JIeid pa3HbIX CTPaH, TPAHCTUPETUHOBBIA aMHIIOU103 IUKOTO
TUMA B cepAle y nanueHTo crapuie 80 JeT BBIABIAIOT Ha
ayTtorncuu B 25% ciryuaes [8].

[NopasxeHue Jerkux npu TPaHCTPUPETUHOBOM aMHJIOU-
J103€ B OCHOBHOM OOHapy>KHUBAETCsI TOJIBKO 110 pe3yybTaTam
ayTorncuitHoro uccnenosanus. Tak, B padore K. Ussavar-
ungsi et al. oTMEUEHO, YTO PH )KU3HU BOBJICUEHHUE JIETKUX
B IIATOJIOTMYECKUI MPOIECC YAaI0Ch TUATHOCTUPOBATD
¢dakTruecku Bo Becex cirydasx ¢ AL-amunonnozom (93%)
U nuiib B 23% cinydaeB ¢ TPAaHCTUPETUHOBBIM aMHJIOH-
no3oM [9].

CornacHo P. Govender et al., anarno3 TpaHCTUPETHHO-
BOTO aMMJIOW03a JIETKMX KIMHUYECKH YCTaHaBIUBAETCA
MeHee yeM B 1% cityuaeB, a 1o JaHHBIM ay TOTICUH, abBEO-
JISIPHO-CETITalIbHbIE aMUJIOUIHBIE OTIIOKEHUS BCTPEUAIOTCS
y 58—100% nainueHToB ¢ TPaHCTUPETUHOBBIM aMUJIOU0-
3oMm [10].

OnHOBpEMEHHOE OTJIOKEHHE aMUJIOuJa B Ceplle
U JIETKUX B OCHOBHOM XapakTtepHo ansi ATTRwt, a npu
HACJICZICTBEHHOM THII€ TPAHCTUPETHUHOBOTO aMUJIOUA032
(ATTRm) 3T0 coueranue BcTpeyaeTcst BecbMma penko [9].
[opaxkeHue cepaiia ABIAETCS OCHOBHOM NPUYMHON cMEpTH
naneHToB ¢ ATTRwt.

Pesztomupyst U310KEHHOE BBILLIE, CIIEAYET OTMETUTD, YTO
nmpobiema nprku3HeHHoM auarHocTuku AT TRwt BecbMa
akTyanpHa. KimmHUIMcTaM HeoO0XoauMo OoJiee TIATeIEHO
MPOBOIUTH TU(PdEpeHINATBHYIO THATHOCTHKY PE3UCTECHT-
HOM K JICYEHUIO XPOHUYIECKOH CepeYHON HEJOCTAaTOUHOCTH
(ocobeHHO MpH coXpaHeHHOH (pakiuK BEIOpOCa JEBOro
JKeJTyJI0uKa) C TPAHCTUPETUHOBBIM aMUII0M1030M. CeroHs
CaMbIM JIYYIIUM HEWHBA3UBHBIM METOJOM THArHOCTUKU
ATTRwt siBnsieTcsl MpOBeIeHNE CIIMHTUTPA(QUY C paano-
¢bapmnpenaparom texuerpeM (*Tc), KOTOpbIi 06IagaeT
BBICOKOH YYBCTBUTENBHOCTBIO K 3TOM naronoruu. OmgHako
TPaHCTUPETUHOBBIHM amMniton103 B 20% ciryuyaeB MOXET CO-
MIPOBOX/AATHCSI MOHOKJIOHAJIbHOW raMMonaTrei, KoTopas
B OCHOBHOM BcTpeuaercs npu AL-amunonnose. B Takux
cirydasx HeoOxonuma muddepeHianbHas TMarHoCTHKA C
AL-amMunoni030M, KOTOpasi BO3MOXKHA JIMIIb [IPH B3STHU
Ouoncuu cepaua U THIMMPOBaHUM amuiouaa [2, 8].
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3akmoueHnne

IIpencraBineHHbIH KIMHUYECKUN CITydaidl IEMOHCTPH-
PYET CIOXKHOCTH KIMHUKO-MOP(HOIOrH4ecKoil TuarHo-
CTHUKHU TPAaHCTUPETHHOBOTO aMIJION03a JUKOTO THIA y
MOXWIBIX MAaueHToB. ONHOM U3 NPUYHH HE JUArHOCTH-
POBaHHOTO IIPH KU3HHU aMUJIONU]103a SIBUIIOCH OTCYTCTBUE
aMuJIou/1a B OMomNTaTax NpsAMOM KUIIKHU U TOIKOAKHO-KH-
poBoii knetuarku. [IpoBoauTh Gosnee MHBa3UBHBIE AHa-
THOCTHUYECKHE BMEIIATEIECTBA B BUIE OUOIICUH CepAla
WJIM JIETKUX POJHBIE MAIMEHTKU OTKA3aJUCh U3-3a PHUCKA
BO3MOXXHBIX OCJIOXHEHUH. OCOOEHHOCTh JaHHOTO CIy-
yasl — pacXoKJeHNE KIMHUYECKOTO U MaToJIOr0aHaTOMU-
YECKOIo JUarHo3oB. Bo BpeMst maToinoroaHaTOMH4€CKOTo
ucclieI0BaHUs HHPAPKT MUOKap/a He ObLI TOATBEPKACH,
ancepnoundapkrusie oyaru Ha DKI' okazanuce 00ycioB-
JICHBI OTJIOKEHUEM aMWJIONJA B CTEHKaX KOPOHAPHOM ap-
TEPUU U MACCUBHBIMU aMHUJIOUAHBIMU OTIIOKEHUSIMHU B MU-
OKapJe, KOTOpbIe IIPUBEITH K aTpOPHH KapAHOMUOLIUTOB
U Pa3BUTHUIO XPOHUYECKON CEPCYHON HETOCTATOYHOCTH.
Cronb BbIpa)K€HHbIE MHTEPCTULIMAIBHBIE U BACKYJISAPHBIE
OTJIOKEHUSI aMUJIOUIHBIX CyOCTAaHIMI HE TUIIMYHBI AJIs
TPaHCTUPETUHOBOTO aMWJIOWI03a U Yallle BCTPEYAIOTCS
npu AL-amuiionnose.
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