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BBepeHue. OnncaHo knnHUYeckoe HabnoaeH e naumeHTa 80 NeT ¢ KNAMHUKO-UHCTPYMEHTANbHbIMU NPOSBAEHUAMYU aMU-
NOMA033, BbI3BAHHOTO OT/IOXEHNUEM HEMYTAHTHOTO («AMKOro Tunay) TpaHcTupetuHa (Amyloidosis «wild type» TransThyRetin,
ATTRwt). 0co6eHHOCTbIO LAHHOTO Cly4Yas CTano NOCTaHOBKA AWMArHo3a aMunonf03a OfLHOBPEMEHHO C BbIIBNEHUEM CUM-
MeTPUYHOrOo NoNnapTpuTa.

Lienb pa6oTbl — npeacTaBieHue npumMepa yCrewHoin GUarHoCTUKK 1 CBoeBpemMeHHoro nedequs ATTRwt-amunongosa.
Marepuanbi u metoabl. MauuneHT K. 80 net 06paTuncs kK peBMatonory B amOynatopHoM nopsfKe ¢ xanobamu Ha cnabocTb
1 60/1b B MbILWLAX BEPXHUX U HWKHUX KOHEUHOCTEH, MPUNyXnoCcTb U 60NE3HEHHOCT 060MX y4e3anaCTHbIX CYCTaBoB,
C NPOABJEHNAMU MHOXECTBEHHbIX TYHHENbHbIX CUHPOMOB (JIOKTEBOrO KaHana, KaHanos [MAoHa, ABYCTOPOHHErO CUHAPO-
Ma 3ansACTHbIX KaHanoB). Kpome Toro, B aHamMHe3e y nauyueHTa MMeeTcs nopaxeHue cepALa, NposBAioLLEecs runepTpo-
thueit NeBoro Xenynouka, NapokcuamansHoi popmoit hubpuanaLMM—TpeneTaHus npeacepaui, XpOHUYECKoN CepAeYHOi
HEe0CTaTOYHOCTbIO C COXPaHEHHOM (pakLmWel BbIGPOCa, HapyWEHUEM BHYTPUKENYAOYKOBOI NPOBOAUMOCTU U YMEHbLLE-
HUEeM BoJibTaxa 3y6LoB komnnekca QRS. W3-3a Hanuuus cepaeyHbiX NPOSABNEHWI HApAdY C HeliponaTuei y naumeHTa
3anogo3peH ATTR-amunongos.

Pe3ynbtarsl. [lonnHetponatus NoATBEpAEHa pe3yabTaTaMm anekTpoHeipomuorpadumn. IMMyHOrno6ynnHOBbIA aMunoun-
£o3 (AL- (immunoglobulin Light chain) Amyloidosis) uckniouyeH B cBA31 C OTCYTCTBMEM MOHOKNIOHANbHbIX GENIKOB B KPO-
Bu. [lnarHo3 ATTRwt-amunoungosa ycraHosneH 6e3 nposefeHus GUONCUM NO pe3ynbTaTaM CUMHTUIPAdUM C MEYEHHbIM
TexHeLMymoM-99m nupodocdatom. MIHTeHCMBHOE HakonneHne paguodapmnpenapara 3a@uUKCUMpPOBaHO B MUOKapAe fie-
BOrO Xesnyaoyka. 06cnefoBaHne TakKe NOATBEPAUIO HAMYME NOAWAPTPUTA, NPOABNABILETOCA NOBbIWEHHbIM HAaKOMIe-
HMEM CMHOBMANbHOM XUAKOCTU B 060MX NTy4e3ansACTHbIX, NEYEBbIX U KONEHHbIX CYCTaBOB, @ Takxe B 06nactu I nniocHe-
thanaHrosoro cycrtaBa cneBa. HacneacreeHHblit xapaktep ATTR-amunonpo3a UCKN0YeH Ha OCHOBAHUW Pe3ynbTaToB reHe-
TUYECKOTO aHanu3a, He BbIABUBLIEr0 MyTalMii B reHe TpaHCTUpeTUHA. 0COBEHHOCTb AaHHOTO ciyyas — pasBuUTHe
CUMMETPUYHOTO NONMAPTPUTa Ha GoHe MaHudecTauun ammunongo3a. MNauneHTy MHULUMPOBAHA NaToreHeTUYeCcKas Tepa-
nus Tachammancom. ApTpuT perpeccupoBa nocsie Hayana NeyeHns MeToTPeKCcaToM.

3aknioueHue. TpaHCTUPETUHOBBII aMUIIOMAO3 — 3TO XPOHUYECKOE NPOrpeccupyiolLee Xu3Heyrpoxaloliee 3abonesaHue,
00ycn0BNeHHOE 06pa30BaHUEM U OTIIOKEHUEM aMUNOUAHBIX HUOPUNN, CHOPMUPOBAHHBIX HA OCHOBE MOHOMEPOB TPaHC-
TMpeTuHa. PazHoobpa3une TPOMHOCTM aMuIoMAa K PasinNYHbBIM OpraHaM U TKaHAM 00yCNOBANBAIOT €ro GeHOTUNMYECKYID
reTeporeHHOCTb, YTO 3aTPyAHAET PaHHIO NOCTaHOBKY AuarHo3a. 0fHaKo 06HapyXeHMe CUMNTOMOB «KPaCHbIX (rarosy,
CUrHanusupyowmx o Hannummu ATTR-amunongo3a, MOXeT COKpaTUTb BPeMA UHULMUPOBaHMA cneunduyeckoi Tepanuu,
CNocobCTBYA YNYYLWEHNIO KaYeCTBa XU3HN NaLueHTa.

KnioueBble cnoBa: amunongos, aMMnonaHas HeVIpOI’IaTMﬂ, TpaHCTVIpeTVIHOBbIVI ammnnonpos, TpaHCTUPETUH, CUHAPOM
KapnanbHOro KaHana, CUCTEMHBIW CEHWUNbHbI aMUONI03, pa,umocbapMﬂpenapaT, Tacbamm,qmc, pPaanoHyKnenpHasa su3sya-
Nnn3auna, Ka4ecTBo XN3HKU

Ina uutupoBanua: Mapeesa B.A., KnumeHnko A.A., Mockaneu, 3.P. n ap. KnuHnyeckuit cnyyai TpaHCTUPETUHOBOIO amMu-
nonp03a ¢ NposBIEHUAMU cepoHeraTuBHoro aptputa. Knunuumcr 2023;17(4):42-50.

DOI: https://doi.org/10.17650/1818-8338-2023-17-4-K701

42


https://creativecommons.org/licenses/by/4.0/
https://yandex.ru/maps/?source=exp-counterparty_entity&text=117321, %D0%93.%D0%BC%D0%BE%D1%81%D0%BA%D0%B2%D0%B0, %D1%83%D0%BB. %D0%9E%D1%81%D1%82%D1%80%D0%BE%D0%B2%D0%B8%D1%82%D1%8F%D0%BD%D0%BE%D0%B2%D0%B0, %D0%B4.1
mailto:m.varvara07@yandex.ru

HIANHULKCT 4’2023 Tom 17

A clinical case of transthyretin amyloidosis with manifestations of seronegative arthritis

V.A. Mareeva®?, A.A. Klimenko’, E.R. Moskalets’, P.A. Glazunov', N.A. Shostak?, E.V. Zhilyaev'->

'European Medical Center; 35 Shchepkina St., Moscow 129090, Russia;
2N.1. Pirogov Russian National Research Medical University, Ministry of Health of Russia; 1 Ostrovityanova St., Moscow 117997, Russia;
JRussian Medical Academy of Continuing Professional Education, Ministry of Health of Russia; 2/1 Barricadnaya St., Moscow 125993,

Russia

Contacts:

Varvara Andreevna Mareeva m. varvara07 @yandex.ru

Introduction. A clinical case of an 80-year-old patient with clinical and instrumental manifestations of amyloidosis
caused by the deposition of non-mutant (“wild type”) transthyretin (Amyloidosis “wild type” TransThyRetin, ATTRwt)
is described. A special feature of this case was the diagnosis of amyloidosis at the same time as the identification
of symmetrical polyarthritis.

Aim. To present an example of successful diagnosis and timely treatment of ATTRwt amyloidosis.

Materials and methods. Male patient (80 years old) consulted a rheumatologist in an outpatient clinic with complaints
of weakness and pain in the muscles of the upper and lower extremities, swelling and soreness of both wrist joints; with
manifestations of multiple tunnel syndromes (ulnar canal, Guyon canals, bilateral carpal tunnel syndrome). In addition,
the patient had a heart involvement which appeared as left ventricle hypertrophy, paroxysmal form of atrial fibrillation,
chronic heart failure with preserved ejection fraction, intraventricular conduction defect and low QRS voltage. Due
to the presence of cardiac manifestations along with neuropathy, transthyretinic amyloidosis was suspected.

Results. Polyneuropathy was confirmed by the results of electroneuromyography. AL-amyloidosis (immunoglobulin
Light chain Amyloidosis) is excluded due to the absence of monoclonal proteins in the blood. The diagnosis was
confirmed by the results of scintigraphy with with labeled technetium-99m pyrophosphate. Intensive accumulation
of radiopharmaceutical was detected in the myocardium of the left ventricle. The study also confirmed the presence
of polyarthritis, manifested by increased accumulation, in the area of the I metatarsophalangeal joint on the left, both
wrist, shoulder and knee joints. The hereditary nature of ATTR amyloidosis was excluded by the results of genetic analysis,
which did not reveal mutations in the transthyretin gene. The singularity of this case was in development of a symmetrical
polyarthritis during amyloidosis manifestation. Pathogenetic therapy with tafamidis was initiated. Arthritis regressed
after starting treatment with methotrexate.

Conclusion. Transthyretin amyloidosis is a chronic progressive life-threatening disease caused by the formation
and deposition of transthyretin-derived amyloid fibrils. The variety of amyloid tropicity to various organs and tissues
leads to it phenotypic heterogeneity, which makes it difficult to make a diagnosis on early stages. However, the detection
of “red flags” symptoms signaling the presence of transthyretin amyloidosis can shorten the time before initiation
of targeted treatment, contributing to the improvement of the patient’s quality of life.

Keywords: amyloidosis, amyloid neuropathies, transthyretin amyloidosis, transthyretin, carpal tunnel syndrome, senile
systemic amyloidosis, radiopharmaceutical, tafamidis, radionuclide imaging, quality of life
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BeepeHue

AMWIONUI03 — 3TO CTPOMATIbHO-COCYAMCTOE HapyIlle-
HUe 6eJTKOBOro 0OMEHa, XapaKTepu3yIolleecs OTI0KEHEM
B CTEHKaX COCyJax U TKaHsIX 0eJKOBO-MOJIMCaXapuIHOTO
KOMIUIeKca (aMuaouaa), YTO MPUBOAUT K UX aTpoduu,
WIIEMUU, CKIIEPO3Y U JajibHelIIel (hyHKIIMOHAIbHOM He-
JIOCTaTOYHOCTU. B OCHOBY cOBpeMeHHOI KitaccudbuKaiu
aMmwmionao3a BcemupHoit opraHu3aiiuy 3ApaBoOXpaHeHUs
MOJIOXEH MPUHIIUI CIIelM(UIHOCTU OCHOBHOIO Oejika
amwiouaa [1]. KnnHruueckas KapTvHa pa3IMYHbIX Bapy-
AHTOB aMWJIOWJ03a Pa3HUTCS BBUIY OTIMYUN B TPOII-
HOCTH OTJOXEHWI aMWIouJa K OTAEAbHBIM OpraHaM
U TKaHSIM.

3HayuTeNbHasA 4acCTh CJyyaeB TPAHCTUPETUHOBOIO
amunongosa (TransThyRetin Amyloidosis, ATTR) Bb13Ba-
Ha OTJIOXXeHHEeM c(hOPMUPOBAHHOIO MOHOMEpPaMU TPaHC-
tupetrHa (TRR) amuionna, Kotopeiil, B CBOIO o4yepeb,

MOXET OBbITh KaK MyTaHTHBIM (M), TaK U HOPMaJbHbBIM,
WM «aukoro Tuna» (wild type, wt), 6eakom. B mociegHeM
cJydae roBOpsIT 00 aMWIOUI03€, BBI3BAHHOM OTJIOXKEHUEM
HemyTaHTHOro TRR (ATTRwt-amunounno3). Haubosee
yacTtoi (hopMoOii HacCAeACTBEHHOIO aMUJIOMA03a C ayTo-
COMHO-JIOMMHAHTHBIM TUIOM Tlepedayu sBJSETCS
ATTRm-amunounnos [2], KOTOpbIi B MPOIIIOM Ha3bIBAIU
CTapyeCKUM (CEHUJIbHBIM), TaK KaK €ro 4acTora 3KCMo-
HEHLIMAJIbHO HapacTaeT ¢ Bo3pacToM. [To TaHHBIM ayToIm-
cuii otoxeHusi TRR-amunonga B Muokap/e BBISIBISIIOT
y 25 % mau B Bo3pacte 80 siet u crapie [3]. KimmAanyecku
ke ATTRwt-aMunona03 AMarHoCTUPYIOT HAMHOTO pexke.
CyMMapHasi BCTpedaeMoCTh Bcex (hopM aMUIONA03a Olie-
HuBaeTcs Kak 47 ciydaeB Ha 100 Toic. HaceneHus [4].

Iesn paboThI — IPOIEMOHCTPUPOBATD ITPUMED YCTICTII-
HOIt IMarHOCTUKU U CBoeBpeMeHHOoro JieueHust AT TRwt-
aMWJIOUI03a.

43

Onucanue cnyvasa


mailto:M.varvara07@yandex.ru

Onucanue cnyvasa

HAWHULHCT 4°2023 Tom 17

OnucaHue cayyas

Hayuenm K., 81 200, 6 pespane 2023 . 6bin ocmompen
DeemMamonoeom Ha amoyaamopHom npueme. 2Karoeaics Ha caa-
b6ocmb u 6041b 6 Mbluiyax bedep ¢ yayuuieHuem nocie Qusu-
YecKoll aKkmueHOCMuU, 0epanu4erue 006ema 08UNCeHUIL 166020
nae4egoeo cycmasa, caabocms u 604b NPEUMYUECIMBEHHO 8 Me-
duanvHbix yacmsax obeux Kucmeii (6 ooaacmu IV u V nanvuyes).
bonv 6o3nuKanra no nouam, é 3agucumocmu om NOAONCEHUs
DYK, a makice npu Hazpyske Ha ceubamenu naavyes. Ilpu oc-
MOmpe onpeoensnacs NPURYXA0CHb U 3HAYUMEAbHAS 00Ae3HEH-
HOCMb 000UX AY4Ee3aNACIMHbBIX CYCMAB08, MeC «NONEPEUHO20
cocamus» nesoil kucmu noaoxcumener. Cumnmomst Tunenst
U OAUMeNbHO0 NANbUEBO20 COABACHUSL ObLAU NOAONCUMENbHYL-
MU HAO 3aNSCMHbIMU KaHatoM u kKanarom Tuiiona cnpasa.

boab 6 kucmsx becnoxouna nayuenma c aueaps 2023 e.,
a caabocmsb u 601b 6 Mbluyax bedep — ¢ dekaops 2022 e. s
VMOYHEHUs NOKAAU3AYUY B0CRAAUMENbHO20 NPOYeccd U UC-
KAIOMeHUs MEeHOCUHOBUMA U APMPUMA, 8 MOM YUcAe I3PO3UG-
HOeo, nayuenm Obia HANPABAEH HA MACHUMHO-PE30HAHCHYIO
momoepacgpuro (MPT) kucmeii pyk. Ilpu MPT aeeoii kucmu
8bl6AeH 0cmeoapmpo3 1-20 3ansacmuo-niacmHoeo cycmasa
C OMeKOM Kancyavl U yMepeHHbIM bINOMOM 6 NOA0CHb CY-
CmMaega, yMepeHHo GblpadceHHblil ocmeoapmpos I-eo nsacm-
HO-ghananeos020 cycmasa, NPU3HAKU MUHUMAALHO Bbl-
pasicenHo2o menocunosuma ceubameaneii I u V naavyes,
a makce yMepeHHbLi OMeK MblUY, U HCUPOBOU KAeMYaAmKU
6 obaracmu menapa. Cnpasa onpedensincs ymepeHHo 8blpa-
JHCEHHbLI 0cmeoapmpo3 1-20 NACMHO-3aNACMHO020 U NACIHO-
gananeosoeo cycmasos, meHOUHUM OAUHHOZO U KOPOMKO20
ceubameneii 1V nasvya na yposue 6bixoda u3 KapnaibHo2o
KQHANa 3ansacmosi, a maKice NPUHAKU YMEPEHHO BblpalCceH-
H020 MeHOCUHOBUMA OAUHHO20 U KOPOMK020 paseubamenell
3anacmos, ceubameneii I u V naavyes.

Tlayuenm nabarodaemest no no8ody NOCMOSHHOU POopMbL
mpenemaHus—@ouopuUIIayUY npedcepouil, XpoHU4ecKoli cep-
deunoii Hedocmamournocmu (XCH) ¢ coxpanernnoii hpaxuueii
svibpoca (DB) nesoeo rcenydouxa (JIK) 11A cmaduu 11 pynx-
YUOHANBHO20 KAACCA, AMPUOBEHMPUKYASPHOL OaoKkadvt I cme-
neHu, 610Kkadvl npasoil Hoxcku nyuka luca, ducaunudemuu,
KQAbYUHUPOBAHHO20 COHEMAHHO20 AOPMANbHO20 NOPOKA,
apmepuanvHoil eunepmenzuu Il cmaduu, 6eccumnmomHoil
eunepypuxemuu u xpoHuyeckoii bonesnu novex (XbII) 36 cma-
duu. Ilayuenm nepenec cmeHmupoganue KOPOHAPHLIX apme-
puil (nepeduss medicicenydouKoeas 6emen, ocubdaouas ap-
mepus, npasas KopoHapxas apmepus) é 2007 e., nosmopHoe
cmenmuposanue (3a0Heb0K08as 6emeb NPasoli KOPOHAPHOLL
apmepuu) 6 2014 e. Ha momenm obpaujeHus nayuenm noay-
yaa caedyroujue npenapamsl: 2,5 me anuxkcabana (2 pasa
6 cymku), 50 me anrcapmana + caxybumpuna (2 paza é cym-
xu), 10 me oanaeaugpaosuna, 100 me arnonypurona, 40 me
amopeacmamuna, 10 me amaodununa, 25 me keemuanuua,
1,5 me pusacmuemuna (6ce 2 pasa 8 cymku,).

C 2021 e. Habaodancs He8poa02OM O NOBOOY INU30008
crabocmu u 201080KPYIHCEHUSL.

B anaauzax kposu obpawasu na cebs eHumanue nogwi-
wenue KpeamuHuna 0o 123 mkmonv/n u eunepypuxemus
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(maba. 1). Pe3ynomamot uHCMpyMeHmMAanbHO20 00CAe008aHUS
npusedennl Ha puc. 1 u é maoa. 2.

Ilpu ocmompe y nayuenma ouaecHocmupo8aun CUHOPOM
KyoumanvHo2o Kanana, myHHeAbHble CUHOPOMbI 3aNACHHbIX
KaHAN08, 8 C8A3U C YeM NPoedeHa N0KANbHAS UHBEKUUOHHAS
mepanus — eeedenue 14 me 8 pazsedenuu 1 : 20 mpuamyuro-
JA0HA AuemoHuda (KeHanoea) 6 OUCMAAbHYIO YACMb N0KMe-
6020 KAHAAA U dHMe3bl nepedHell N0BepXHOCMU GHYMPEHHe20
Haomblueaxa npasoeo naeuva. Ilocae npouyedypst 6046 6 npa-
801l pyKe npeKpamunacs, 00HaKo 4epe3 2 Hed HOBb cmana
Hapacmamy U No NPOULECMBUU MeCAya Cmana CuibHee UC-
x00Hoeo ypoens. Tlocae unsexuyuu 16 me 6 passedenuu 1 : 20
MPUAMYUHONOHA AUEeMOHUOA 8 3aNACMHbIe KAHAAbL U KaAHAbI
Tuiiona ommeuen eoipadCceHHbLi NOAONCUMEAbHDBLIL, HO HENO-
HbLil hghekm: 604b COXPAHANACH 8 00AACMU NYHE3ANACHHBIX
cycmaesos.

B anpene 2023 o. nayuenma npokoncyabmupogan Hea-
ponoe. Ilposedena snekmponeiipomuoepapus, 8vis18UBUAS
NpU3HAKYU AKCOHANbHOU noauneiponamuu. Tlo dannbim yaempa-
38YK068020 CKAHUPOBAHUS N0OKMEBbIX U CPEOUHHbIX HEep8os
onpedeasnucs npU3HAKU Heepyb0eo yeeauueHus naouaou no-
nepeuHoeo ceueHus N0KMesbiX Hep8o8 Ha YPOBHe N0KMeB020
Kanana (cm. maba. 2)

B urwne 2023 e. ycuaunace 604 6 Kucmsax, ocobeHHo
no Houam. Beudy nanuuus MHONCECMBEHHbIX MYHHEAbHbIX
CUHOPOMO8 (10KMe8oeo KaHaAa, 3ansCMHbIX KAHAN08, KaAHA -
106 luiiona), aKcoHanvbHOil NOAUHEPOnamuu, HapyuleHull
nposodumocmu cepoya, XCH ¢ coxpanennoit @B 3anodospen
ATTR-amunoudo3s. s noomeepiicoerus ouazHo3a, a maxice
011 UCKAIOHeHUS NOAUApmMpuma Kax NPU4UHbl MYHHEeAbHbIX
CUHOPOMOB nposedeHa cyuHmuepagus meaa ¢ nupogoc-
gamom, meuennvim mexuneyuymom-99m (Te-99m) (puc. 2).
Ommeueno unmencugHoe (3-il cmeneHu) HaKonaeHue paouo-
gapmnpenapama (PDII) 6 muoxapde JIK (puc. 3). Koagpgu-
YUueHm HaKonaeHus é obnacmu cepoya 6 CpasHeHul ¢ KOHmp-
aamepanvHoil obaacmoeto cocmaegun 1,78, umo no3eonuno
C Y8epeHHOCMbI0 OUACHOCIMUPOB8AMb AMUAOUOHYIO MUOKAD-
duonamuro. Kpome moeo, nakonienue no cCUHOBUANbHOMY
muny onpedeasinoce 8 064acmu AY4e3ANICMHbBIX, NACUEBbIX
U KOAEHHBIX CYcmaeos, a makice 6 oonacmu I narocneganan-
208020 cycmaesa caeea (cm. puc. 2).

Hmmynoanekmpoghopes ¢ ummyHnopuxcayueii 6ei1xoe
He 8blA8UN MOHOKAO0HAAbHO20 OeAKa 8 KPO8U, Ymo 0an0 OC-
HOBAHUE OMEEPSHYMb UMMYHO02A00YAUHOBBLI AMUAOUO03
(AL-(immunoglobulin Light chain) Amyloidosis) u makum
oopaszom duaernocmuposamov ATTR-amunouoos.

IIposedennoe eenemuueckoe uccaedosanue He bla8UN0
NAMO2eHHbIX 8APUAHMOE 6 IK30HAX 1-20 — 4-20 eena TRR,
umo nodmeepouno ouaenoz ATTRwt-amunsoudosa, 6vi36amH-
H020 OMA0JICEHUEM MOHOMEPO8 HemymuposarHozo TRR.

IIpunyxaocmo u 601e3HeHHOCMb AYHEe3aNICMHbIX U N0KMe-
8bIX CYCMABOB, PE3YNbMAMbL CUUHMUSDADUU NO3BONUAU MAKICE
npeononodicums OUAeHO3 CePOHe2amuUeH020 PeMamoudHo20
apmpuma. Bvuia unuyuuposana mepanus Memompexcamom
8 003e 15 me no0KoJiCHO excenedenbHO U NPosedeHbl NOGMOP-
Hble UHBeKUUU MPUAMUUHOAOHA AUemOHUOa 8 3anscmHble
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Taomna 1. Junamuka nokazameneii 1abopamopHbix uccaedosanuil nayuenma K.

Table 1. Dynamics of indicators of laboratory tests of patient K.

Date of the study
et Reference interval
30.01.23  20.02.23 27.04.23 31.07.23
C-peaKkTUBHBII OEJIOK, MT/JT <5 452 _ 0.33 323
C-reactive protein, mg/1 > ) 5
LS g PRI, BTCI0ATS 59—104 123 . 136 132
Creatinine, mmol/1
MoueBas KucaoTa, MKMOJIb/JT
Uric acid, mmol/1 240-470 370 - - -
BNP, rir/mn
BNP, pg/ml 0,00—100,00 149,5 = = 91,0
Pesmatonnnbit hakTop, En/mi - _ _ _
Rheumatoid factor, Units/ml 0,00-30,00 1,00
CyTouHBIif KaJIbLIMii B MOYE, MMOJIb/ 24 <75 _ 1.89 _ _
Daily calcium in urine, mmol /24 > >
TTapatupeonaHbIi TOPMOH, TIT/MIT . _ _ _
Parathyroid hormone, pg/ml 15,0-68,3 39,1
ALLTII, Ex/mn _ _ _ _
anti-CCP, Units/ml 0,00-5,00 <0,50
COB, mm/4ac 2-20 12 _ 7 _

ESR, mm/hour

Ilpumeuanue. BNP (B-Type Natriuretic Peptide) — nampuiiypemuueckuii nenmud B-muna, AI[L[I] — anmumena k yuxauueckomy
yumpyanrurnosomy nenmudy, CO2 — ckopocms oce0anus 3pumpoyumos.
Note. BNP— a B-type natriuretic peptide, anti-CCP — anti-cyclic citrullinated peptide, ESR — erythrocyte sedimentation rate.

Puc. 1. Brexmpokapouoepamma nayuenma K.: pumm mpenemanus npedcepouii ¢ pasHoil cmeneHvo ampuogeHmMpuKyAspHo20 nposedeHus, 610Kada neped-
Hell emeu 1e60il HOJCKU, npasoil Hoxcku nyyka luca, cHuxcenue sonvmanica 3y6408, yonrunenue unmepeara QT (QTec = 518 mc). QTc — koppeeuposanHblil
unmepean QT ¢ nonpaekoil Ha yacmomy cepoeuHbIX COKPaujeHul

Fig. 1. Electrocardiogram of patient K.: the rhythm of atrial flutter with varying degrees of atrioventricular conduction, blockade of the anterior branch of the
left leg, right leg of the Gis bundle, decrease in the voltage of the teeth, prolongation of the QT interval (QTc = 518 ms). The QTc — corrected QT interval
adjusted for heart rate.

karnanvt. Ha gone yxazannoit mepanuu 60au u npunyxaocms — AaHe08020 CYCMAsA CAe6d ¢ pACKPOCMPAHEHUEM HA bl CHIONbL.
8 KUCMSX, AYUe3anICMHbIX CYCMABAX NOAHOCMbIO ucyes3au,  IIpu ocmompe: cycmas npunyxXuiuii ¢ 8bIpajiceHHoll cunepemuet,
U 8 nepuoo dasbHelule20 HabAOOeHUs He 80300HOBAANUCS. pesKo boaesneHHbli npu naavnayuu u dompaeusanuu. Ha oc-

Yepes 4 0Hs nocae npoeedeHus: CUUHMUSPapUU NOSBUAACH — HOBAHUU MUNUMHOU KAUHUMECKOL KAPMUHb OUAZHOCMUPOBA -
8HE3aNHas 00 U 3HAUUMENbHAS npunyxiocms I narochepa-  Ha nodazpa — énepevle GOHUKUIUL OCMPbLE NOOA2pUHecKUil
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Ta6muua 2. JlanHsle uHCmpymeHmanbHbix Memodog uccaedoganus nayuenma K.

Table 2. Data from instrumental methods of examination of patient K.

WUccnenosanue

Oxokapauorpadust
Echocardiography

DIIEKTPOHEIPOMMO-
rpacdust (BHMI)
Electroneuromyography
(ENMG)

VYnbrpasBykoBoe
CKaHUpOBaHUE
JIOKTEBBIX

U CPEIUHHBIX HEPBOB
Ultrasound scanning

of the ulnar and median
nerves

Pesynbrar

Pacimpenue aopTel Ha YpOBHE CMHYCOB BallbcanbBhI 10 42 MM, KaJIbLIMHO3 A0PThI, A0PTAIbBHOTO

1 MUTPAJIbHOTO KJIaIlaHOB.

HesHaunTteabHBIT aOpTabHBIIA CTEHO3, perypruTalys: aopTajbHas 1-il —2-i cTeneHn, MATpaTbHas
2-1i CTeNEHU.

Junarauns IMoJIOCTeN Mpeaceparii (JIEBoe Mpeacepaue: miomanb 32 cMm?, 00beM 117 M1, MHIEKC
obbeMa 56 Mi1/M?; TIpaBoe Tpeacepaue: IIolanb 26 cM?, 00beM 82 MJI, MHAEKC oobeMa 39 mi1/M?).
‘YmMmepenHas runeprpodust muokapaa JIZK (3agHsisa crenka JIZK — 13 MM, Mexckeayn04KoBast Iepero-
ponka — 12 Mmm), coxpaHeHHast cuctomdeckast pyHkims JI2K (OB 60 %)

Dilation of the aorta at the level of the sinuses of Valsalva up to 42 mm, calcification of the aorta, aortic

and mitral valves.

Minor aortic stenosis, regurgitation: aortic 1#—2"¢ degree, mitral 2" degree.

Dilation of the atrial cavities (left atrium: area 32 cm?, volume 117 ml, volume index 56 ml/m?; right atrium: area
26 cm?, volume 82 ml, volume index 39 ml/m?).

Moderate LV myocardial hypertrophy (LV posterior wall — 13 mm, interventricular septum — 12 mm),

preserved LV systolic function (PV 60 %)

Awmr. M-otBeTa 11/ JokTeBoro HepBa — 10,2/6,9 MB cootBercTBeHHO (N > 6 MB).

Awmr. M-oTBeTa 11/J1 cpeMHHOTO HepBa 6,8/5,5 MB coorBeTcTBeHHO MB (N > 4 MB).

Awmrr. S-otBeTa 11/71 ToKTeBoro HepBa 4,9/4,5 MkB cootBercTBeHHO (N > 17 MKB).

Awmr. S-otseTa /11 cpeauHHOro Hepsa 10,6/13,7 MkB cootBetcTBeHHO (N > 20 MKB).

Awmr. S-otBera 11/J1 1y4eBoro Hepsa 4,6/7,9 MkB (N > 15 MkB).

CKOpOCTHBIE MapaMeTphl BCEX UCCIIeIOBAHHBIX HEPBOB B Ipeieax HopMbl. biloku mpoBeaeHus
BO30Y>KIEHMSI, B T. Y. B TUITMYHBIX MECTaX HA YPOBHE aHATOMUYECKMX TYHHEIeH, He 3aperucTPUPOBaHBI.
Sakarouenue: [Ipu3HaKu aKCOHAJIbHOM MoMHeponatun. YoeaureabHbix DHMI -gaHHBIX O TYHHEb-
HOWM HEBpONaTuM CPECAMHHLIX, JIOKTCBbIX HEPBOB HE IMOJIYY€HO

Amp. M-response of the r/l ulnar nerve — 10.2/6.9 mV, respectively (N > 6 mV).

Amp. M-response of the r/l median nerve — 6.8/5.5 mV, respectively mV (N > 4 mV).

Amp. S-response of the r/l ulnar nerve — 4.9/4.5 nV, respectively (N > 17 pV).

Amp. S-response of the r/l median nerve — 10.6/13.7 nV, respectively (N > 20 pV).

Amp. S-response of the p/I radial nerve— 4.6/7.9 uV (N > 15 pV).

The speed parameters of all the studied nerves are within the normal range. Excitation blocks, including in typical
places at the level of anatomical tunnels, have not been registered.

Conclusion: Signs of axonal polyneuropathy. Convincing ENMG data on tunnel neuropathy of the median, ulnar
nerves have not been obtained

[pr3HaKOB yMEPEHHOTO YBEIMYEHHUS TUIOLIAAM MOMEPEYHOTO CEYEHMSI JIOKTEBbIX HEPBOB Ha YPOBHE
JIOKTEBOTO KaHaJia 6oible cripaBa, yeM ciieBa —14 u 10 mm2 (N < 8,5 mm?).

VoenuTenbHbIX YIBTPa3BYKOBBIX TAHHBIX O HEBPOMATHUU CPEIMHHBIX HEPBOB Ha YPOBHE KapIaabHOTO
KaHaJjila HC ITOJIy4Y€HO

There are more signs of a moderate increase in the cross-sectional area of the ulnar nerves at the level of the ulnar
canal on the right than on the left —14 and 10 mm? (N < 8.5 mm?).

Convincing ultrasound data on neuropathy of the median nerves at the level of the carpal canal have not been obtained

Ilpumenanue. Amn. — amnaumyoa, n/a — npaswiii/nesvlii, JI2K — aeewtii scenydouex, N — Hopma, M-omeem — mbluieuHwiii omeem,

S-omeem — cencopmuiii omeem, DB — ¢paxyus evibpoca.
Note. Amp. — amplitude, r/l — right/left, LV — left ventricle, N — norm, M-response — muscle response, S-response — sensory response, PV — ejection

fraction.

apmpum I narocheghanarneoeoeo cycmasa aeeoii cmonwl. Muu-
yuuposana mepanus Kosxuyurom (1 me, 3amem uepes uac
0,5 me, danee no 0,5 me 2 paza 6 cymxu) u HUMeCyauoom
(200 me 6 cymku o0HOKpammo, doaiee, npu coXpaHeHuu 6one-
6020 cundpoma, no 100 me 2 paza é cymiu emecme ¢ pabenpa-
3010m 20 me), Ha ee goHe 604b U NPUNYXAOCHDb 8 obaacmu
I narocrepananeoeoeo cycmasa 3HauumenbHO yMeHbUUAUCD.

Takum o6pazom, Ha OCHOBAHUU NPOBEOEHHOR0 KAUHUKO-
Aa60pamopHoe0 UCcAe008aHUS U Pe3yAbMamos8 UHCHPYMeH -
ManbHbiX OAHHBIX YcmaesneH OUaeHo3.

OcHosnoe 3a60aeeanue: ATTRwt-amuioudos: amusouonas
Kapouomuonamus, NApoKCUIManrbHas gopma Guopuiiayuu
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npedcepduii, 8He nApoKcumMa; 08YCMOPOHHUI CUHOPOM 3a-
NACMHbIX KAHAN08; AKCOHAAbHASA NOAUHEUPOnamus,; NOAUap-
mpum, accoyuupo8arHHbulii ¢ AMUAOUOO30M.

Ocaoxcnenue: XCH I1A; DK I1.

Conymcmeyrougue 3a604e8anus: nooazpa, énepevie pas-
suewuiics ocmpuiii apmpum I naiocnegpanraneogoeo cycmasa
cresa.

Ilayuenmy 6vina Hayama namoceHeMu4ecKas mepanus
magamuducom (61 me no 1 kancyne 6 denv, excednesro). Kap-
duanvHas mepanus npoodoadNceHa 8 npexcHem obseme —
5 me anuxcabana (2 pasa é cymku), 50 me éarcapmana +
cakyoumpuaa (2 paza ¢ cymku), 10 me danaeaughnozuna,
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A:64% C36% A/C:1,78

>

Puc. 2. Ilhanapnas cyunmuepagus mena nayuenma K. ¢ nupogocgpamonm,
MeueHHbIM mexHeyuymom-99m: a — unmencugHoe (3-ii cmenenu) HaKonie-
Hue paduopapmnpenapama 8 Muokapoe 1e6020 yceaydouKa (mpeyeonvHolil
ykasameny). Tosviuennas guicayus npenapama 6 06aacmu CUHOBUANb-
HbIX 000104eK NAeHesbIX, NYHe3aNICIMHBIX U KOAEHHbIX CYCMAB08, d MaK-
ace 6 obaacmu I natocneghananeogoeo cycmasa caeea (ykazawvi cmpen-
Kamu); 6 — Koagduuyuenm HaKonienus 8 NPoeKyuU cepoua 8 cpagHeHuU
¢ konmpaamepanvroil ooaacmoio (A/C) pasen 1,78. [Ipoyenm naxonaenus
paduogpapmnpunapama 6 npoexkuyuu cepoya (A) u pebep (C) ¢ konmpaame-
PANbHOU CMOPOHDBL

Fig. 2. Planar scintigraphy of patient K’s body. with pyrophosphate labeled
technetium-99m: a — intensive (3 degree) accumulation of radiopharma-
ceutical in the myocardium of the left ventricle (triangular index). Increased
fixation of the drug in the area of the synovial membranes of the shoulder, wrist
and knee joints, as well as in the area of the I metatarsophalangeal joint on the left
(indicated by arrows); 6 — the accumulation coefficient in the projection
of the heart in comparison with the contralateral region (A/C) is 1.78. The per-
centage of accumulation of radiopharmaceutical in the projection of the heart
(A) and ribs (C) from the contralateral side

100 me annonypunona, 40 me amopseacmamuna, 10 me amno-
dununa, 25 me keemuanuna, 1,5 me pusacmuemuna — éce
no 2 pasa 6 cymku. Ha gpone nposodumoii mepanuu nayuesm
HCanobvl AKMUBHO He npedsseasiem, CyCmassl GHeUlHe He U3-
MeHeHbL, 06e3001e3HeHbL; MeCm «NONePeUHO20 CHCAMUS»> KUC-
meil ompuyamenvhwlil. IIpodosxcaem nabarodamocs y mepa-
neema, Kapouonoea u peemamonoed.

06cyxaeHune
benok TRR oTBeTCTBeHEH 3a TpaHCHOPT TUPOKCUHA
U peTrHoaa B opraHu3Me. CUHTE3UpyeTCsl MPEeuMYyILIecT-

Puc. 3. Oonoghomornnasn smuccuonnas KomnvromepHas momoepagus, co-
GMEUCHHAS! C PEHM2EHOBCKOU KOMNbIOMEPHOU momozpaguel nayueHma
¢ MeueHHbIM mexHeyuymom-99m nupogocgamom: nosvlieHHoe HaKonieHue
paoduoghapmnpenapama é muoxapoe

Fig. 3. Single-photon emission computed tomography combined with X-ray
computed tomography of a patient K. labeled with technetium-99m pyro-
phosphate: increased accumulation of radiopharmaceutical in the myocardium

BEHHO B IIEYEHHU, a TAKXKe (B MEHBIIEM KOJUYECTBE) B CO-
CYIMCTOM CIUIETEHUM XKETyJ0YKOB rOJIOBHOTO MO3Ta U IMUT-
MEHTHOM 3ITUTEJIMU CETYATKU I1a3a [5]. MyTraluu B reHax
MPUBOIST K HECTAOMIIBHOCTU TETPAMEPHOM CTPYKTYPHI
TRR u 06pazoBaHni0 aMUIOUAHBIX (DUOPUILIT, KOTOphIE
OTKJIa[IBIBAIOTCSI B PA3IMYHBIX OpTaHaxX M TKaHAX. Y JIUI]
CTapIIUX BO3PACTHBIX TPYIIT aMUJIOUI MOXET (popMu-
poBaThCcad U U3 MoHoMepoB HeMyTaHTHoro TRR. Pac-
npoctpaHeHHocTh ATTRwt-amuiionno3a, paHHee Ha-
3BIBABIIETOCS CEHWJIBHBIM, 3HAYUTEIHHO YBETUINBACTCS
¢ BospactoM (p < 0,001) [6]. Tak, HapuMep, B UCCIIENO-
BaHuu T. Sueyoshi u coaBT. cpenHMIT BO3pacT NalleHTOB
¢ TRR-geno3utamu amuyionaa ObLI CTATUCTUYECKU 3HA-
YUMO BBIIIE, YeM Y MAIIMEHTOB C aMMJIOMIOM MHOTO THUTIA!
CUHJAPOM 3aIlSICTHOTO KaHaja U CTE€HO3 MOSICHUYHOTO
KaHaJla HaOmoganuck B Bo3pacte 70,4 + 9,1 roga npoTus
59,5+ 10,2romau 71,9 £ 7,6 roga mpotus 55,5 £ 16,0 ro-
na cootBeTcTBeHHO (p < 0,001) [7].
ATTRwt-amnionno3 uMeeT CUCTEMHBIN XapakTep,
OJIHAKO Yallle acCOLMUPYETCs C MopaxxeHueM cepaua [8].
Haubonee pacripocTpaHeHHbII MPU3HAK MOpaKeHUs MUO-
kapaa npu ATTR-amunonnose — HEOOBICHUMOE YTOJ-
1LIeHUe CTeHKU HenunatupoBaHHoro JIZK (6onee 12 Mm) 3a
CYeT OTJIOXKEHUS B Hell aMUIouaHBIX hroprut [9]. Xapak-
tepHo pasButue XCH c coxpanennoit @B JIK BciencTeue
CHIDKEHUS 3JTACTUYHOCTH 1 TTOBBIIIEHMS XKeCTKOCTH CTEHOK
KEJTyT0YKOB, MPUBOISAIINX K TSKEIONW TMACTOJIMIECKOMN
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nuchyHkuuu. Ha snekTpokapauorpamMme BbISIBISIETCS
HU3KUI WM HOPMaJTbHBIN BOJIBTaX 3y0L10B KoMmruiekca QRS,
HECMOTpSI Ha YBeJTMUEeHHYIO TomuHy creHku JIZK [10]. TTo-
paxeHue cepiia 00bIYHO paccMaTpUBaeTCs KakK GeHOTUIT
PECTPUKTUBHON U /WJIU TUTIEPTPODUIECKOI KapIUOMHO-
natuu [11]. IloMuMo 3TOro 4yacTo mopaxaercsl U IPoOBO-
Jsasi CUCTeMa cepila B BUAE BHYTPUXKETYIOUYKOBOM,
pexe aTPUOBEHTPUKY/ISIPHOI 1 CUHOATPUATbHOM OJIOKA/.

Lenwiit psaa BHecepaeuyHbix nposiBaeHUil AT TRwt-
aMWJIOKI03a MOXKET COIMYyTCTBOBATh WJIX MPEAIIECTBOBATh
nopaxeHuw cepaua. Jdus yaydlleHUs AUArHOCTUKU
B 2016 . Ha OCHOBE JAHHBIX ITyOJIMKALINIA U MHEHUI 9KC-
MEePTOB MPEIIOKEHBI TPYIIIBI CUMIITOMOB U COCTOSTHMIA
(«kpacHBIX (h1aroB» ), KOTOPbIE CUTHATM3UPYIOT O BO3MOX-
HoM Hajuuu y nanveHTa ATTR-amunouno3sa [12, 13]:

* MpU3HAKM MPAaBOCTOPOHHEN CEPIEYHOIN HETOCTaTOU-
HOCTH (HarpuMep, rernaToMeraiys, aCluT, OTeKH HILK-
HUX KOHEYHOCTe);

* XpOHUYECKasl cepAedyHasi HeIOCTaTOYHOCThb C COXpa-
HeHHoi DB, 0COGEHHO Y MYXKUYNH;

* HENMepeHOCUMOCTb MHIMOMTOPOB aHTMOTEH3UHIIPE-
Bpalampuiero ¢epMeHTa Win 6eTa-0J10KaTopoB;

* IBYCTOPOHHUIA CUHAPOM 3aMsICTHOTO KaHaJja;

* MOSICHUYHBIN CIUHAJIBHBIN CTEHO3;

* CIIOHTAaHHBIN Pa3pbIB CYXOXUINS OUIIETICa;

* HEOODbSICHUMBIE MpeACePIHbIE ADUTMUU VI 3a00J1e-
BaHUS NPOBOASIIEH CUCTEMbI/HEOOXOAUMOCTh B Kap-
JTAOCTUMYJISITOPE;

* Helpornarus B CEMEMHOM aHaMHE3E;

* BereTaTuBHas MUCOYHKIIMSA (OpTOCTaTUYECKas TUIO-
TEH3Us], peLIMIUBUPYIOIIE UHGDEKIIMA MOYEBBIBOASIIIAX
MyTel BCAeACTBME HEHPOTEHHOTO MOYEBOTO Iy3bIps,
3peKTWIbHas AMCHYHKIIMS, HapyllleHe MTOTooTAe e
HUS);

* CUMIITOMbBI PACCTPOMCTBA KETYAOYHO-KUIIEYHOTO
TpakTa (XpoHUYecKas quapesi, 3aropbl, YepeoBaHue
JIapeu U 3aropoB, TOIIHOTa,/pBOTA);

* HeOOBSICHUMAS MOTePS Beca;

* HapyleHue GyHKIMY moyek (nmpotenHypus, XbII);

* TIOpaxXeHue a3 (MOMyTHEHUE CTEKJIOBUAHOIO Tea,
IJIayKoMa, aHOMaJIuy COCYI0B KOHbIOHKTUBbI, aHOMa-
JIUU CTPOEHMUSI 3payKOB).

B ciryyae ¢ HaImmM nanuy¥eHTOM ITPUCYTCTBOBAJIO Cpasy
HECKOJIbKO TaKMX «(hJIa’KKOB»: IIpOrpeccrupoBaa nepude-
puyeckasi CCHCOMOTOPHAas HelipomnaTus B BUE c1aboCTH
u Oosiell B MbllIIaxX Oenep; HaAOMOAAICS ABYCTOPOHHUI
CUHAPOM KaprnaJabHOTO KaHaja; B aHamHe3e Obuta XbBII,
3MU30/Ibl TOJIOBOKPYKEHMUSI, a TAKXKe MOpaXeHue cepalia,
nposipistolieecs runeprpodueii JIZK, napokcuzmanibHOR
dbopMmoii GUOPUIIAIIMU—TpeneTaHus npeacepauil, Ha-
DYIIEHUEM BHYTPYKETyA0YKOBOI MTPOBOAUMOCTU U YMEHb-
LIeHWEeM BoJibTaxka 3yo1oB koMIiekca QRS.

Knunnueckasa kaptuHa ATTRm-amuinonaosa B 1ie-
JIOM TTOXOXa Ha BhIllleonucaHHy0. OIHaKO OTMEYEHO,
4yTO YeM paHbliie aedotupyetr AT TR-amuionnos, Tem 60-
Jiee BBIpaXKeHbI CUMIITOMBI TTOJIMHEponaTu 1 MEeHbIIIe
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npeacTapiieHo opaxeHue cepaua. [lockonbky ATTRm-
aMUJIONI03 MaHUpecTUpyeT 0ObIYHO B 00Jiee MOJIOJAOM
Bo3pacTte (okosio 90 % caydaes no 80 jeT), B €ro MposiB-
JIEHMSIX, KaK TIPaBUIIO, IpeobIIagaeT BoBIeUeHEe HEPBHOM
cucteMsl [14].

Hepenko BcTtpeuaercst ¢popMa AL-amuiaonaosa, npu
KOTOPOM aMMJIOU[ (DOPMUPYETCS U3 MOHOKJIOHAJTBHBIX
JIETKUX 1IeTIeil y MalMeHTOB ¢ pa3HOOOpa3HBIMM MOHO-
KJIOHAJbHBIMU ramMmManatuaMu. [TopakeHue cepaia Ipu
HEM HeOTIMYMUMO OT TakoBoro npu ATTR-amunonnose.
IMopaxenus neprdepuiecKoii HEPBHO CUCTEMBI TaKXKe
HabmonaroTcs yacto. OaHako npu AL-aMuitonaose cylie-
CTBEHHO Yallle MPOUCXOINUT HaKOIUICHNE aMIJIONIA B TIe-
YeHHU, MoYKax, KulleyHuke [15].

CoracHo peKOMeHAalUsIM 9KCIIEPTHOTO KOHCEHCYca
nuarHo3 ATTR-amunong03a MoxeT ObITh YCTaHOBJIEH 03
MPOBEIEHNST OMOTICUM TTPY MUCKITIOYEHUH MOHOKJIOHAJTLHOM
raMMaraTiy B COOTBETCTBUY C aJITOPUTMOM HEMHBAa3UBHOM
JMArHOCTUKM aMWIOUIO3a CeEpalia Y MalMeHTOB IIpY Ha-
JINIMU Y HAX XapaKTePHBIX IMPU3HAKOB aMUJIOUI03a I10
JTaHHBIM 3xokapauorpaduu i MPT, HakoruieHUs M-
podocdara B ob1acT MUOKapaa 2-i Uiau 3-i CTEMeHU I10
JTAaHHBIM TUIAaHAPHOU CIMHTUTpaUy WA KoadduiimeHTa
HaKOIUIEeHUS 1,5 ¥ BhIIlIe B CPaBHEHUH ¢ KOHTpaJlaTepaib-
HOIi cTopoHoii [16, 17].

Crerenp HakorieHus1 POIT B Myuokape ornpenessier-
Csl B CpPaBHEHUM C €ro HaKOoIUIeHHWeM B pebpax: 1-s cte-
MeHb — HaKOILJICHWE MEHBIIIE, YeM B pedpax; 2-s1 CTENeHb
TPUMEPHO COOTBETCTBYET TAKOBOMY B peOpax, 3-51 CTeleHb
MPEBOCXOIUT HaKOIIeHHEe B peopax. [Tokazatenb MoxXeT
OBITh OMpee/eH MPY MPOCTOM MPOCMOTPE U300PaKEHMUIA.

CpaBHUTEIBLHO HENaBHO, €IMHCTBEHHBIM METOIOM
neuenust ATTR-amunounnosa Oblta TpaHCIUIAaHTALIMS TTe-
YeHM, TIPU KOTOPOU MCKITI0YAeTCsl OCHOBHOM MCTOYHUK
cuHTe3a HecTabwibHoro TRR. HecMoTpst Ha TO 4TO BbI-
>KMBaeMOCTb OOJIbHBIX ITOCJIE TPAHCTUIAHTALIMM COCTABIISI-
ma 55,3 % [18], pucku HapacTaHUs KapIHOJIOTUTIECKHIX
CHMIITOMOB He COKpalllaauch. Takxke BO3MOXHO MPOrpec-
cupylolliee TTopaXXeHue IJ1a3 U LIEHTPaJIbHOW HEPBHOM CH-
cTeMbl U3-3a JokanbHoro cuHTe3a TRR. bonee Toro, ecth
OTpaHMYEHUSI B BUIIE HEXBATKU JOHOPOB U HEOOXOIUMOCTH
JUTUTEJIbHOM UMMYHOCYTIPECCUBHOM Tepanuu. AJbTepHa-
TUBHOM TepareBTUUECKOW CTpaTeruei cTtaj MpUEM IIpe-
napatoB-cTabunuzatopos Terpamepa TRR. Tapamuauc —
eIMHCTBEHHEBIN 3apernCTpUpPOBaHHEIN Mpemapat B PD ms
neueHust ATTR-amunonnosza. OH Ha3HavYaeTCs Kak Maiu-
€HTaM C MOATBEPXACHHBIM HACJIEICTBEHHBIM XapaKTepOM
amuiaouno3a, Tak u ¢ ATTRwt-amunonngo3om. JlaHHbIe Uc-
caenmoBaHus M.S. Maurer 1 COaBT. TPOJEMOHCTPUPOBAIU
CHIDXEeHME 001IIei CMEPTHOCTY U YaCTOThI TOCTTUTATM3ALINIA
IO CEePACYHO-COCYAMCTHIM NPUIMHAM, CHUXEHUE MPO-
rpeccupoBaHusl PYHKIIMOHAIBLHOTO KJjlacca (pu3ndecKoit
aKTMBHOCTH Y nauueHToB ¢ ATTR-aMuiaonao3om npu te-
panuu TapaMuAMCOM IO CpaBHEHUIO ¢ ruiauedo [19].

HMmMmerorcs Takxe nokazaTesbcTBa 3DHEKTUBHOCTU
apyroro crabunuzaTtopa teTpamepa TRR — nudaynuzana,
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a TaKkke KOMOMHALIMK JOKCUITMKITMHA U TaypOYPCOJIE30KCH -
XOJICBOM KMCJIOTHI, BBI3bIBAIOIIEH MeCTAOUIN3AIINIO aMU-
Jouga, oopasytomerocst 3 6eiaka TTR [6].

OCOOEHHOCThIO 00CYXIAEMOTO CJlTydyasi CTaJlo OJHO-
BPEMEHHOE C TTOCTAHOBKOI TMarH03a aMUION103a BhISIB-
JIeHre CUMMETPUYHOTO TOIMapTPUTa, KOTOPBI M3HAYATBHO
OBLT paclieHeH KaK peBMaTOMIHbBIN. OTHAKO ITOIMapTPUT
HE COOTBETCTBOBAJ IWAarHOCTUYECKUM KPUTEPUSIM PEB-
marougHoro aptputa ACR/EULAR (American College of
Rheumatology — AMepuKaHcKasl KOJIJIErdsl peBMaToJIoros/
European League Against Rheumatism — EBporneiickas
aHtupeBMaTuueckas aura) 2010 r., 1 Ha hoHe TPUMEHEHMS
METOTpeKCcaTa B TeUeHHe 3 MeC. U TOCJIE €r0 OTMEHBI CUMIT-
TOMBI HE PeLIUINBUPOBAIIH.

ITpu AL-amuiounose ¢ yactotoit 3—5 % omnucaHo
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