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AmnnongHoin 306 — 370 opdaHHOe 3aboneBaHNe, XxapakTepm3yoLeeca OTIOKEHNEM aMUIIOVAHbIX Oe/KoB B NapeHxume
wutosuaHom xenesbl (LK), KoTopoe MoXeT 6bITb pe3ynbTaToM Kak JIOKann30BaHHOIO NEPBUYHOMO OT/IOXKEHNS, Tak U BTO-
PUYHOro, Ha GOoHe NepPCUCTUPYIOLLErO XPOHMNYECKOro BOCNanuTeibHOro 3aboneBaHus. [luarHos ctaBuTcAa NocpeacTBOM Bu-
3yanusnpyoLmnx MeToA0B 1 FMCTONOrMYecKoro nccnefoBaHna TkaHy LK. B 3aBucnmocTn ot ctenenun ysenunuenus LXK, Ha-
NNYMA TMNOTUPEO3a, @ TakXKe KOMNPECCUOHHOIO CMHAPOMA, neyebHan TakTKa CBOAUTCA K AMHaMUYeckoMy HabniofeHuio,
OOCTVIXKEHWIO SYTUPEONJHOTO COCTOAHMA, @ MPW BblPaXKeHHOM KOCMETUYeCKOM AedeKTe 1/uam Komnpeccun Tpaxem — one-
paTMBHOMY BMeLlaTenbCTBy. [MCTOXUMMYECKOe OKpaluMBaHUe pe3eLpoBaHHOro npenaparta Heo6XoaMMo AiA NOCTaHOBKU
OKOHuaTenbHOro AnarHo3sa. [MporHo3 B Lenom 6naronpuATHbIN, OAHAKO 3aBUCUAT OT OCHOBHOW NMPUUYMNHbI OT/IOXKEHWA aMN0-
naa v cteneHn nopaxerusa WK, B gaHHOM KNMHMYeCKOM cnyyae Mbl ONMCbiBaeM 36-neTHero naymeHTa C Nepruoanyeckon
6onesHblo, AA-aMMNIOMA030M C NMPEUMYLLECTBEHHBIM MOPaXXeHEM MoYeK, Nocsie annoTpaHCNIaHTaUumM NoYKN No NoBoAy
TEPMUHANbHOWM CTaAUN XPOoHMYecKkoln 6onesHn novek (XBI) B aHamHese. MauneHT obpaTnnca B LEHTP C Xanobamm Ha 3a-
TPpyAHeHWe fbixaHus, rnoTaHud, npu ocmoTpe LXK yBenuueHa B pasmepax, Mo AaHHbIM YNbTPa3BYKOBOrO McCiiefoBaHusA,
cneuynduryeckue nsmeHeHms LK cempetenbctByoT 06 ammnongHom reHese 306a. Mo gaHHbIM ropMoHanbHOro obcnesoBa-
H1A — 3yTNpeo3. Mo AaHHbIM LUMTONOrnyYeckoro nccnegoBaHna 6uoncmm LLXK: B MasKax XngKoCTHOWM LUTONOrMU NpU OKpa-
LIMBAHUWN KOHFO KpPacHbIM OBHapy»eHbl BHEK/IETOUHble JenO3UTbl MNOTHOrO 6eCCTPYKTYPHOro BelecTBa, OKpalleHHOro
KpaCHO-KOPUYHEBbIM LIBETOM, Hanbosiee COOTBETCTBYIOLLMX OTIOXEHNIO aMUNIonAa.

KJTIOYEBbBIE CJ/IOBA: amusioudo3; amusioudHeili 306; mMupeoudIKMOoMUS; XpOHUYecKas 60/1e3Hb NoYeK; MOHKOU20/1bHAS dCnUpAdyUOHHAS
6uoncus.
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Amyloid goiter is an orphan disease characterized by the deposition of amyloid proteins in the thyroid parenchyma, which
can be the result of both localized primary deposition and secondary, against the background of persistent chronic inflam-
matory disease. The diagnosis is made through imaging techniques and histological examination of thyroid tissue. Depend-
ing on the degree of enlargement of the thyroid gland, the presence of hypothyroidism, as well as compression syndrome,
therapeutic tactics are reduced to dynamic observation, the achievement of an euthyroid state, and in case of a pronounced
cosmetic defect and / or tracheal compression, surgical intervention. Histochemical staining of the resected drug is neces-
sary to make a definitive diagnosis. The prognosis is generally favorable, but it depends on the underlying cause of amyloid
deposition and the degree of thyroid damage. In this clinical case, we describe a 36-year-old patient with periodic disease,
AA-amyloidosis with predominant kidney damage, after kidney allotransplantation due to a history of end-stage chronic
kidney disease. The patient contacted the center with complaints of difficulty breathing, swallowing, during examination,
the thyroid gland is enlarged in size, according to ultrasound data, specific changes in the thyroid gland indicate the amy-
loid genesis of goiter. According to the hormonal examination, it is euthyroidism. According to the cytological examination
of a thyroid biopsy: extracellular deposits of a dense structureless substance colored red-brown, most corresponding to
the deposition of amyloid, were found in smears of liquid cytology when stained with congo red.
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BBEOEHUE

Amunono3 — 3T0 00OWWIA TEPMUH, WUCMONb3yeMbIl
AnA 0603HAUEeHMA OTNOXKEHUA BO BHEKETOYHOW TKaHU
BbICOKOYNOPAZOUYEHHbIX GUOPWIN, COCTOALMX U3 HU3KO-
MOJIEKYNAPHbIX CYObefnHUL pa3nuyHbiX GenKkoB, MHoOrue
U3 KOTOPbIX B CBOEW HAaTUBHOWN dopme LMPKYNUPYIOT Kak
HOpPMaJsibHble KOMMOHEHTbI M1a3Mbl. B 3aBMCMMOCTY OT TUN3,
NIoKanusaymm 1 BblPaXXeHHOCTU HaKoMAeHNs, aMUTIOUgHble
OTNOKEHWA MOTYT BbI3blBaTb LUIMPOKWIA CMEKTP NPOABNEHNI,
UMUTUPYIOLLMX KITMHUYECKME OCOBGEHHOCTU apyrux 3abo-
NeBaHWUI, B CBA3M C YEM MOCTAaHOBKAa BEPHOMo AnarHo3a 3a-
TpyaHeHa [1].

OT1noxeHne amunionga B WMUTOBMAHON kenese (LLUXK)
npovcxoant B 15% cnyyaeB nNepBUYHOrO aMWIOMAO-
3a u B 20% cnyyaeB BTOpUYHOro [2]. Hecmotpsa Ha TO, uTO
BK/IOYEHUs amuiiongHoro 6enka B napeHxmmy LK gosonb-
HO PacnpoOCTPaAHEHO, KIIMHMYECKM 3HAuMMoe yBeflnyeHune
LLIPK BcTpeyvaeTca KpanHe pefko. PacnpocTpaHeHHOCTb oLe-
HUBaeTcA NpubnunsnTenbHo B 0,04%, NpaKTMUYeCKn BCA WH-
dopmauuma npencTaBneHa B BUAE KIMHNYECKUX cydaes [3].
AmunoungHbii 306 BCTpeYaeTCcs B LUIMPOKOM BO3PACTHOM
Aana3oHe: OT NOAPOCTKOB (0COBEHHO C IOBEHUNTbHbIM PEB-
MaTOUOHbIM aPTPUTOM U CEMENHOWN CPeanN3eMHOMOPCKOM
JIXOPAZKOWM) 0 NOXWbIX N0fen C reMaTonMmMponaHom He-
onnasmen. bonbWWHCTBO CrlyyaeB CBA3AHO CO BTOPUYHbIM
CUCTEMHbIM aMWIOMA030M NPX COMYTCTBYIOWMX BOCMAsNN-
Te/bHbIX NpoLeccax UM y nauneHToB, HaXOOALMXCA Ha fe-
yeHun remognanunsom [4].

Hakonnenve amunonga B LXK npnBoguT K HapyLweHuio
HOPMaNbHOWN CTPYKTYpbl ee GpOSIMKYOB, Bbi3blBaA YBe-
yeHne obbema LK. AMunongHbii 306 cnegyet 3anogo3puTb
y BCEX MALMEHTOB C NPOrpeccupyoLmm, 6uicTpbiM 1 6e360-
Ne3HeHHbIM ABYCTOPOHHMM yBennuyeHnem LK, kotopoe mo-
XKET NpoABNATbCA Ancharnen, OApIlLKON NN OXPUTIIOCTbIO
ronoca [4, 5]. B gaHHoI cTaTbe Mbl COOOLL@aeM O Cllyyae amu-
noungo3a LLX, obcyxgaem TpygHocTy aAnddepeHLanbHom
[AVNArHOCTUKM 1 BbIOOPA TaKTUKI NleYeHus.

OMUCAHUE KIIMHUYECKOTO CJZTYYAA

Mauvent b, 1987 r.p. obpatunca 3a KOHCy/bTauuemn
B M'HL PO OI'bY «HMWL sHaokpuHonorumn» Munsgpasa Poc-
UM ¢ Xanobamu Ha 3aTpygHEHMWE AbIXaHWA, FoTaHusA. Y na-
UMeHTa paHee AnarHoCcTMpoBaHa neproanyeckasa 6onesHbo,
abaomMuHanbHas dopma, AA-amnnongos ¢ NpenmyLLecTBeH-
HbIM MOpPaXeHNeM MoYeK, cepaua, *eyao4yHO-KULLEYHOro
TPaKTa, NeYeHn U CeNle3eHKMN.

M3 aHaMHe3a U3BECTHO, UTO C AEeTCKOro Bo3pacTta bec-
nokounu nepuognyeckne 601 B KMBOTE, HEOQHOKPATHO
rocnUTann3npoBanca AfAa WCKIYEHUA XMPYPruyeckom
natonornn. B 8 nert BbiABNeHa cnneHomeranuA. B 2008 .
nposefeHa anneHgsktomus, B 2011 r. B CBA3M NOJO3pEHU-
€M Ha MaHKpPEeOHEeKPO3 BbIMOMHEHA ANarHOCTMYeCcKan nana-
poTomuAa (OMAarHO3 He noaTeepawncs). [BoiopoaHbin bpat
nauneHTa CTpagaeT nepuoguyeckon 6onesHblo. C 2015 .
M3BECTHO O HayanbHOM CHVXeHUN OyHKUMK novek. Yepes
rog npv obcnegoBaHUM Mo NOBOAY YXYALIEHWA COCTOAHUA
B BUJE yCueHUa abfoOMUHANbHbIX Goseil, Cbinv Ha Tbib-
HOM MOBEPXHOCTU KUCTEN, OTEKOB HUMXHMX KOHEYHOCTEWN,
CHWXKEHNA auypes3a AMarHOCTMPOBaHa TepMUHalibHasA CTa-
ana XbI, HedpporeHHasa aHemus nerkown cteneHu. B cen-
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TA6pe 2016 I. UHMLMMPOBAHA 3aMeCTMTeNbHaA MoYyeyHas
Tepanua NporpammHbIM remoguanmsom. B 2018 r. B pesynb-
TaTe NpAMOro aBTOMATMYECKOro CEKBEHUPOBAHUA BCEN
Kogupyowen obnactm reHa MEVF, Bknwouyas 3K30H-WH-
TPOHHbIe coefliHEHWA, OOHAPYKeHbl MaToreHHble BapuaH-
Tbl €.2040G>C (p.Met680lle) n c.2080A>G (p.Met694Val)
B KOMMNayHA-reTepo3nroTHOM COCTOAHMW. Ha 0cCHOBaHMN MO-
NeKynApHO-reHeTNYECKOro NCCNefoBaHNA yCTaHOBNEH Ana-
rHo3 «[epuoguuyeckas 601e3Hb C MyTaLMOHHbBIM FEHOTVMOM
€.2040G>C/c.2080A>G», MHULMNPOBaHa Tepanma KONXnLu-
Hom. B 2019 . B cBA3YM € coxpaHsAtoLwenca cyoKNIMHNYeCKon
AKTUBHOCTbIO MEPUMOANYECKON 6ONe3HM, MOAAEPKMBAIO-
Ler puUCK NporpeccnpoBaHua aMmuiongo3a 1 ABnALWenca
NMPOTMBOMOKA3aHMEM K MPOBefeHno HedpoTpaHCnIaHTa-
UMK, a TaKxke obycnaBnmBaloLLen pPe3nCTEHTHOCTb aHeMUU
K MPOBOAVMOWN aHTMaHEMNYECKOW Tepanuu, Ana CTOMKOro
noJaB/ieHNA XPOHUYECKOro BOCMaNeHNA Ha3HayeH aHTaro-
HWUCT MHTEpnelKHa-1 — KaHaKUHYMab, KOTopbIl nonyvyaeT
o HacToALwwero BpemeHu. B 2019 . no noBoay aHeMnn Taxe-
Non cTeneHu, pedppakTepHON K Tepanumn 3pUTPONO3TMHOM,
BbIMOJIHEHA TPenaHoOMoNCcKA NoAB3AOLHON KOCTU C acnu-
pauven KOCTHOrO MO3ra, WCKIIOYEH Muenogucniactmye-
CKAA CUHAPOM, MPU OKpacke KOHro KpacHbIM B CTEHKaX
COCYyOOB BbIABNEHO OTNOXKEHVE amuionaa. Takxke naumeH-
Ty BbIMOJIHEHA racTpockonua ¢ bruoncmein cnmsmcton obo-
NOYKM KeJlyaKa; No pesysibTaTam: cocyfibl B COOCTBEHHOM
MNacTVHKE C YTOJLWEHHBIMA 303UHOGUIIbHBIMU GECCTPYK-
TYPHBIMW CTEHKaMK, OAOWUMU MONOXKUTENbHYIO OKPaCKy
Ha amunoug, B MONAPM3aLUMOHHOM CBeTe onpeaenaerca
XapakTepHoe A610YHO-3e/IeHOe CBeYeHre CTEHOK COCYLO0B,
AvarHoctupoBaH AA-amnnonaos. MNpu 6roncum Koxm ¢ nog-
KOXHO-KMPOBOW KJIeTYaTKOM OKpacKa Ha amuiiong, otTpuua-
TenibHas. B 2020 r. 6bi1a BbINOMIHEHA anoOTPaHCNIaHTaLms
TPYMHOW MNOYKM MO noBoAy TepmuHanbHon ctaguun XbI1, Ha-
3HauyeHa UMMYHOCYNpecCcrMBHaA Tepanua (Takponumyc npo-
JIOHTMPOBaHHON GopMbl AeNCTBUA, MUKOdEHONOBasA KUC-
noTa, METUANPEAHN30MOH) C UHAYKUMEN 6a3nnmnkcrmabom
No2, dyHKUMA HedpoTpaHCMnaHTaTa oTcpoyveHHas. Mocne
TpaHcnnaHTauum B 2021 . N0 NOBoAY OCTPOro OTTOPXKEHWUA
TPaHCMIAHTMPOBAHHOWN MOYKWU MaUMeHT nosyyan nynbc-Te-
panuvio MeTUINPeaHN30/IOHOM C MONOXKUTENIbHbIM Pe3y/b-
TaTOM. B HacToAWee Bpems GyHKLUA TpaHCMIaHTaTa ygoB-
netBoputenbHas. [lo noBogy TpaHCNNaHTaUUW nonyvaet
MOCTOAHHYIO UMMYHOCYNPECCUBHYIO Tepanuio (Takponu-
Myc 4/4,5 mr, azatmonpuH 50 mr/cyT, MeTunnpegHM30N0H
4 mr/cyT). B cBA3M € Tepanuen rnioKOKOPTUKOCTeponaamm
BbINOJIHEHA [ABYX3HepreTnyeckas PEeHTreHOBCKasA [AeHCu-
TOMETpPUA, NO pe3ynbTaTaM MUHepasnbHasA MNIOTHOCTb KOCT-
HOWM TKAHW B MOACHWYHOM OTAeNe No3BOHOUYHMKA (L1-L4),
WerKe NneBol 6eapeHHON KOCTW, AUCTaNlbHOM oTaese ne-
BOro npepgnneyba (nyyeBOM KOCTM) COOTBETCTBYET BO3-
pacTHOM HOpMe.

B HacToALEee BpeMA OTMeYaeTcA 3aTpyaHeHMe AblXxaHus,
rnotaHna — WK yBennyeHa B pasmepax, € oTpruaTenbHOn
InHamukow: B 2019 r. o6bem LUK, no gaHHbIM Y3, cocTas-
nan 29,8 cm?, 82021 . — 68,7 cm3.

B 2023 r. npoBefgeHa mynbTMcnpanbHasa KOMMbOTEPHas
Tomorpadua (MCKT) opraHoB Lweu, No pe3ynbratam KoTo-
pon obwunin obbem LXK coctaBun 97,9 cm?, onucaHa *u-
poBas uHdunbTpauus LXK (Busyanusauma nogosputesibHa
OTHOCUTENIbHO aMuIon03a), AaHHbIX 33 CTEHO3, CMeLleHne
Tpaxeu He NosnyyeHo.
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Mo pe3ynbratam ynbTPa3ByKOBOro uUCCNefoOBaHUA
(Y3N) o1 2024 ., 06Wwmit o6bem LXK cocTtaBnaeTt 142,9 cv?,
axorpadumyeckme NpuU3HaAKM BblpaKeHHbIX AUdPY3HbIX
U3MEHeHNN napeHxumbl: CTpykTypa LW HeopgHopog-
HafA, C TOHKMMWU MNPOC/ONKaMW, OTMeYaeTCcA yracaHue
yNbTPa3BYKOBOW BOJIHbI K 3afjHEMY KOHTYPY, M3MEHEeHa
TekcTypa WM — oTcyTcTBYyeT xapakTepHas 3epHUCTOCTb
(pnc. 1).

Canon
Aplio 500

Badasyan SS:- -
HospitalName

MNpw uBETHOM [OMNMNEPOBCKOM KapTUPOBAHUN KPOBOTOK
NpaKkTUYeCcKn He perncTpupyercsa (puc. 2).

Mpwn coBuroeow anactorpaduy TKaHb Msirkasi, HEOOHO-
POLHON XeCTKOCTU, OKpaLuMBaeTca B ronyoou uget, E mean
12-17 kMa (puc. 3).

Tpaxes ymepeHHO cy»eHa, He cMelleHa. YunTbiBasa faH-
Hble aHaMHe3a (nepuognyeckasa 605e3Hb), MOXHO AymaTb
06 ammnonagHom reHese 306a.
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PI/ICyHOK 2. uBeTHOG ponnyiepoBCKOe KapTnpoBaHMe LLlI/ITOBI/I,El,HOVI xenesbl.
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Small Parts

PucyHok 3. Caurosas anactorpadus WUTOBUAHOM Xenesbl.

Mo pgaHHbIM N1abopPaTOPHOro MCCNeaoBaHNA B AVHAMU-
ke — 3yTupeos (TTl ot 2022 r. — 0,94 MME/n).

B 2023 r. BbINONHEHO UMTONOrMYeCcKoe mnccnenoBaHue
6uoncum LLXK: B Ma3Kax »KUAKOCTHOW LUTONOTMN NPU OKpa-
WUMBAHUN KOHIO KPACHbIM OOGHapY»KeHbl BHEKIETOYHbIe
[eno3utbl MIOTHOTO 6GECCTPYKTYPHOrO BeLecTBa, OKpa-

6.

LUEHHOTO KPACHO-KOPUYHEBBIM LIBETOM, Hanbosee COOTBET-
CTBYIOLLMX OTNIOXKEHMIO amunonga. Lintorpamma xapaktepHa
ana amunongo3sa WX (puc. 4).

MaumeHT KOHCYNbTUPOBaAH XMPYProMm, peKOMeHOOBaHO
ornepaTMBHOE fieyeHue. B cBsi3n ¢ 0TKazom naumeHTa oT one-
paumu, NPOBOAUTCA ANHAMNYECKOe HabnogeHne.

PI/ICyHOK 4, LlI/ITOI'IOFI/ILIECKOG nccanenosaHmne 6uoncun U.l,l/lTOBI/I,QHOIZ »enes3bl.
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OBCYXAEHUE

Hanbonee pacnpocTpaHeHHbIN N3 CUHAPOMOB Mepuro-
ANYECKON NUXopagKknm — ceMenHasa cpegmseMHOMOpCKan
nMxopagka — ayTOCOMHO-peLeccuBHoe 3aboneBaHue,
XapaKkTepusyuieeca peunauBupyrownumMm npuctynamu
nnxopagku, ceposunTa (MepuToHnNTa, NIeBpuUTa, NepukKap-
AWTA), apTpuUTa, MManruim u coinu [6]. MNprunHon 3abone-
BaHMA ABNAAKTCA MyTauum reHa MEFV, pacnonoXxeHHoro
Ha KopoTKom nneve 16 xpomocombl. MEFV kopgupyeT 6e-
NIOK MUPVIH UM MAapPEHOCTPUWH, KOTOPbIA SKCNpeccmpyeT-
CA B KNeTKax BPOXKAEHHOIro MMMYyHUTETa 1 06pa3yeT agpo
MaKpOMOJIEKYNAPHOrO MWPUHOBOrO BOCMANNTENIbHOIO
KOMMJIeKCa, KaTanmsmpylowero pacliensieHne u BbiCBO-
60XAeHNe MPOBOCMANNTENIbHBIX LUUTOKMHOB MHTEpnemn-
KVH-1B 1 uHTepnenknH-18, yto MHAYUMPYET BOCNANMTEb-
Hylo dopMmy rmbenn Knetok, HasbiBaeMyl MUPOMTO30M.
JaHHble MyTaLuy NpraalT GENKy HOBYIO MW MOBbILWEH-
HYI0 aKTUBHOCTb C 3dpdeKkTom po3bl reHa (T.e. bonbliee
KONIMYeCTBO KOMUI aHOMAsbHOTO reHa faeT 6onbwnin 3¢-
beKT), UTO NPUBOAUT K YCUJIEHMIO NMPOBOCMANIUTENIbBHOTO
oTtBeTa [7, 8]. YpeamepHaa akTMBauma NMPUHOBOIO BOC-
NanuTenbHOro KOMIMJeKca 1 BO3HMKalLee B pesynbrarte
BOCMaJieHe BbI3bIBAKOT TUMWYHbIe pebpusibHble BOCMAnu-
TesibHble MPUCTYNbI, Habnogaemble NPU CEMeNHON cpeau-
3eMHOMOpPCKO nuxopagke [9].

AMunongHbln 306 npeacTaBnAeT coboi OTNOXKeHue
amunonga B kenesnctom napeHxmme LXK, BbisbiBatowee
K/IMHUYECKN BbIpa)KeHHOe MnopakeHue opraHa. [BymA
OCHOBHbIMM MOATUNAMW aMWIONAO03a, BbI3bIBAKOLNMU
aMUIIONAHbIN 306, ABAAITCA NepBUYHbIN (AL-amnnonnos)
M BTOPUYHbIA amunongo3 (AA-amunonpos). NMepBrYHbIN
amMmunongo3 o6blYHO BO3HMKAeT B pe3ynbrate 3abone-
BaHWsA, CBA3aHHOIO C HapyweHrem GYHKUUU MMMYHHbIX
KNeTOK, TaKOro Kak MHOXXeCTBEHHasA M1Uenioma Unm gpyrmx
UMMYHOJIOTYECKNX HapyLeHUn. BTOpUYHbIM unun peak-
TUBHbIM aMUIOMAO30M Ha3bIBalOT aMWIONA03, BO3HMKa-
IOWMA KaK OCNOXHEHNE XPOHUYECKUX BOCMANUTENbHbIX
3abonesaHun [10]. AA amunonao3 — 3aboneBaHue, xa-
pakTepusyoLlleeca OTIIOKEHNEM BO BHEKJIETOYHOWN TKaHU
¢umbpunn, coctoAawmx m3 ¢GparMeHTOB CbIBOPOTOUYHOIO
6enka ammnonga A (SAA), peareHTa ocTtpoin ¢dasbl. AA-
aMUIIONA03 MOXET OCJIOXKHATb PAL XPOHUYECKUX BOCMa-
NNTENbHBIX COCTOAHWI, BKNOYAA PEBMATOUAHbBIA apTpuT,
IOBEHWU/IbHBI MANOMNATUYECKNI apTPUT, aHKWUI03UPYIo-
WM CNOHAWANT, BOCMANuTebHble 3ab0neBaHnaA Kulley-
HMKA, CUHOPOMbI CEMEMNHOWN NEPNOLNYECKON NNXOPA[KH,
XPOHUYecKre nHbEeKL M1 1 HeKOTopble HOBOOOpa3oBaHUsA
[11, 12]. PacnpocTpaHeHHOCTb aMUIOUAHOrO 306a B pas-
BUTbIX CTPaHax 06yCnoBneHa NePBUYHbIM aMUIIONLO30M,
a B pa3BMBaKOLWUXCA CTPaHaX — BTOPUYHbIM aMUIOUAO-
3om [13].

AMUNOVAHbIV 306 MOXET He OKa3blBaTb CYLLECTBEHHOIO
BAUAHMA Ha GyHKumio LK, naxe ecnu 3HauuTenbHoe Konu-
YeCTBO aMUIOUAA 3aMEHNII0 HOPManbHY0 NapeHxumy LK.
Tak y maumMeHTOB C aMUIougHbIM 3060M NpU OLEHKEe rop-
MOHaJsIbHOrO CTaTyca YacTo HabnogaeTca syTmpeos [4, 14],
Kak 1 y Hawero nauneHTa. OgHako, Mo ApyrumMm NCTOYHUKAM
UHPOpMaLUK, MONyYeHbl JaHHbIE O HEOXUOAHHO BbICO-
KOW yacToTe HapyweHui ¢yHkuum LXK, B Tom uncne npu
OTCYTCTBUUN APKOWN KIIMHUYECKOW KapTuHbl [15]. B cpegHem
y MauneHTOB C MepPBUYHBIM aMUIONA030M C BOBJIeYEHEM
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B natonornyecknn npouecc WK B 10-20% cnyyaes pa3Bu-
BaeTca runotmpeos [16]. CnegoBaTenbHO, peKOMeHAYeTCA
perynapHas oueHka ¢yHKUun LUK Bo Bpems HabniogeHnn
3a NaumMeHTaMy C CUCTEMHbBIM aMUJTIONL030M.

C uenbio BM3yanusaumm aMWIOMAHOTro 306a MOXKHO
ncnonb3osaTtb ¥Y3W, MarHUTHO-pe3oHaHcHY n MCKT LK.
B 3aBMCMMOCTN OT KOAMYeCcTBa NPUCYTCTBYIOLWEN XUPO-
BOU TKaHW MO OTHOLLEHUIO K aMUIongy naTTepPHbl BU3ya-
nM3aunn MOryT BapbupoBaTh. B ciyyasx oTnoxeHus amu-
novaa Ha Y3W BbIABNATCA CNOXKHbIE U TMMO3XOreHHble
ob6pa3oBaHua. Ha marHWTHo-pe3oHaHCHOW Tomorpadum
MOBbILEHHAsA NHTEHCUBHOCTb CUTHana byaeT BugHa Ha T1
1 T2-B3BeLIEHHbIX N306pakeHmax [10].

B nuTepaType wuMelOTCs MNpPOTUBOPEUYMBBIE AaHHblE
OTHOCUTENBbHO 3GGEKTUBHOCTM TOHKOUIOMIbHOW  acnu-
paunoHHon 6uoncumn (TAB) B pamkax AWMArHOCTUKU amu-
noupgHoro 306a, Tak Kak reteporeHHoe nopakeHue LK
C KMCTO3HbIMM U3MEHEHMAMU MOXET MOCNYXUTb MpUYu-
HOW HefOoCTAaTOYHOW WMHPOPMATUBHOCTM WCCNENOBAHNS.
Coob6uwanock, yto TAB unm Groncua ¢ NpPAMbIM paspe-
30M, BEPOATHO, BbI3bIBAIOT UYpPE3MEpPHOe KpOBOTeYeHue
M3-3a NPOrpeccrpylollero paspylleHns Kanwiispos
3a CYeT OTNoXeHusa ammnounaa [4]. MNpw amunongHom 306e
LUUTONIOTMYECKOe WUCCNEefOBaHNE BbIIBNAET OOMbHbIE
dparmeHTbl HEMPaBUSIbHON GpOPMbI PO30BOr0 aMOPPHOro
MaTepuana. B pamkax auddepeHumnanbHOM AMArHOCTUKM
C Konnougom amunowng 6yaet BoirnageTb 6onee TBepAbIM
1 rmannHonofo6HbiM. MNoacunTtaHo, uto TAb npn amunona-
HOM 300€e BbISIBAET aTUNuyHble GONIIUKYNSAPHbIE KNETKU
B 10-40% cnyyvaes, B CBA3M C Yem AuddepeHumanbHbIn
[VArHo3 1 nepBOHAvasbHble NCCIef0BaHNA JOMKHbI ObITb
HamnpaBneHbl Ha WCKIIOYEHME 3JI0KaYeCTBEHHOIO HOBO-
o6pa3oBaHnsa. [pU3HAKM MUKPOOTIOXKEHWUI amMuUonaa
B LLIXX HabnopatoTca 6onee uem B 80% ciyyaes mepynnap-
Horo paka WK n y 30-80% nauneHTOB C aMMUIONZ030M.
OTCyTCTBME KaNlbLIUTOHUH-PEAKTUBHbIX HEOMIACTUYECKMX
KNeToK 1 Hanuume runepnnasum C-KNeTok NoMorarwT oT/uv-
YNTb MeAYNNAPHBIA pak OT amunougHoro 3o06a [4, 10, 12,
13, 17, 18]. Takxe HeobxoanMo npoeoanTb AnddepeHLm-
aNbHYIO ANArHOCTUKY C KapLMHOMaMK, Me3eHXMMasbHbIMM
onyxonamu, capkomamu, numoomamu [17].

ToTanbHaa Tpeoua3KTOMMA ABNAETCA METOAOM BbIGO-
pa Kak st [MarHOCTUKK, TaK U AJ1A IeYeHUsi amminougHoro
306a y MauMeHTOB C CUMMTOMaMU KOMMPECCUN COCELHMX
OpPraHoB, TaKMX KaK OAbILLKA, OXPUMAOCTb rosloca uiu guc-
darna, 1 nogo3peHnemM Ha 3/10Ka4YeCTBEHHOCTb 06pa3oBa-
HUA. TMCTOXMMMYEeCKOoe OKpallMBaHVE pe3eLMpOBaHHOMO
npenapata NomMoraeT MOATBEPAWUTb HanvMuuve amuioupa
1 HeOOXOAMMO A/l MOCTAHOBKU OKOHYATENIbHOrO AnarHo-
33, @ UMMYHOIMCTOXUMUYECKUE METOAbl MOFYyT MOMOYb
anddepeHLmpoBaTb pasfivyHble TUMbl amunonga. OTno-
XeHus amunonga OyayT MOJSIOKWTENIbHO OKPALIMBATHCSA
KpacuTeNnieMm KOHIo KpPacHbIM U MPUBOAUTb K MAaTOFHOMO-
HUYHOMY ANiA amunonga AGNOYHO-3eleHOMY [BONHOMY
NyyenpenomMsieHUo NpyY NPOCMOTPe B MONAPU30BAHHOM
ceeTe [4, 10,12, 13,17, 18, 19]. TunnyHaa rucronormnyeckas
KapTUHa XxapaktepusyeTcs obwmpHom uHbUNbTpaumen
BHEKJIETOUYHOW TKaHW 303MHOOGUIbHBIMU aMOpPdHbIMUK OT-
NOXEHVAMU C NpU3HaKamu onnukynsapHom gedbopmaunm
N XMPOBOWM MeTannasnu. TOYHbIN MeXaHU3M, OTBETCTBEH-
HbI 3a XUPOBYIO MeTannasuio, HemssecTeH. [pegnonara-
€TCH, UTO OT/IOXKEHUE aMUITIOMAA NPUBOANT K ANCOYHKL MM
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KanuinsapHoOro 3BeHa, YTo B CBOIO oUepenb NPUBOAWT K OT-
HOCMTENbHOWN ULWEMMIN N TKAHEBOW MMMOKCUN C NoCeayto-
LWweli MeTannasueln ctpoManbHbix pubpobnacTos [13].

3AKNIOYEHUE

AMUNIONAHBbIA 306 ABNAETCA pedkum 3aboneBaHUEM.
Ha ocHoOBaHUM npeacTaBNEHHOTO KAMHWYECKOro Cryyas
MOXHO 3aK/IOUUTb, YTO aMUIOUHBIN 306 MOXET He OKa-
3bIBaTb CYLECTBEHHOrO BAUAHUA Ha ¢yHKuumo WK paxe
B TEX CJlyyasiX, KOrja 3HauuTeslbHOe KONM4YecTBO MaToslo-
rmuyeckoro 6enka 3amellaeT HOpMasnbHylo napeHxumy LK.
AmunoungHbiii 306 cnegyeT 3anofo3puTb Y BCEX NaLMEHTOB
C mporpeccupyiowyM, 6bICTPO pPacTywum ABYCTOPOHHUM
yBenuyeHuem LK ¢ conyTcTBylowmrMy BoCnanmnTeNbHbIMY
npoueccamm WM AWUCKPasuMen MnasmMaTnyecknx KIeToK,
a TakXe y 60MbHbIX, HAXOOALMXCA Ha 3aMeCTUTENbHON No-
YyeyHoW Tepanmm NPOrpaMmmMmHbIM remoananm3om. Bolbop Tak-
TUKW NeYeHmns 3aBMcUT oT oobema LK, Hannuns komnpec-
CUOHHOIO CUHAPOMA M FOPMOHANbHOrO cTaTyca. MporHo3
3a0051eBaHNs B LENOM 6/1aronpuATHbBIN, 3aBUCUAT OT OCHOB-
HOW MPUUYMNHDI OTJIOXKEHUSI aMUSTIOVAA U KOMIPeccun npuse-
»KalMxX OpraHoB. Y nauneHTOB C aMUIOMAHbIM 3060M Crie-
ayeT npegnonaratb CUCTEMHbIA aMUIONA03 1 MPOBOAMNTb
obcnefoBaHme ANs OLEHKM HannMumsa CKOMNMIeHui ammunonaa
B A pYrvx opraHax.

KNUHUYECKIMI CNYYAW

AONOJIHUTENIbHAA UHOOPMALINA

UctouyHnk ¢uHaHcmpoBaHua. Pa6ota BbiMmonHeHa B
Ne HWOKTP 123021300097-0.

KoH)nuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX

pamkax

1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEeN CTaTbu.

Yyactue aBTopoB. [13epaHoBa J1.K. — Kypauusa naumeHTa, cbop aaH-
HbIX, 0fo6peHne duHanbHo Bepcun pykonucy; Mepenenosa M.A. — c6op
1 aHanu3 AaHHbIX, HanucaHue Tekcta; JeyHexxeBa C.M. — c6op u aHanu3
[aHHbIX, HanncaHue TekcTa; LLytoBa A.C. — cbop v aHanm3 JaHHbix; Mu-
rapoBa E.A. — BHeceHue B pykonucb BaxkHow npasku; Conpatosa T.B. —
npoBefieHNe yNbTPasByKOBOrO WCC/IE[OBaHUA, PeAaKkTMpOBaHMe TeKCTa;
BoHpapeHko E.B. — npoBeaeHue LuTONOrMYEeCKOro uccnefoBaHus, pe-
[aKTpoBaHue TeKcTa; [lBopAHbuMKoB f.B. — aHanu3 faHHbIX, pefakTu-
poBaHue TekcTa; MuxeeHkoB A.A. — npoBefeHne TOHKOWTONIbHON acnu-
pauroHHo buoncnu, pegakTMpoBaHue TekcTa; TpowwHa E.A. — BHeceHune
B PYKOMUCb Ba>KHOW NPaBKU, ofobpeHne GprHanbHON BepCUm pyKonmcu.

Bce aBTOpbI NOATBEPXKAAIOT COOTBETCTBME CBOErO aBTOPCTBA MEXAY-
HapogHbim KpuTepuam ICMJE (Bce aBTOpbl BHECAN CyLLECTBEHHbIV BKNag
B pa3paboTKy KOHLenuuu, npoBefeHue WUCCIeoBaHNA W MOATOTOBKY
CTaTbyi, NPOYNM 1 ofo6pVIN GUHANBHYIO BepCuio Nepen nybnvKaumei).

Cornacve naumneHTa. ABTOpbl HacToALLEN CTaTby NOAYYUSIA MUCbMEH-
Hoe cornacve oT NauueHTKK Ha nybnukaumio Gotorpadumin U MeANLIMHCKUX
[aHHbIX, YNOMUHAEMBbIX B CTaTbe B XKypHae «KnrHn4Yeckas n sKcrneprmeH-
TanbHasA TUPEOWAONOT Y.
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