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Amunongoma — 0bpa3oBaHvie HeoMyXoneBoM MPUPOAbI, XapaKTEPH3YIOLLLEECs IOKaNbHbIM OTIOXEHVEM B TKaHAX HepacTBOPMMbIX HeKOBbIX
arperatoB ferkmx Lienen MMMyHornobynmHos k/A (AL-amMunonaos), He cBA3aHHOE C CUCTEMHBIM aMUIOMA030M. Mcnonb3oBaHue TepMmHa
«aMUIIoM0Ma» CBA3aHO C TeM, YTO 0Bpa3oBaHMe CUMYAMPYET OMyX0Ab MO KIMHUYECKWUM W HepOBU3Yann3aLmoHHbIM AaHHbIM, HO He VMeeT
OTHOLLIEHWSA K OMyXoneBbIM 3aboneBaHnaM. [InarHocTuka AaHHoro 06pa3oBaHwa 3aTpynHeHa BBMAY HeBOMbLLIOMD Y1Ca OMMCaHHBIX Cy4aes,
OTCYTCTBUS CNELMBUHECKUX MPU3HAKOB M CMOCOBHOCT MUMWKPMPOBaTL Nof, onyxonu. Hanbonee foctoBepHbId MeToq BepudMKaLmm — -
CTONOMMYECKOE UCCNeoBaHe. Mbl MpefcTaBNseM 2 KIIMHUYECKUX CIy4ast aMUIOMLOMbI FONIOBHOMO MO3ra, NOATBEPHAEHHbIX TMCTONOMMHECKU.
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Amyloidoma is a non-tumor lesion characterized by local deposits of insoluble protein aggregates of k/A immunoglobulin light chains in tissues.
This condition is also known as AL-amyloidosis and it is not associated with systemic amyloidosis. The usage of term “amyloidoma” is due
to the fact that this lesion acts like a tumor according to clinical and neurovisualization signs but it is not a tumor.

The correct diagnosis is difficult due to small number of described cases as well as absence of specific clinical symptoms and tumor-like natural history.
The most reliable diagnostic methad is histological examination. We present 2 clinical cases of cerebral amyloidoma, confirmed histologically.
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BBELEHUE

AMmionzoMa — 06pa3oBaHNe HEOIIYXOJIeBOI IIPUPO-
ITBI, XapaKTePU3YIOIIeeCs JIOKATBHBIM OTJIOXKCHIEM B TKa-
HSIX HEPaCTBOPHMBIX OEJIKOBBIX arperaToB JIETKUX LIeTei
MMMYHOTJIOOYIMHOB K/A (AL-aMmionmos), He CBSI3aHHOE
C CUCTeMHBIM aMIIONIO30M. AMIJIOUIOMA HE UMEET OT-
HOIIIEeHUSI K OHKOJIOTMYCCKMM 3a00JIEBAHUSIM, OTHAKO
MaHHBII TEPMUH IIPUMEHSIOT, IIOCKOJIBKY 00pa3oBaHUe
CHMYJIMPYET OIyXOJIb IT0 KIIMHNIECKUM 1 HeiipOBU3YaIH -
3alIMOHHBIM JaHHBIM [1]. JIpyrumu MopdoJiorndyecKuMu

(hopmamu oTOXEHUS aMUIIOWA B TOJIOBHOM MO3TE€ MOTYT
OBITH 1LIepeOpabHas aMIJIOMIHAS aHTHOIATHSI M TaKue
HelipolercHepaTUBHBIC 3a00JieBaHMSA, KaK OOJIC3HB
AnplreiiMepa, 6ose3nb I[TapkuHcoHa u np. [2].

I[ToMrMO OTJIOXEHMSI aMUJIONIA B TOJIOBHOM MO3Te
CYIIIECTBYET TAK:Ke MHOXECTBO CUCTEMHBIX (hOPM aMUJIO-
nno3a. CorracHO cCOBpeMeHHOM Kitaccudukaiy Beemup-
HO opraHu3anuu 3apaBooxpaHerust (2016 ) cylecTByeT
>30 aMuIOMIHBIX OeKOB. JIMarHOCTHKA 3aKJII0YaeTCs
B BEISIBJICHUH OTJIOXKECHUSI aMIJTOMIA B TKAHSIX C TIOMOIIBIO
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OKPAaCKM KOHTO-KpacHBIM. AMWIOMI M3-3a Kpocc-f-
CKJIAMYaTO CTPYKTYPHI CIIOCOOEH K IBOMHOMY JIyderpe-
JIOMJICHHIO, 113-3a YeTro IIPUoOpeTaeT KeATO-3eJIEHOe CBe-
YeHHE B MOJSIPU30BAaHHOM CBeTe. B 3aBUCHUMOCTH OT
(opmbl amunonnosa (AA-, AL-ammtonnos, Ap, APrPScr)
KJIMHWYECKass KapTUHA W METOMBI JICUCHUS pagruKaIbHO
OTJIMYAIOTCST — OT MOPaKEeHUS MeprudepUIeCcKoil 1 IIeHT-
pagbHOM HEPBHOM CHUCTEMBI IO OTJIOKCHUSI aMWJIOMIA
B OpraHax (cepaeyHasi MbIILLa, CIM3KUCTast 000J104Ka Mpsi-
MOt KWIIIKH, TIOYKH U T.4.) [3].

[lepBoe yrmommHaHue 00 aMIIOMIOMe 3a(PUKCHUPOBAHO
B 1935 1. S. Saltykow 11pm ImpoBeIeHUN TTaToJIOTOAHATOMIYE-
CKOTO MCCIICIOBAHIST BEIIECTBA TOJIOBHOTO MO3Ta ObUTH OOHA-
PYKeHbI HeOOJIBIINE MAKPOCKOIMUYECKI Pa3INIMbIe 00pa-
30BaHMS B OEJIOM BEIIIECTBE, KOTOPHIE TUCTOJIOTMYESCKI OBUIH
MIEHTU(UIIMPOBAHBI KaK oTioxeHne amuonna [4]. C Toro
MOMEHTa B MHPOBOI1 JITepaType onrcaHo MeHee 100 ciydaeB
OTJIOXKEHMSI aMIJIOMIa B HEpBHOM cucTeMe. laHHOe 3a0011e-
BaHME OTHOCHUTCS K TpyIIe ophaHHbIX, 3aTparuBaloIINX He-
OOJIBIITYIO YaCTh MOITYJISIINK. Ero MMarHocTrKa ocIoXKHSICTCS
OTCYTCTBHEM CHELM(PUICCKIX IIPU3HAKOB TIpoIiecca 1 CIT0-
COOHOCTBIO 00Pa30BaHNST MUMMKPHPOBATE OITyXOJTb.

MEI nipencTaBisieM 2 KIMHUYSCKUX CIIydasl aMUION -
JTOMBI TOJIOBHOTO MO3Ta, IIOATBEPKICHHBIX THCTOJIOTHYC-
CKH, ¥ IPUBOINM 0030p JINTePaTypPhI, TOCBAIIICHHON TaH-
HOMY 3a00JICBaHHIO.

KIIMHWUYECKWIA CNYYAW 1

Hauuenmxa, 50 aem, 02.05.2023 nocmynuaa 6 naaro-
eom nopsioke 8 DIIMH OMFEA Poccuu ons onepamugHoeo
emMewamenvcmea — OUONCUU BHYMPUMO3208020 00PA308AHUSL.
U3 anamuesa uzeecmno, umo c 2019 e. nayuenmky becnoko-
AM CHUNICEHUE YYECMBUMEAbHOCMU U HAPYUleHUe MeaKol
MOMOPUKU 8 Ne6bIX KOHEHHOCMSAX, 4 MAKice INU300uecKie
20106Hble 6oau. TIpu maeHumMHO-pe30HaHCHOU momogpaguu
(MPT) 2on06H020 mo3ea, gvinoatentoil 25.12.2019, gviasae-
HAa 30HA UBSMEHEHH020 CUCHAAA C HeHemKUMU KOHMYpPamu
6 enyOuHHbIX omdeaax npagoll memerHol 004U, pasmepamu
25 x 18 x 16mm, eunepunmencueras va T2- u FLAIR- u eu-
nounmencuenas Ha T1-nocaedosamenvnocmsax; npu éeede-
HUU KOHMPACMHO20 NPEenapama Omme4eHo e2o 2emepoeeHHoe
HakonaeHue, bes nepugokarvHoeo omexa (puc. 1).

C momenma nepeu4Hoil OUAeHOCMUKU 00pA308aAHUS
(2019 2.) nayuenmia npowina donoaHumensHoe 00credoganue
0415 UCKAIOYeHUs napa3umapHoil UHea3uu, capkoudoa, my-
bepiynesa u demueaunusupyrouwux 3aooneseanuil. Ilo pezyno-
mamam anaausza auxeopa u MPT 201061020 Mo32a, KomnblO-
meproti momoepaguu (KT) opeanoe epyownoii kaemku,
uccaedo8anus ColeOPOMKU U AUKEOPA MEMo0oM HOAUMEPA3-
HOU YenHoU peaKyuu ebluleOnUCanHvle 3a001e6anus Obiau
UCKAHUEHbL U NPUHAMO pelenue 0 Haba0eHulU 8 OUHAMUKe.

3a nepuod ¢ 2019 no 2021 e. no dannvim MPT 20106H020
M032a ObLi OmMmeueH pocm 006eMH020 00pPa308aHUSL, NPU IMOM
COXPAHAACA 1eB0CMOPOHHUI 2emunapes 0o 4 6a1108.

Yepes 4 2o0a nocae nepeuunoii duaerocmuxu (27.03.2023)
6 C653U C 6HE3ANHO GOZHUKWUM INU3000M HAPACMAHUS

Puc. 1. Knuxuyeckul cnyqal 1. MazHumHo-pe3oHaHcHas momozpaghus 20108H020
Mo32a nayueHmku om 2019 2.: 30Ha U3MeHeHH020 cuzHana (ommeyeHa 38e3904Kol)
€ HedemKUMU KOHMYpamu 8 2/1ybuHHbIX omdesax npasoli memeHHol donu, aunep-
UHMeHcusHas Ha nociaedosamensHocmsax T2 (a) u FLAIR (6) u 2unouHmeHcusHas
Ha T1 (8); npu 88edeHuu KOHMPACMHO20 Npenapama omMe4aemcs e20 2emepozeH-
Hoe HaKonJieHue (2), nepugokansHelli omek omcymcmayem

Fig. 1. Clinical case 1. Brain magnetic resonance imaging of a patient at 2019: an area
(marked with a star) of an altered signal with indistinct boundaries in the deep area
of the right parietal lobe, hyperintense on T2 (a) and FLAIR (6) and hypointense on T1 (8);
with heterogeneous accumulation of contrast agent (2), without perifocal edema

c1abocmu 6 N1e8biX KOHeYHOCMSAX, eUNepKuHe3oM no muny
PUMMUYHBIX NOOePeUBAHUIl 6 NAAbYAX €8O PYKU, 6 1e80l
N0A08UHe AUUa nayueHmKa obiaa docmasaeHa 6pueadoli cKo-
poii nomouwiu 6 OIIMH OMBA Poccuu ¢ nodosperuem
Ha ocmpoe HapyuieHue M03208020 Kposooodpawenus. Tlpu no-
cmynieHuu nayueHmie 0bL10 nposedeHo cmanoapmHoe o0cie-
dosanue npu exodsujem duazHose «urcyrom», exarouas KT
u MPT 201061020 Mmo32a.

Hannvie KT om 27.03.2023 (puc. 2): 6 npasoii memeHHOL
done 8U3YANU3UPYeMCs 30HA NAMOA0UMECKUX U3MEHEeHUll
HenpasuavHoi hopmbl, 6e3 yemKUx epanul;, 4acmu4Ho oKpy-
JCEHHAsL 30HOL nepuhoKanbHO20 omeKa, 6e3 KalbUyuHaAmos,;
ouaeu KpoGoUsAUAHULL U UHPAPKMOE OMCYMCMBYIOM.

Jannvie MPT 201061020 mo3ea om 27.03.2023 (cm. puc. 2):
8 enyboKux omdenax 6e1020 seuecmea nPagvix N00HOI U me-
MeHHoUl doaell onpedensemcs GHymMpUM0o32080e 00pa3o8anue
pasmepamu 33 x 35 x 18 mm, be3 uemkux KOHmMypoe8, Heoo-
HOPOOHOI CMPYKMYPbL ¢ MHO2OYUCACHHbIMU MEAKUMU 2eMOp-
PacuMecKUMU BKAHOMEHUSMU, C 8a302eHHbIM omekom do 1,5 cm,
PACRPOCMPAHSIOUWUMCAL 8 CYOKOPMUKANbHbIE OMOebl YeHM -
DANbHBIX U3BUAUH; NPU 86e0eHUL KOHMPACMHO20 Npenapama
omMmeuaemcsi e2o eemepoeeHHoe HaAKonAeHue; Ha nepQhy3uoHn-
HbIX Kapmax obpazoganiie 0eMOHCMPUPYem HeBbipadiceHHoe
nosvuuenue nokasamenei T (cm. puc. 2).
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IIpu cpasnenuu c dannvimu MPT om 2021 2. ommeueHbi
3HAUUMOe YeeauteHue pasmepos 00pa30eanus U 30Hbl KOH-
Mmpacmupoganus, noseaeHue nepuphoKaibHo20 omexa.

Ilpu ouenke HesposoeUHeCK020 CMAMYCA BbIAGACHBL CHU-
JiceHue cunvl 8 npasoil kucmu 0o 4 6aino8, anuzopegrexcus
(D <S), cencumuenas amakcus, eunecmesus N0 MUuny

Puc. 2. Knunuyeckuii cnyqal 1. KomnelomepHas (a) u Ma2HUMHO-pe30HAHCHAS
momoepagus (6—e) 20m08H020 Mo32a nayueHmku om 2023 2.: 30Ha U3MeHeHHo20
cueHana (ommeydeHa 38e3004Koli) C HeYeMKUMU KOHMYPaMu 8 npasoli meMeHHoU
dosie, OKPYXHEHHAS 30HOU MUHUMAJ/IbHO20 NEPUMOKALHO20 OMeKa, C/leeKa 2unep-
UHMEHCUBHAS HO KOMNbIOMePHO-MoMo2paghuyeckoM u306paxceHuu (a), 2unepuH-
meHcusHas Ha nocnedosamensHocmsx T2 (6) u FLAIR (8), ¢ MHoxcecmeeHHbIMU
MesiKuMU 2emMoppazuyeckumu ommnoxcerusMu Ha SWAN-nocnedosamensHocmu (2);
npu 8sedeHUU KOHMPACMHO20 NPenapama omMe4yaemcs e2o 2emepo2eHHoe Ha-
KonseHue (9); npu nepgy3uoHHOM ucciedosaHuu — HebosbUoe No8bILIEHUE NOKA-
samens T_ (e)

Fig. 2. Clinical case 1. Brain computed tomography (a) and magnetic resonance
imaging (6—e) of patient of 2023: an area (marked with a star) of an altered signal with
indistinct boundaries in the deep area of the right parietal lobe, surrounded by minimal
perifocal edema (a) hyperintense on T2 (6) and FLAIR (8) with multiple small
hemorrhages on the SWAN sequence (2); with heterogeneous accumulation of contrast
agent (9) as well as slight increase of T___during cerebral perfusion examination (e)
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Puc. 3. KnuHuueckul cnyqal 1. KomnslomepHas momoezpacghusi 20/108H020 Mo32a
NayueHMKU, 8bINOJIHEHHAS Ha 1-e cymKu noc/e buoncuu: 040208 Uwemuu U Kpoeo-
u3nuSHUU He 8bisienieHo (a); 8 npagol meMeHHoU Kocmu onpedensemcs mpeguHa-
YUoHHOe omeepcmue, 3ano/IHeHHoe KocmHol Kpowikol (6)

Fig. 3. Clinical case 1. Brain computed tomography of the patient performed 1 day after
biopsy: there are no areas of ischemia and hemorrhages (a); a trefination hole filled
with bone powder is determined in the right parietal bone (6)

«BbICOKUX nepHamok u 20avgh» caeea. Ilayuenmia npokKoH-
CYAbMUPOBAHA HEUPOXUPYP2OM: PEKOMEHO08AHO NAAHOB0E
onepamueHoe Aeyerue 8 obseme GUONCUU.

02.05.2023 6 DIIMH ©®MbBA Poccuu evinoanena naamo-
8asi onepayusi — buoncus 06pazo8anus U3 mpeghuHayoHHO-
20 omeepcmus. Ilocaeonepayuonnsiii nepuod npomexan
6e3 ocnoxucnenuit. Ilo danuvim kormpoastoil KT eonoenoeo
MO032a UeMUYECKUX U 2eMOPPASUMECKUX OCAONCHEHUIL He 8bi-
saeneno (puc. 3). Tucmonoeuuecku sepuguuuposara yepe-
bpanvHas amunroudnas aneuonamus (puc. 4). Ilpu okpacke
Ha amunoud (KOHe0-KpacHbiM) Gbl6AeHO OKPAUUBAHUE CKON-
AeHUIl gewjecmea 8 KpacHblil ygem, npu Uucciedo8aHuu 6 no-
AAPUBAUUOHHOM CBeme OMMEeUEHO JHCeAmMO8amo-3e1eH08amoe
ceeueHile.

Tlayuenmxka evinucana na 3-u cymku nocie onepayuu
6 y006.1emEopUmMeNbHOM COCIOSHUU, Oe3 Hapacmanus Hegpo-
sao0euveckoeo deguyuma. 3a nepuod HabaOeHUs 3a naAyuU-
enmkoil (8 mec) danvHeliueeo pocma 06pazoeanus He 3aQuK -
cuposano (puc. 5).

KVMHWUYECKWUIA CNYYAR 2

Hauuenmra, 41 2oda, 10.04.2023 nocmynuaa é naaro-
eom nopsdxe 6 DLIIMH ©OMbBA Poccuu ¢ scarobamu Ha no-
CMOSHHYIO 20108HYI0 004b 0asAwe2o xapakmepa 6 A00HO-
BUCOUHOU 0baacmu, MOWHOMY, C6emMOOOA3Hb, WAMKOCb
npu xodvbe, a maxkice cAabocmv U OHeMeHue 8 NpPaebix
KoHeuHocmsax. M3 anamuesa 3a601e6aHus U36eCMHO, YMO
6 2014 . nauuenmka enepgvle ommemuna nosiéAeHue Hapa-
cmaroweil crabocmu 8 KOHEHHOCMAX, OHEMEHUSL 8 KOHEHHO-
cmsax no muny <uyaok». bviia eocnumanusuposana 6 omoe-
AeHUe He8poAo2UlL C HUNCHUM napanape3om 0o 3 6an108,
onemenuem c ypoeus depmamoma Th . Ilo mecmy xcumens-
cmea nayueHmke 0Obii @blcMAeAeH OUAZHO3: PACCesHHbLIL
ckaepos. Ilposeden 1 kypc naazmaghepesa u 2opmonomepanuu
€ NOA0XHCUMENbHOU OUHAMUKOU 8 8U0e HAPACMAHUS CUAbL
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Puc. 4. Knunuyeckuii cnyyaii 1. lucmonoauyeckoe (a) u uMmyHozucmoxumuyeckoe (6—2) uccnedosarue buonculiHozo Mamepuana nayueHmku (x200): hpaeMeHmsl mKaHu
20/108H020 M0320 C MHOXECMBEHHbIMU CKONJIeHUSIMU aMOphHO20 €060 303UHOPUILHO20 beccmpyKmypHO20 8ewecmed, PeaKMUBHLIMU UMEHEHUSMU 2/1UU U 040208b6IM
2/1U030M (OKPACKA 2eMAMOKCU/IUHOM U 303UHOM) (a); NPU UMMYHO2UCMOXUMUYeCKOM ucciedosaHuu obHapyxceHs! duggysHas skcnpeccus S100 (8), GFAP (2), cunanmoghu-
3UHA 8 MKAHU 20/108H020 M032a, omcymcmaue 3kcnpeccuu p53; Ki-67 8 mxaHu 20/108H020 M032a He 8bisinieH (6), nosoxcumessHas S0epHas 3KCnpeccus — MosibKo 8 siel-

Koyumax

Fig. 4. Clinical case 1. Histological (a) and immunohistochemical (6—2) examination of patient’s biopsy material (x200): fragments of brain tissue with multiple accumulations of
amorphous eosinophilic structureless substance, reactive glial changes and focal gliosis (hematoxylin and eosin staining) (a); immunohistochemical examination revealed diffuse
expression of S100 (), GFAP (2), synaptophysin in brain tissue, negative expression of p53; Ki-67 in brain tissue was not detected (6), positive nuclear expression — only in leukocytes

8 HUICHUX KOHeuHOCmsX 00 5 6annoe cnpasa, 4 6anrnoe cresa,
VAYUUEHUS 4Y8CMEUMENbHOCTU.

IIpu naarnosoii MPT 2on06H020 M032a 6 QuHaMUKe vepe3
1200 (8 2015 2.) snepsvie bbiau 6bis61eHbL CMPYKIMYPHBLE UME-
HeHUsl 6 1eB0ll BUCOYHOII 0ose, 0CMPOBK0BOIL oe U 8 obaacmu
bazanvHbix 30ep 1e6020 noayuiapus. Beicmaenen npedsapumens-
Hblll duaeHo3: apmepuosenosnas marvghopmayus. Tpunamo
peuierue 0 HabNO0eHUU 3a NAUUeHMKOU 8 OUHAMUKe.

B 2023 2. npu noemoproit MPT ¢ koumpacmHuim ycune-
HUeM U3MeHeHUs PACUeHeHbl KaK Onyxoab 1e60ll 0CMPOBK08Oii

doau. llayuenmka npoKoHCYN6MUPOBAHA HEUPOXUPYPEOM:
PEKOMEHA08AHO ONepamugHoe AedeHue.

Ha momenm nocmynaenus 6 Hegponoeuueckom cmamyce
OmMmeueHbl 2unecmesusi NPagoil NOA0BUHBL AULA, C2AANCEHHOCHTb
npasoii HocoeybHOI CKAAOKU, CHUNCEHUE MbIUEHHOL CUMbL 8 NPa-
8bIX KOHeuHOCmsX 00 4 641108, Jcugsbie AcUMMempPUUHbLe CYXO0-
JcUNbHYLE U nepuocmanshble peghnexcol ¢ koneunocmeli D >,
npasocmMoporHsis cemueunecmesisl, amaKmu4eckas Noxoo0Ka.

Bunoanena KT 20n06H020 M032a ¢ KOHMPACMUPOBAHUEM:
00HapYdIceHbl KanbUUHamol 8 06aacmu 6a3anbHbix sidep caesa.
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Ilo dannoim MPT 20106H020 MO32a ¢ KOHMPACMUPOBAHUEM
8 KOpMUKAAbHO-CYOKOPMUKANbHBIX OMOeNax Ae60li 0CMpog-
K060il doau ¢ pacnpocmpaHeHuem Ha HaApYICHYI KAncyny
U cocedHue omoensl NeHMUKYAAPHOU opmayuu, a makaice

Puc. 5. KnuHuveckud cyqad 1. MazHuUmMHo-pe30HaHCHas momozpaghus 20/108H020
M032a nayueHmKu Yepe3 8 Mec nocse buoncuu: 30Ha buoncuu ommeyeHa 38e3004-
Koll. YsenuyeHus obsema uameHeHul Ha nocnedosamensHocmsix T2 (a) u FLAIR (6)
He onpedensemcs

Fig. 5. Clinical case 1. Brain magnetic resonance imaging of patient performed
8 months after the biopsy: the biopsy area is marked with a star. The increase of the
volume of lesion and postoperative changes on T2 (a) and FLAIR (6) sequences is not
determined

Puc. 6. KnuHuueckud cnyqal 2. Ma2HUMHO-pe30HaHCHAas momo2paghus 20/108H020
M0320 NAYUEHMKU C KOHMPACMHbIM YCUSIeHUeM: 30Hd U3MeHeHH020 cueHana (om-
MeyeHa 38e3004KaMU) C HeYemKUMU KOHMYpaMu 8 obaacmu iego2o 0CMpPosKa,
OKPYeHHas 30HOl MUHUMO/IbHO20 NepUGOKANbHO20 OMeKd, CieeKa aunepuHmeH-
cusHas 8 pexcume T2 (a, 2); npu 88edeHUU KOHMPACMHO20 Npenapama ommeyaem-
cs1 e20 2emepozeHHoe HakonseHue (6, 8)

Fig. 6. Clinical case 2. Brain magnetic resonance imaging of patient with contrast
enhancement: an area (marked with stars) of an altered signal with indistinct
boundaries in the area of the left insula surrounded by minimal perifocal edema,
slightly hyperintensive on T2 (a, 2) with heterogeneous accumulation of contrast
agent (6, 8)
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Puc. 7. KnuHuyeckul cnyyali 2. MaeHumHo-pe30HaHCHas momMozpagusi 20/108H020
Mo032a nayueHmku: @, 6 — Ha 3-u cymku noc/e onepayuu: 0CMamoyHell pazmeHm
06pa3osaHus (ommeyeH 38e3004KaMu) Ha T1-838eweHHbIX U300paxceHusX 6e3 KoH-
mpacmHozo ycuneHus (a) u ¢ koHmpacmuposaHuem (6); 8, 2 — yepe3 8 Mec nocsie
onepayuu: ocmamoyHslll paemeHm 06pasosaHus (ommeyeH 38e3004KaMu)
Ha T1-838eweHHbIX U306paxeHUSX 6e3 KOHmPAacmHozo ycuneHus (8) u ¢ KOHMpa-
cmuposaHueM (2). bes duHamuku

Fig. 7. Clinical case 2. Brain magnetic resonance imaging of patient: a, 6 -
on 3" postoperative day: the residual fragment (marked with stars) on T1-waited
images without (a) and with (6) contrast enhancement; 8, 2 — 8 months after surgery:
residual fragment (marked withstars) on T1-waited images without (8) and with (2)
contrast enhancement. Without dynamics

€ HenocpeoCmeeHHbIM NPUAe2AHUEM K BUCOUHOMY PO2Y 18020
00K06020 Jcenydouka onpedeasnacs NAmMoA0UYecKas 30Ha
CMPYKMYPHbIX U3MEHeHUU (eunepuHmeHCUGHblI CUeHal
Ha nocaedosamenvrocmsx T2, FLAIR) ¢ naauuuem na gone
MSACKOMKAHHO020 KOMNOHEHMA, UHMEHCUBHO HAKANAUBAUe-
20 KOHMPACMHOE 8eUlecmaeo, NAMoA0UHECKUX cOCYyd08 U ne-
mpughukamos (puc. 6).

11.04.2023 ebinoaneno mukpoxupypeuteckoe yoaieuue
06pazosarus 00 Helipoghuzuonoeuueckum Konmponem. B ooaa-
MU KOpMUKOCRUHAABHO20 MPAKMa 0CMagaeH ghpazmenm ony-
X0/1U NO MeQUAnbHOIL €20 epanuye 88Udy UHMUMHO20 NPUAeLAHUS
00pazo8anus K KOpPMUKOCRUHAALHOMY mpakmy (puc. 6).

Ilocae onepayuu cocmosinue nayuenmiu 6sL10 cmadusb-
HbIM, HeBpOA02UMeCK ULl cmamyc — Ha 000NEPALUOHHOM YPOBHe.
Teuenue nocaeonepayuontoeo nepuoda eradkoe. Ilpu konm-
poasroil MPT 201061020 M032a uepe3 8§ mec 0aHHbIX, YKA3bI-
8alOWUX HA pocm 00pA308aHUs, He nOAYHeHO (puc. 7).

IIpu eucmonoeuueckom uccre0o8anuu NPU3HAK08 Heo-
naacmu4eckKo2o U OeMueauHu3upyuezo npoyecca 8 noay-
ueHHbIX 00pasyax He obnapyscero. lucmomopgonoeuueckas
KapmuHa coomeemcmeosana uepedpaivHoli amuioudHoll
aneuonamuu (puc. 8).
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Puc. 8. Knunuyeckuti cnyyali 2. [ucmonoaudeckoe (a, 2) u uMMyHozucmoxumuyeckoe (6, 8) uccnedosaHue Mamepuana nayueHmku (x400): npu MUKPOCKONUYECKOM ucciie-
008aHUU BU3Ya/IU3UPYEMCS NAMO/I02UYECKAS MKAHb, NPedCMasIeHHAs PA3HOBEIUKUMU OKPY2/1bIMU U 080UOHbIMU 6/1e0H0-303UHOGUTEHBIMU AMUI0UGON0A06HBIMU CMPYK-
mypamu (0KPacKa 2eMamMOKCUUHOM U 303UHOM) (a). B yacmu makux cmpyKkmyp npocMampuearomcs Npoceemsl, 8 HEKOMOPbIX U3 HUX 8U3Yanu3Upyomcs MeaKokanubep-
Hble cocydbl, MecmaMu daHHble CMPYKMYpsl HANOMUHAKOM «MeHU» COCY008 MesIKo20 U CpedHez0 Kanubpos; NPOCMPAHCMBA MeXcdy ONUCAHHbIMU aMUIouUd0N0d0bHsIMU
CMPYKMYpamu 8bIN0/HeHb! Y3KUMU NOIOCKAMU 2/1Ua/IbHOU MKAHU € NPU3HAKAMU PeaKmueHo20 NU/IoUdHo20 2/1u03a; S0epHol amunuu He 06HapyceHo. [Tpu uMMyHoaucmo-
XUMUYeckoM uccnedosaHuu swisienera xcnpeccus GFAP (6), curanmogu3ura u benka MuenuHa 8 pe3udyanbHbIX y4acmKax MKaHU ueHmpansHol HepeHol cucmeMsi;
nponugepamugHbil uHoekc (Ki-67) — okono 0% (8). pu okpacke KOH20-KPACHBIM BbiSB/IeHbI OMIONHEHUS amMuioudonodobHO20 8ewiecmea KaxK 8 CmeHKax cocydos, max
u 8 Mexccocyducmom npocmpaxcmee (2). [Ipu uccnedosaHuu 8 NoaSPU3ALUOHHOM ceeme 8bisIB/IEHO 3e/1eH08AMO-J(e/Imoe C8edeHuUe, XapaKkmepHoe s amunoudosa

Fig. 8. Clinical case 2. Histological (a, 2) and immunohistochemical (6, 8) examination of patient’s biopsy material (x400): microscopic examination visualizes pathological tissue
represented by variously rounded and ovoid pale eosinophilic amyloid-like structures (hematoxylin and eosin staining) (a). In some of these structures, gaps are visible, and
small-caliber vessels are visualized in some of them; somehow these structures resemble the “shadows” of small and medium-sized vessels; the spaces between the described
amyloid-like structures are made of narrow strips of glial tissue with signs of reactive piloid gliosis; no nuclear atypia has been detected. Immunohistochemical examination
revealed the expression of GFAP (6), synaptophysin and myelin protein in the residual areas of the central nervous system tissue; the proliferative index (Ki-67) is about 0% (s).
When stained with Congo red, deposits of an amyloid-like substance were detected both in the walls of blood vessels and in the intervascular space (2). When examined
in polarizing light, a greenish-yellow fluorescence characteristic of amyloidosis was revealed
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Manucdecranms aMUIOUIOMBI, IO JaHHBIM JIUTEpa-
TYypHI, Yallle MIPOUCXOIUT B BO3pAcTe cTapiie 45 JieT, omHa-
KO B OITHOM U3 MPEICTaBICHHBIX HAMU CIIydaeB 3a00IeBa-
HHe Ie0ITPOoBaIO paHbIie (32 roma Ha MOMEHT Je0ioTa
cumnToMoB) [5—7]. Haubonee pacnpocTpaHEHHBIMU CUMIT-
TOMaMM SIBJISTIOTCSI CYIOPOXKHBIEC ITPUCTYIIBI, TOJOBHAS
00J1b, HapyIICHUE 3PEHMUS, TOJIOBOKPYKEHNE, OYarOBBIN
HEBPOJIOTUICCKUI Te(DUIIUT B BUIE HAPYIICHUIA MBITIIECY-
HO¥ CYJTBI ¥ 9yBCTBUTEIIFHOCTH (TEMHIIape3 ¥ TeMUTIApE-
cresusl) [5].

Bricokast Bapna®eIbHOCTb CHMITTOMOB CBSI3aHa C pa3-
JIMYHOM JIOKaIM3aluen nopaxeHus. Yaiie Bcero mpu rnpo-
BeaeHnu KT wim MPT o6pa3oBaHue oOHapyK1UBaIOT B Cy-
MIPaTeHTOPHUATIFHOM OEJIOM BEIIIeCTBE, C PACIIONIOXEHIUEM
MEPUBEHTPUKYIISIPHO U TTIepUBacKyJIsipHO [8]. B MupoBoit
JINTEepaType OIMMCAHO HECKOJIBKO CIy4YaeB BBISIBICHUS
aMUJIOMOIOMBI B TPOMHMYHOM HepBe (Yallle B TaHIJIWM),
¥ 3TOT (DaKT BaxkeH npu auddepeHIINaTbHOM TMarHOCTH -
Ke IpUYMH TpUTeMUHAIbLHOU HeBpanruu [9]. Xapakrep-
HBbIe HEHPOBU3YaTN3aIMOHHBIC TTPU3HAKA aMUJIOUIOMBI
BBIICIUTD 3aTPYIHUTEIBHO, TaK KaK UMEIOTCS TTPU3HAKH,
CXOXHeE C TIIMOMOM, TMM(POMOIT 1 MeTacTa3aM1 B TOJIOB-
Hoit Mo3T [10]. Hnsg obciaegoBaHus MPU TMOJO3PEHUN
Ha aMIUTOUIOMY peKoMeHayeTcs BRIToTHUTh MPT rosios-
HOTO MO3Ta ¢ KOHTPACTHBIM YCUJICHHEM, MAarHUTHO-PE30-
HAHCHYIO TIep(dy3uI0, TOTOJTHUTEIBHO PEKOMEHIYETCS
MMpOBeACHNE MMO3UTPOHHO-3MUCCUOHHOM ToMorpadum,
COBMEIIIEHHOM ¢ KOoMIIbIoTepHOI ToMorpacdueii (IT9T-KT),
C aMMHOKUCJIOTHBIMU paguoMapKepaMu: METUOHUHOM,
TUPO3UHOM U UX aHajoroM F-¢rop-L-denunnanannaom
(FDOPA).

IIpu MPT xapakTepHbl clienyolue Mpu3HaKu:

* Ha T1-B3BellI€eHHbIX U300paKEHUSIX CUTHAJI OT aMUJIO-
WIOMBI BapbHpyeT OT M30- IO TUIICPUHTCHCHUBHOTO,
TP 3TOM IPOMEXYTOUHAsI MHTEHCUBHOCTH CUTHAJIA,
CKOpee BCero, COOTBETCTBYET HEPaBHOMEPHOMY OTJIO-
XKEHUIO aMUJIONIA;

* Ha T2-B3BelmICHHBIX M300paXKCHUSAX CHUTHAJ dYalle
BapbUpYyeT B AMAIMTa30He OT CPEIHETO IO TUIICPUHTCH-
CHBHOTO;

* HaOJOHAeTCS TMHEWHBIN MAaTTePH KOHTPACTUPOBAHUS
mo Tepudepn MOpPaXeHUsI, KOTOPHIA MOXET OBITh
PE3YJIBTaTOM OTJIOXKECHMST aMIJIONIA B OKPYKAIOIINX
cocynax;

* ipu nepdy3uoHHoirt MPT B oGnactu aMUJIOUAOMBI
OTMEYaeTCsI CHIKEHHAS IIepQy3usi;

* HeXapaKTepHO IOCTOSHHOE HATMIME ITeprhOKaIbHO-
ro OTeKa, OAHAKO OH MOXET ITPHMCYTCTBOBAThH [6, 11].
IIpu KT ronoBHOro mMo3ra xapakTepHO BbISIBIIEHUE

00JIaCTH TTOBBIIICHHOW TUIOTHOCTH C HaKOILUICHUEM KOH-
TpacTHOTO BellecTna [12].

C y4eTOM HEOITyXOJIeBOM IIPUPOIHEI 3a00JIeBaHMUS BO-
MPOC O TAKTHKE JICUCHUSI OCTACTCSI OTKPHITBIM U €€ BEIOOD
3aBUCHUT OT HalIW4ms Macc-3(ddekra, TMHAMUKA POCTa
00pa3oBaHUs 1 HeBpoJjiormueckoro aedunmra. Hebomab-
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0 00beM MMeIoIIeiics MHDOPMAIIUK, OTCYTCTBUE YET-
KX peKOMEHIATETbHBIX TIPOTOKOJIOB OCIOXKHSIIOT JICUCHIE
JAHHOU TPYMITHI AIIMEHTOB.

B nuteparype onmcaHbl eIMHUYHBIE CIy9ar POCTa 00-
pa3oBaHMS B IMHAMUKe. B cucremMaTnyeckuit 0030p uTe-
paTypbl, BeimoJdHeHHbI D.P. Bray 1 coaBT., BKIIOYEHBI
IaHHbIe 39 MaIMeHTOB, CPEIHUIA BO3pacT KOTOPHIX COCTa-
Bul 49,4 rona; 54% mnalueHTOB ObLIM XEHCKOTO I0Jia,
OCHOBHBIC ICOFOTHBIE CUMITTOMEI 3200JIeBaHUSI — SITVIICTI-
TAYECKUE TIPUCTYIIBI, TOJIOBHAs 00JIb. 3a BpeMs HaOJTIoIe -
HUA y | MaIlMeHTKY ¢ BBIMMOJTHEHHOM OMOIICHell OTMeUeH
poct obpazoBanus. Cpean 11 MalMEHTOB ¢ TOTAJbHBIM
yaaJeHHeM aMIJIONIOMBI Y 4 TAIIMEHTOB B CPOKM OT 3 110
24 Mec oTMeYeHa MOJIOXKUTEIbHAS TMHAMUKA B BUOE OT-
CYTCTBHSI TIPUCTYIIOB 1 CTAOMIM3AlINK COCTOSTHUS; B 3 CITy-
yasix HabJ1oaJICs TPOTrPECCUPYIONIMI HEBPOJOTMUYECKUIA
neULUT B BUIE YXYALIEHUS 3peHUs U cJ1aboCTU MpaBoii
PYKU; y 4 mallMeHTOB KaTaMHe3 OTCYTCTBYeT. YacTuuHas
PEe3eKIINS MIPOBEIeHA y 5 TAallMeHTOB, TOJIBKO Y OTHOTO
13 HUX 3a(pUKCUPOBAaH HEBPOJIOTMIECKMI Ae(OUIINT OCTIe
orepauuu [6].

B npyrom uccnenoBanuu, nposegeHHoM B. Fischer
U COaBT., IpX HaOJOIeHNHY 3a 27 MallMEHTaMU B CPOKU
ot 18 10 48 Mec B 3 ciryyassx B IMHaAMUKE HaOII0AaJIcs pOCT
aMIIONIOMEBIL. BbbITo mpoBeneHo 9 pe3ekiuii, B 3 cirydasix
pyY HaOJIOIEHUHN OT 3 Mec 10 2 JIeT He 3a(MKCHUPOBAHO
HEBPOJIOTUYECKOTO Ae(PUIMTA MU pOCTa 00pa30BaHUS;
nHdopMaLus o 6 malueHTax He npeacrasieHa [12].

Ucnonw3oBanue [IDT-KT pekomeHayeTcs ajs po-
BeneHUs nuddepeHINaIbPHON IMaTHOCTUKN, OCOOEHHO
TIpY HEBO3MOXHOCTH BBITIOJTHEHUA ouoricuu. [Ipu aTtom
WCCIIeIOBAaHNHN, KaK TIPABUJIO, BBISIBIISIIOT CHUKCHHBIN Me-
TabOIM3M, YTO HeXapaKTepHO, HAIIPUMep, IUIST OITyXOJIei
BBICOKOM CTEIIEHH 3JI0KaYe€CTBEHHOCTH U UTO ITO3BOJISIET
npoBecTH T depeHIINATLHYIO IMaTHOCTUKY C OITyXOJIsI-
MU TOJIOBHOTO MO3Ta, B YaCTHOCTH C TJIMoMoii [13, 14].

[ncTonornyeckoe MccaenOBaHNE SABISICTCS KITFOUCBBIM
DI TIOATBEPXKICHUS TuarHo3a. s TMCTOIOTHIeCKOM
KapTUHBI XapaKTePHEL:

* KOHTO(MIbHBIC OOIBIINE CKOTUICHUS OJIETHBIX 3031~
HOMWIHHBIX OTJIOXECHUIA;

* OTJIOXEHMS aMITOMIA, OKPYKEHHBIC MH(PIIBTpaTaMu,
COCTOSIIIUMH 13 TUMGOLMTOB, MaKpodaroB 1 1ras-
MaTUIEeCKNX KIJIETOK;

* XapaKTepHOE KEJITO-3eJIEHOe MBYIYYeIIpEIOMIICHUE
B ITOJIIPU30BAaHHOM CBETE;

* TIEPUBACKYJISIPHOE W BHYTPUBACKYJISIPHOE pacIipeie-
JICHUEe aMWJIONIA;

* BO3MOXHAa 04aroBas KaJbLU(PUKaLUs B OTIOXKEHUSIX
[2, 10, 11].

ITpy ”MMYHOTCTOXUMHWIECKOM UCCIICIOBAHNY BaK-
HO OIIPENEUTh, YTO STU OTIOKCHMST OTHOCATCS K JIETKOM
LIEMMM UMMYHOTJI00yJIMHA K Win A. [JIst UX ornpeneneHust
TaKXe MOXKHO IPUOETHYTH K JOTIOJTHUTEIBHBIM MOJIEKY-
JIIPHBIM METOIaM, TaKMM KaK XpOMOTeHHas THOpHUIM3a-
uus in situ |5, 15].
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Mertombl JIedeHUs] BKIIIOYAIOT YACTUIHYIO VTN PaIu-
KaJbHYIO PEe3eKIIMI0 00pa3oBaHUsI, B HEOOJBIIIOM YHCIIC
clyyaeB — JIYYEBYIO Tepamuio, KOTopasi aKTyaJbHa IpU
PaCITOJIOKEHNN aMUJIOnAa B (DyHKIIMOHAJTBHO 3HAYMMOM
30HE 1 HEBO3MOXKHOCTH O€30I1aCHOTO ITPOBEICHIS PE3CKIIAN
WM 6uoricuu obpa3oBaHus. B nmureparype onucaH ciaydai
MIPOBEICHUS JIydeBOM TepaIiy C TTOJIOXKUTEIPHON TMHAMM-
KOI B BHJIIE perpecca TaKUX CMMIITOMOB, KaK HapyIICHHE
paBHOBECHSI, TOJIOBHAsS O0JIb, PBOTA, C1A00CTH B IIPaBOii ITO-
JoBUHe Jinua [16]. B 2 KIMHMYeCKUX citydasix rocie poBe-
JieHUsT (hOKAIBHOI JTydeBO Teparyy TPy HaOTIOACHNH B Te-
yeHne 48 Mec He HAOOOAIOCh POCTa 00Pa30BaHMS WU
HapacTaHMsI HeBpoJIornueckoro aedpunmTa [7].

Llenpro Tepammy CHCTEMHOTO aMWJIONI03a SIBIISICTCS
MMOAaBJICHNE CHHTE3a JIETKUX 1IeTIeil MUMMYHOTJIOOYIMHOB,
KOTOpbIe (DOPMUPYIOT AMIJIOUT, YTO TIPUBOAUT K YJTydIlIe-
HUIO (DYHKIIMU TTOpaxkeHHBIX OpraHoB. s olleHKN 3-
(beKTUBHOCTHU TepaIliy UCTIOJIB3YIOT JJAOOpaTOPHbBIC, MH-
CTpYMEHTAJIbHBIE U KJIMHUYEeCKUe moKa3zaTenu. [leppas
JIMHUSI Tepaiy CUCTeMHOT0 AL-ammionmo3a Oblia Ipe-
noxeHa B 1978 . R.A. Kyle u P.R. Greipp, koTopbie noka-
3a5n 3 (PEKTUBHOCTD XMMUOTEpanuu (MedaiaH 1 Ipe-
HU30JI0H) B BHJIC YMCHBIICHUS OTJIOXCHUS aMUJIOMIA
B IIEYCHU ITyTEM MOBTOPHBIX Onorcuii. OMHAKO B CBSI3U
€ BBICOKUM pUCKOM (110 20%) pa3BUTUSI MUEJIOIUCTIIIACTH -
YECKMX CHHIPOMOB 1 BTOPUYHBIX JICTKO30B ITOUCKHU 00JIee
3(hheKTIBHOI 11 0€30I1aCHOM JIMHIH TePAITIH IPOIOJIKAIIHCH
[17]. B npyroM KiaMHU4YeCcKOM McciiemoBaHnuu B National
Amyloidosis Centre (BenukoOpuUTaHNSI) MCTIOIB30BAIN
CTAaHIAPTHYIO XUMUOTepanuio (HuKiIodochaMmm, Taam-
JIIOMMII, IeKCaMeTa30H), IIPY KOTOPOit MearnaHa BELKIBA-
€MOCTHU IIpeBbIcKIIa 6,3 Toaa, a MoJIHAsI TeMaTOJIOrMYeCKast
pemuccus 6bi1a gocturayra y 100% nauuenroB. Couera-
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