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PE3IOME

Amunoudos npedcmasisem co60l 8HEKNEMOUHbIL ME3CHXUMAbHBIL OUCNPOMEUHO3, 01 KOMOpPO2o XapaKkmepHbl OMAOHCEHUEe amuiouoa
6 MKAHAX, ampopus NAPeHXUMbl U QYHKYUOHANbHAS He00OCMAMOYHOCMb OP2AHO8, NPUB0OAWAs K cMepmenbHbIM ucxooam. CyujecmeenHol
npob.aemoti 0aHHO20 3a0601€8aHUA 0215 8paAHA JH0OOL CneyuaIbHOCMU 0CMaemcs OUMeENbHbIL CPOK YCMAHOBAEHUS KIUHUHECKO20 OUd2HO3A.
HedocmamouHas uHpopMUposaHHocmsy 0 3a001e8aHUU 00YCN08EHA 8 MOM HUCTE U KpaliHe HU3KOL 4acmomoli ecmpeiaemMocmu NayueHmos
€ amMuIoU0030M — HA Ce200HAWHUL OeHb 8 MUPEe amMuoudo3om cmpadarom oxkono 50 meic. yenosek. [pedcmasneHo knunueckoe Hab.1o0e-
HUE NepeuiHoeo cucmemnozo AL-amunoudosa ¢ 8osnedeHuem 8 namo02udecKuli npoyecc Koxcu 8ex 000ux ena3 Ha PaHHUX cmaousix u npo-
2peccuposanuem 3a001e8aHUS C NOPANCEHUEM KONCU JIAOOHEL, cmon, cau3ucmoti 060104Ku pma. AMuoud03 npudamoyHo20 annapama 1asa
8cmpedaemcs UCKIHOHUMENbHO PEOKO Cpedu ONUCAHHLIX 00 HACMOAWE20 8PEMEHU HOPM, NPOSGIIemcs nepuopoumaIbHOU KOXCHOL nypny-
poti u skxumozamu («2naza eHoma» ). 3a1020m 00CMuUNCEHUS KAUHUKO-2eMAmMOI02UHeCcKOll pemMuccuu, 603MONCHO20 3aMedJIeHUs npo2peccu-
posarus 3a601e8aHUA U, MAKUM 00PA30M, CHUNCEHUS 6€POSMHOCMU HEOIA20NPUSMHO20 UCX00a A6ASHOMCS CB0E8PEMEHHAS OUAZHOCIUKA,
onpeoeyieHue MaKmuKu Je4eHus ¢ UHOUBUOYAIbHbLIM NOOX000M U HA3HAYEHUE cospemenHol xumuomepanuu. [TpedcmasaenHoe KuHuYeckoe
HaOII00enue caudemebcmeyem 0 CIONCHOCMU OUAZHOCMUKU aMU0u003a, a makxce 0 pazHooopasuu u Hecneyu@uiHoCmuU e20 KIUHUHECKUX
nposeieHull.

KitoueBble cioBa: amuioudo3, nepuopbumanbHas nypnypa, IKXUMO3sl KOXCU, «21a3a eHOma», amuaoud03 opoumsl, amuaoudo3 npuoamo-
HO20 annapama anasa, Xumuomepanus.
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ABSTRACT

Amyloidosis is an extracellular mesenchymal dysproteinosis characterized by deposition of amyloid in tissues, parenchymal atrophy
and functional organ failure leading to fatal outcomes. A significant problem of this disease for a doctor of any specialty remains a
long period of establishing a clinical diagnosis. Insufficient awareness of the disease, due, among other things, to the extremely low
incidence of patients with amyloidosis — today about 50 thousand people suffer from amyloidosis in the world. The article presents a
clinical case of the early stage of primary systemic AL-amyloidosis affecting the eyelid skin bilaterally with further disease progression
involving the skin of palms, soles and the oral mucosa. Among the types of amyloidosis described so far, the ocular adnexal involvement
is an extremely rare finding which has such manifestations as periorbital cutaneous purpura and ecchymoses — “racoon eyes.” Timely
diagnosis, the selection of individualized treatment strategies and the administration of chemotherapy would ensure clinical and
hematological remission of amyloidosis, halt the disease progression, and thus reduce the probability of adverse outcome. The described
clinical case has demonstrated that diagnosis of amyloidosis can be challenging, and that the disease has diverse and non-specific
clinical manifestations.
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BBEINEHUE okozno 50 ThIC. yenoBek. 3aboneBaHue MpPOrpeccupyer B OC-

Amunnonnos — HOCTaTOUHO peniKasl MaToJOrHsl, BbisiBsle- HOBHOM B Bospacte 40 JieT, npeo6nafaoT Mysk4MHbl B COOTHO-
Mas ¢ 4yacToToi OT 3 10 12 HOBBIX CiyyaeB Ha 1 MJIH YesioBeK  LeHuH 3:1, TakKe OMKMCaHbl BAPUAHTBI CEMEHOr0 aMMIIOn103a
B rozl. Ha ceronusinmii enb B Myupe aMuiouno3om crpajarT  [1-3]. Mennana BbIXKMBa@MOCTH NOC/IE MOCTAHOBKY KJIMHUYE-
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KAMHMYecKag NpakTuka

CKOTO JIarHo3a JaHHOTo 3a00JIeBaHMsI COCTABIISIET B CPELHEM
4 ropia. B cBs13u ¢ 3TMM Kasknblit HAOJIIOAeMBIi1 CTyyail B paK-
THKe Bpaya JiloOo¥ CrieaabHOCTH JOCTOMH onucanus [4].

VIcKounTeNbHO pefiko CpeAM OMMCAHHBIX B HACTOsILlee
BpeMst GOpPM aMHUIION03a BCTPEUYAETCS! aMHIION 103 PUATOY-
HOTO anmnapara 71asa, KOTOpoMy B OTeUeCTBEHHOH JIUTepaType
TIOYTH He yIiesleHO BHUMaHUs [5—8].

Amunonnos npeacrasisieT c0o00i1 BHEKJIETOUHbIII Me3eH-
XMMaJIbHBII AWCIIPOTENHO3, ISl KOTOPOTO XapaKTEPHbI OT-
JIO’KEeHNe aMUJIOUZa B TKaHSIX, aTpO(us MapeHXUMbl U PYHK-
LMOHa/NbHAsl  HENOCTAaTOYHOCTb  OPraHOB, MPUBOZSLIAS
K CMepTesbHbIM McxozaMm. [laTtonoruyeckuit npouecc BbI3bl-
BAETCsl Pa3JIMYHbIMU CPENOBbIMU M HACJIENCTBEHHBIMU 3THO-
JI0rHueckuMu GpakTopamu, BHe 3aBUCHMOCTH OT MepPBHUYHBIX
MPUYKH, ero Bbi3biBaBLLMX [1, 9].

Amunonznos ObiBaeT JIOKaAM30BaHHBIM, KOIZAA MaToJIOrM-
YeCKHii MPOLIECC 3aTparMBaeT TOJILKO OMNpeJeNieHHbli OpraH,
Y CUCTEMHBIM, KOT/]a B MPOLIECC BOBJIEKAIOTCSl Pa3JIMuHblE Op-
rabl ¥ TkaHu. [IpyHUMNManbHOE OT/IMYME MeXIy CUCTEMHOI
¥ JI0KaJIbHOI OpMaMU 3aKJIIOYAETCs B TOM, YTO NMPU CUCTEM-
HOM amMuiounzo3e OeNoK-MPeALIeCTBEHHNK, 3aryCKaroLuii
c6OpKy aMUIION/1a, LIMPKYJIMPYET B KPOBH M ITO3TOMY CIOCOOEH
nopaxarb Jilo60# opraH. [1py nokanbHbIX popMax CHHTE3 OT-
MeuaeTcsl JIOKaJIbHO 1 6eJIOK He CrnocoOeH NPOHKKATh B KPOBO-
ToK [4, 5,9, 10].

Cy1uecTBeHHOM Mpo6JIemMOii IaHHOTO 3a00IeBaHMsl 115l Bpa-
ya J000# CreLnanbHOCTH OCTAeTCsl JUIUTEIIbHBINA CPOK yCTa-
HOBJIEHHS] KJIMHMUYecKoro auarHosa. Hemocrarounast nugop-
MHPOBAHHOCTb O 3a00JIeBaHiH, 00YCIOBJIEHHAs] B TOM YKCIIe
1 KpaiiHe HU3KOM YacTOTOM BCTPEYaeMOCTH NALIMEHTOB C aMU-
JIOMA030M, N0-BUAMMOMY, XapakTepHa U [Isl Bpaua-rucTosora
LIMPOKO#i NpakTHKU. OO 3TOM CBUIETENbCTBYIOT JUTUTEIbHbIE
CPOKM YCTAHOBJIEHMSI AMar{osa aMuIoHMzAo3a Mocje MpoBe-
IIEHHOI OuonCcHu y 3HAYUTEJIbHOW YacCTU MNAaLMeHTOB M3-3a
OTCYTCTBUSI KpacuTessi (KOHIO KpacHOro) W MOJsipU3alMoOH-
HOM MUKPOCKOIHH, He0OXOAMMONM A71s AUarHocTHkH [6, 10, 11].
B cBs131 ¢ 3TMM 3a4acTy10 rMCTOJIOrM JUAarHOCTUPYIOT HalnuKe
106pOKaveCTBEHHbIX 00PAa30BaHMiA, a JieyaLlkii Bpay He MOKET
00BSICHUTD NpOrpeccupytolliee TeueHre 3a00JIeBaHusl, U JIHILb
Npy NepecMOoTpe TMCTOJIOTMUYEeCKHUX NpernapaToB MPOBOLUTCS
IuddepeHLmanbHas JUarHoCTUKA C aMUJIOUA030M.

3a nocrnenHue [eCSITUIETHS] apCEHall METONOB IMarHOCTH-
KM aMMJION]103a TKaHel MOMOJIHIIICS pa3HOOOPasHbIMU COBpe-
MEHHbIMI MeTOZlaM1 MCCIIeZlOBaHKsl, KOTOpbIE O3BOJISIIOT Be-
puduLMpOBaTh pa3nuuHble TUMbI U GpopMbl amunonga. K Hum
OTHOCSITCSI, KPOME OKPacCK/ KOHI'O KPACHBbIM, JIIOMHUHECLIEHT-
HO-TMCTOXMMUYECKUI METOJ C UCIOJIb30BAaHNEM THO(IIaB1HA
1 MeTOJl C NpYMeHeHeM NepMaHraHara kanus [9, 11].

OODbEKTHBHO TPYZEH A7l AMArHOCTHUKM JIOKAJIbHbIN aMHJI0-
MI103 KOXXH, KOTOPBIi Y BCEX NALMEHTOB MHAYLMpYeT anddys-
Hbl NIHUIIBTPATUBHbII POLIECC C PA3BUTHEM MHOXXECTBEHHbIX
Y3€JIKOBbIX 00pa30BaHUi1, UIMUTHPYs YaCTble BOCMAUTENbHbIE
3abosieBaHust KOXU. [lo 3TOM NpuuMHe HepMaTosIork 4acTo
CKJIOHHBI Ha3HayaTh JieueHne 6e3 npoBezeHnst Mopooruye-
cKoro uccnenoBanud [7, 12, 13].

[lo maHHBIM JMTEpaTypbl, MOpaXkeHWe KoM HablonaioT
noutu y 40% nalneHToB ¢ NePBUYHBIM aMUJIOUI030M, U JIMLLb
5-10% 13 HUX MMEIOT NOpaskeHNst KOXM OpOUTaNbHOI 006Ma-
ctH [1]. AMUIIONT MOKET OTKJIaAbIBATbCSl B Pa3/IMUHBIX CTPYK-
Typax OpraHa 3peHusi, BKJIOYasi KOXy BeK, KCTPaOKYJsIp-
Hbl€ MBILLLIbI, KOHBIOHKTHBY, POTOBHLLY, COCYAMCTYIO 000JIOUKY,
CeTyaTky M CTeKJIoBMIHOe Teso. [lepuopOuTanbHasi KOXKHast
Mypriypa ¥ 3KXMMO3bl, TaK Ha3bIBAEMbIi1 CUMIITOM «I71a3a €HO-

Ta», BO3HUKAIOT BCJIEACTBUE Pa3pyLLeHHs] aMUIOUIOM MeJIKUX
cocyznos. [Typnypa 1 9kx1M03bl MOTyT HaOJIOAATBCS U B IPYTUX
obnacrsx. Vix 0co6eHHOCTbIO TPY aMUIIOUI03€ SIBIISIETCSI PELiv-
IMBUPOBaHKE B OJJHUX U Tex ke MecTax [7, 12, 13].

CBoeBpeMeHHasl IMAarHOCTHKA, OnpeleneHre TaKTUKY Jie-
YeHUsl C MHIMBHUAYAIbHBIM MOJXOAOM M Ha3HAaueHWe COBpe-
MEHHO! XMMHOTEPAIKY SIBJISIIOTCS 3aJI0TOM JIOCTHKEHUS] KIIH-
HUKO-IeMaToJIOrnueckoii peMUCCHY, BO3MOXKHOTO 3aMeJIeHNs]
nporpeccupoBaHust 3a00ieBaHust 1, TaKUM 00pasoM, CHUKe-
HUS1 BEPOSITHOCTH HebOnaronpusitHoro ucxoza [ 10, 14].

B nannoii cratbe npencTaBieH KIMHUYECKUI CIyyail pefi-
Koro 3aboseBaHust ¢ 61aroNpUsITHBIM MCXOZIOM, CPOK HabIto-
JleHus1 32 NaLMEeHTOM — S JIeT.

KJIMHWUYECKOE HABJIIOIEHUE

Maument B., 42 rona, Bniepsble 06paTuics B XabapoBCKuii
dumman GrAY «HMUL «MHTK «Mukpoxupyprus rnasa» um.
akan. C.H. ®enoposa» Munsnpasa Poccun (nanee Xab6apos-
ckuit punman MHTK) B mae 2016 r. [pu nocrynienuu npenb-
SIBJISUT 5Ka7100bI Ha 3y7] KOKM BeK 000MX I71a3, BbIChINIAHMSI B BUZE
ny3blpeil Ha KOXXe BeK, JMCKOMQOPT U YyBCTBO pacnMpaHus
BeK. PopMMpOBaHMe CHHSIKOB Ha KOXKe BeK 1ociie PU3NIeCKUX
Harpy3ok. Co CTOpPOHBI pyriX OPraHoB xajo0 He OblyIo.

V3 aHamMHe3a W3BECTHO, UTO BMEpBble M3MEHEHUs! KOXH
BeK BO3HMKJIM 1 rofi Ha3az Ha GpOHe MOJIHOTO 3]0POBb4, 3a MO-
cnenHue 5 Mec. 00pasoBaHKs YBEJIMUMIIUCh B pa3Mepe M KO-
nnyectBe. OOpaTHIICs B MOJMKIMHUKY MO0 MECTY SKUTEJIbCTBA,
nosny4an amOysaTOpHOe JieueHWe MO MOBOLy XPOHUYECKO-
ro ZemMoznekosHoro Grnedapura, gepMatuTa BeK 000MX T71as.
[IpoBonnmoe neyenne He nasano spdexra. Koncynbtuposan
B JIepMaToJIOrMYeckoM otieneHud. Ha ocHoBaHuM 3kanob
M KJIMHUYECKUX M3MEHEHMil KOXM Obl1 BbICTABJIEH JMAarHo3:
CIIU3UCTO-KOXHBII cuHApoM @Pykca — Lllpexa, Ha3HaueHO
aMOyiaTOpHOe JieueHre, Ha (OHe KOTOPOro MOJIOKUTENbHO-
ro pesysbTarta He Habmonanoch. HanpasieH Ha KOHCYJIbTALMIO
B Xabaposckuit punman MHTK nns peluenus Bornpoca o fajb-
Hejillleli TAKTHKE BeIeHUs MaleHTa.

Annepronornyeckuit aHaMHe3 6e3 ocobeHHocTeil. ComyT-
cTByIOIMe 3abosieBaHus: OpOHXMasbHAsl acTMa B TEUYeHMe
5 ner (mpucTynbl 10 3 pa3 B Mecslll), si3BeHHasi 60TEe3Hb Ke-
JyaKa BHe 000CTPeHHsl, CHIKEHHUE MTIOTHOCTH KOCTHOM Macchl
OTHOCUTEJIbHO BO3pAcTa, HelloCTaToK BUuTaMuHa D. Bropuunoe
MMMYHOZIepULITHOE COCTOSIHWE JIErKOro TeueHHsl Ha (oHe
XPOHUUECKO} peLIMAMBUAPYIOLLEH repreTuieckoil MHQeKLnu.

JlokanbHblit cTaTyC: Ha KOXKe BeK 000MX I71a3 BO BHYTpPEH-
Heil TpeTH OMpenesnsiioTCs OKPYITIble, PasMepoM IO 25 MM,
TUVIOTHO3/IACTHYeCKre o0pa3oBaHusi OOPHOBOro LBeTa, yMme-
peHHoO cMelliaeMble. B npenenax o6pa3oBaHuit MIMeeTCs Cocy-
IMCTasl CeTb, N0 KPasiM BE3UKYJIE3HbIE BBICHINAHMS C KDOBOU3-
JIMSIHUSIMM, TTIOBEPXHOCTb KX [MaZIKasl, C MEJIKOMIACTUHYATbIMU
wesnyieHusiMi. Baanmuoe pacrnionoxkenre o6pa3oBaHuii pas-
HOMEpHOe, CKJIOHHOCTH K CJIMSHUIO HeT, Mexkaly 00pa3oBaHu-
SIMA MMEIOTCSl Y4acTKM JIeNMIMeHTMPOBAHHOM KOXM («I71asa
eHoTa») (puc. 1). Pecuuipl B MydTax, Kpait BeK yTOJILIEH, M-
riepeMMUpOBaH. YMepPEeHHO BbIPaskeHHast MUHbeKLMSI KOHbIOHKTH-
Bbl, BaCKyJIsIpu3aLius 1um6a 1 porosuiibl. Cocyzbl B IPOEKLMH
num0ba NoNHOKPOBHbI. ONTHYECKKE Cpelbl [71a3a Mpo3payHble,
TMaTOJIOrNYEeCKNX U3MEHEHHI Ha I7Ia3HOM JHe He BbISIBJIEHO.

Maumenty Gbun npoBeneHo o6Gcnenosanue. [pu mpose-
IEeHNM aHaNM3a PecHUL] Ha Kilella JeMONEKC OblIO BbISBIIEHO
4 ocobu. [IByxmMepHOe 0pTabMOCKaHUPOBAHKE BEK BbISBUIO
B MPOEKLMK 00pa30BaHMii BEPXHIX BeK 0OOMX 143 MOJKOXKHO
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Puc. 1. ®oto naymeHTa b. ¢ ammnongo3om Koxm Bek 060mx
rnas

Fig. 1. Photo of patient B with amyloidosis affecting the eyelid
skin bilaterally

y4acTKU MOHMKEHHON 3XOTEHHOCTH, KOTOpbIE JIOKAIM30BaHbI
y BHYTPEHHUX YIJIOB I71a3: cripaBa pasmepamu 2,3x0,8 cM, Mak-
CHMMaJIbHO B IyOMHY pacnpocTpansiiotcs Ha 0,8 cM OT oBepx-
HOCTH KOYKH, CO CMELIaHHON YMepPEHHO BbIpasK€HHOM BaCKYJIsi-
pusaumeil B HUX, KPOBOTOK ONpeJessieTcsl NPenMyLleCTBEHHO
apTepu1arnbHblit; ciieBa pasmepamu okoso 1,6x0,8 cm, pacrpo-
cTpaHsieTcs B yOuHy Ha 1,2 M, 4eTKO# CBSI3U C KPYMHbIMH
COCyZlaMH He MMeeT, KPOBOTOK MPENMYILLECTBEHHO BEHO3HbIIA.
JlaHHble rUMosxoreHHble 00pa3oBaHMsl HE PACMPOCTPAHSIIOTCS
BIJIyOb OpOMTBI, JIOKAJIM30BAHBI TOJILKO B MSITKMX TKaHSIX BEK.
[1o pesynbraTam NpoBeneHHOro UCCIeoBaHKsl CLesaHo Crlefy-
[olL[ee 3aKk/oueHre: 00pas3oBaHust KO BeK 000MX 1713 He00-
XoauMo 1 depeHLMpoBaTh C FreMaHTMOMaMH1 BeK U IpyrMMU
04aroBbIMK1 00Pa30BaHUSIMHU.

I[lpr npoBeneHun yAbTPa3BYKOBOrO MCCENOBaHMSI I71a3
YCTaHOBJIEHO, YTO OOOJIOYKM MPUIIEXKAT, OMyXOJleil He BbISIB-
7ieH0. MarHuTHO-pe3oHaHCHas ToMorpadusi FOJIOBHOTO MO3ra
1 OpOUT He BbISBMIA M3MEHEHHIl 04aroBoro M Au¢pQysHoOro
XapakTepa B BelllecTBe MO3ra. [1aTosiornueckux U3MeHeHuit co
CTOPOHBI OPOUT TAK3KE He BbISIBIIEHO.

[pu nabopaTopHOM HCCen0BaHMH B OOLLMX aHAM3aX KPo-
BM, MO4M, OMOXMMHUYECKOM aHanu3e KpOBM NOKa3ateny Obuin
B Ipeziesiax HOpMaJlbHbIX 3HaUeHMIl.

AHanu3bl Ha ayTOMMMYHHbIE 3a0071€BaHMsl, BACKYJIUTbI TaK-
ke ObUTH OTPULIATEIbHBIMH.

Y1bTpa3ByKoBOE MCCIIEOBaHMEe OPraHOB OPIOLLIHON MOJIO-
CTU BbISIBUJIO BbIpa)KeHHble CTPYKTYpPHbIE U3MEHEHHs! B [IeueHN
(rematomeranus).

C y4eToM HaHHbIX 17a00paTOPHBIX MCCIIEN0BAHHIA, KOHCYIIb-
TALMii CMEXHBIX CMELMAINCTOB, KJIMHAYECKON KapTHHbI ObLI
BbICTABJIEH KJIMHWYECKWii JMarHo3: CJIM3HUCTO-KOXKHbIA CHUH-
apom Oykca — Llpexa, XxpoHnueckuii leMoneKko3Hblit 6reda-
POKOHBIOHKTHBUT 0001X I1a3. PekoMeHnoBaHo aMOysaTopHoe
neuenue B Xabaposckom ¢punmane MHTK: nesuHrokcukaum-
OHHasl, MPOTHBOBOCHAIUTENbHAS, MMMYHOMOZAYJIUPYIOLLIASs,
AHTUIMCTaMUHHAs!, pU3MoTepanusi, TOPMOHAJIbHOE JIeueHMUe,
a TaKke pagMOXMPYpruveckoe ynajaeHue HOBOOOpPA30BaHMIA
KOH BeK 000MX IJ1a3 C NOCeyOILMM IMCTONIOTMYECKUM UC-
CllefloBaH1EM.

Ornepauyio BBIMOJHIM MOC/E ABYKPAaTHON 00paboTKM
onepaunonHHoro nong 0,5% COMPTOBBIM pPacTBOPOM  XJIOp-

reKCUAMHA C MHPUIBTPALIMOHHON aHectesueit sol. lidocaini
2% 2,0 mn. 9nekrpopom TB1, TC3 (anmnapar «Cyprutpon»,
ELLMAN International, CLLIA) npoBogunu panuoxupypruue-
CKoe yznaneHue. Jpo3MBHasi MOBEPXHOCTb Oblia oOpaboTaHa
anektponom TF1 B pexxume ¢pynbrypauuu, Tymmposana 10%
pacTBOpOM IepMaHraHara Kanusl.

[lo pesynbratam rMCTONIOrMYECKOrO MCCIEN0BaHUS BbIsB-
JleHa COeZlMHMTesbHAsl BOJIOKHUCTAs TKaHb C COCydaMU Mejl-
KOro iuameTpa, BOCMaJIUTeNIbHble HHQUIBTPAThl U 'MalMHO3.
Ha ocHOBaHMM KIMHKMYECKO# KapTHHbI M THMCTOJIOTMYECKOrO
3aKJIIOUEHHs! BbICTABJIEH 3aKJIIOUYMTEIIbHbII AnarHos: ¢pudpona-
NWIOMa KOXKU BeK 000MX I71a3.

Ha ¢one npoBonumoro neuenus nauueHT oTMevas MoJo-
)KUTEJIbHYIO JIMHAMUKY B BHJE KyNMPOBaHUs OUCKOMOpTa,
4yBCTBA pacnypaHrsi B MPOEKLM BEPXHEro BeKa 1 perpeccu-
poBaHusl 00pa3oBaHmMili KOXM Bek 00oux rnas. [lauyeHT Gbun
BbIMMCAH C BbI3ZIOPOBJIEHHEM.

Cnycts 2 Mec. BHOBb CTajl OTMeuaTb BblLIENEPeunCIieH-
Hbl€ 3Kas100bl, K KOTOPBIM MPUCOEINHUIINCH AHATIOTNYHBIE BbI-
CBINIAHUS1 HA CJIM3UCTON 000JI0UKe PTa, MO MOBOAY Yero Obul
OCMOTpeH CTOMarosioraMu. beuty BbisiBIeHbl MHOXKECTBEHHbIe
BbICBINIAHMSI B MOJIOCTH PTa, HA sI3bIKE B BHIE Y3€JIKOB Kpac-
HOBAaTO-CHHIOLIHOTO LIB€Ta MSIKOM KOHCHUCTEHLMM, BbICTaB-
JleH iuarHo3: nuMdanriuomaros? HasHaueHo mosockaHue pra
OTBapOM POMaIlIKK, XJIOPUCTbIA KajbLWi, aHTUTMCTAMUHHbIE
Tnpernaparbl, CMasblBaHME CJIM3KUCTOM MAacjloOM  ILIMIOBHHKA.
Ha ¢one npoBoanMmoro yieueHus: NmosjokUTENbHOrO 3 dexTa
He OTMEUEeHo.

C yderoM mpoOrpeccHpymoLiero TeueHus: 3aboseBaHusl
C peLMIMBaMU TIPUHSITO pelleHle BHOBb MPOBECTH PALUOXU-
pypruueckoe ynaneHue oOpasoBaHMil KOXM BeK C TMCTOJIO-
rudyeckuMm uccnefopanvem. Ilo pesynbrataM npoBeeHHOro
MCCIIEIOBaHNS NALMEHTY BbICTAaBJIEH AMarHo3: aHrnogpuobpo-
Ma. C yueToM pacxoxzIeHuii B 3aKJIIOUUTENbHOM JUarHo3e -
CTOJIOTMYECKOTO MUCCIIEZIOBAaHMS], TTPOrPECCUPYIOLLETO TeYeHUs!
3a00J1eBaHMs pEKOMEHI0BaH MOBTOPHbII IEPECMOTP FMCTOJIO-
rMYeCKUX penaparos, MOJIy4eHHbIX 0CTIe IepBOii XMpypruue-
CKOIi onepawyy, C NOCAenyoWUM UMMYHOTMCTOXMMUYECKUM
YICCTIel0BAHNEM IS BepuHKALMK JUArHo3a.

[ToBTOpHDII NEpecMOTp r’MCTOIOrMYECKOro MaTep1arna fno-
Kasas ciegytoLlee: SM1AepMUC KOKM YTOJILLEH C SIBJIeHUSIMU
aKaHTO3a M rurnepkeparosa. Cy6anuaepManbHO onpezensercs
CKyZIHasl TIePUBACKYJISIPHAsl IMMQPOrUCTUOLUTAPHAS UHPUIIb-
Tpauusi. [Ipy okpacke Ha KOHrO KpacHblit — MO3WTUBHAs! peak-
uus (puc. 2). CrenaHo 3akyoueHe: aMMIION03 KOKHU.

Ha ocHoBanun BblllleniepeyunCIIeHHbIX JAHHBIX BbICTaBJIEH
KJIMHAYECKMIi IMarHo3: aMUIIONI03 KOXKM BeK 000KX 71a3.

YunTbiBas oTcyTCTBME Ha Tepputopuu Jlanbuero Bocro-
Ka yupexZleHMil, OpMEeHTUPOBAHHbIX Ha JleueHHe MaLUeHTOB
C aMWJIOMZI030M, MauKeHTa b. HampaBunu Ha KOHCYJIbTALMIO
B I. Mocksy, B ®I'AOY BO [lepsbiit MTMY um. .M. Ceueno-
Ba Munaznpasa Poccu, roe emy nocine foo6cnenoBanust Gbut
BbICTABJIEH [JMarHo3: MepBUUHbIf CUCTeMHblit AL-ammnonnos
C BOBJIEYEHHEM B IPOLIECC KOXKM BeK, JIaflOHel, CTOI, CIIM3U-
CTOI 000JIOUKH pTa.

[TaumenT nnurenbHoe Bpemst (okoso 10 mec.) nosyyan KoMm-
OMHMPOBAHHYIO XMIMUOTEPAMHIO B TPEOYEMbIX CYTOUHBIX 033X
(Goprezamun + npenHM30JI0H), Ha pOHe KOTOPOI OTMevanach
HOpManM3aLys B KPOBH NOKa3areneil IUMMYHOTITI00Y/IMHOB, UC-
cleflyeMbIX JJIs1 TUarHOCTHKM W TIPOrHO3a JIeYeHHs] MOHOKJIO-
HaJIbHBIX FaMMarnaTuii, B ToM unciie AL-amunoungosa.

B Hacrosiuii MOMeHT, crycTst 5 JieT nocje NOCTaHOBKK
IMarHo3a 1 Kypca XMMUOTEepanuy, NaLyeHT HAXOOUTCs B CTa-
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KAMHMYecKag NpakTuka

Puc. 2. MncTonornyeckmin npenapar: aMmmnongos Koxu (nosu-
TUBHAsA peakums Npu okpacke KOHro KpacHbIM). x100

Fig. 2. Histological slide of cutaneous amyloidosis — Congo
red stain showing positivity. x100

JWY PEMUCCHUM Ha NMOJJePyKUBaloLLIeli TOPMOHAJIbHOM Tepanuu.
Kaskzbie 3 Mec. OH MPOXOAMT AMArHOCTUYECKOE 00CIeI0BaHME:
aHaJI3 KPOBU ¥ MOUH, KaXKble 6 MeC. — CIMPaJIbHY0 KOMIIbIO-
TepHYI0 ToMOrpaduio BHYTPEHHUX OpPraHOB, KaXIblil rof —
MPT ros0BHOro Mo3ra 1 OpouT.

OBCYXXIOEHUE

JlanHoe kiMHMYECKoe HAOJIOLEHNe CBUIETENbCTBYET
0 CJIOXKHOCTH JMarHOCTHKM aMUJIONZ03a, a TAKXKe O Pa3HOO-
Opasuu 1 HecreLMPpUUHOCTH KIIMHUYECKUX TTPOSIBIIEHHI, YaCTO
MPOTEKAILIMX NMOA MackaMu Jpyrux 3aboneBaHMil U pa3Bu-
BAIOLLIMXCS y3Ke B MO3THME CPOKH C MOPakeHMeM BHYTPEHHUX
opraHoB [1]. OCOOEHHOCTbIO OMMCAHHOTO KJIMHMYECKOTO Ha-
ONIONEHNsT SIBWIOCh OTCYTCTBME SIBHOTO MOPAKeHHsl MOueK
€ HepOTHUUECKMUM CUHIPOMOM U JPYIUX OPraHoB.

OTHOcUTeNbHO ObICTpast AMAarHOCTMKA aMMJIONI03a KOXH
BEK y NauyeHTa b. sBsieTcs pe3ysbraToM ero HaCTOIMYMBOCTU
C LIeJIbIO YCTAHOBJIEHMs! TIPUYKHBI 3a00JIeBaHKS M YCTPAHEH!s]
IvckoM¢opTa, CBSI3aHHOTO C HUM, BO3HMKLLErO B pe3yJsbrare
OTJIOKEHUSI JIENO3UTOB aMUJIOUAA Ha JIULIE.

JlaHHbBIN cry4ail MOATBepskIaeT OTCYTCTBHE MH(pOPMaLUK
y Bpaueii 0 JaHHOM 3a00JIeBaHMHM, a CJIEf0BATEJbHO, OTCYT-
CTBME HACTOPOXXEHHOCTH, HEOOXOAMMOI! JUISl €r0O BbISBIIEHUSI.
JlnarHoctrika 00s13aTeNIbHO [OJKHA MPOBOAMTHCS C MCIMOJb-
30BaHMEM BBICOKOUYBCTBUTEJNIbHBIX METOZOB, B KpaTdaiiline
CPOKM OT TIOSIBJIEHMS] MEPBbIX CHMITOMOB, C 00s13aTeNbHbIM
TNIOATBEPsKIEHNEM JIMarHo3a amMWJIONZ03a IMCTOXMMUYECKUM
aHaJIM30M IpenapaToB C OKPACKOI KOHTO KpPacHbIM [6].

Odranbmornor B HacTosilliee Bpemsi B COCTOSIHUM Pacros-
HaTb paHHME MpOSIBJIEHNs] aMWJIOUA03a NPUAATOYHOrO amma-
para r71as, a Takske ObITb NIEPBbIM, KTO 3alIO{03PUT U BBICTABUT
NpaBWJIbHBII AnarHos [8].

3AKJIIOUEHUE

[lpencraBneH KIMHUUECKUIt CTyyaii TEPBUYHOTO CUCTEM-
Horo AL-amunouposa ¢ BOBJieUEeHMEM B MATOJIOTUUECKUI
MpoLIecC KOXM BeK 000MX I71a3 HAa PAHHMX CTAaIMsIX U MPO-

rpeccupoBaHueM 3a00J1eBaHUs C MOPakeHHEeM KOXH J1azio-
HeiA, CTOM, CJM3KUCTO 000J104KK PTa. AMIUIIONZO03 MPUAATOU-
HOTro armapata rjiasa BCTPEYaeTcsl MCKJIIOUMTENIbHO PEelKo
CpenM OMKMCaHHBIX [0 HACTOSALIEro BpeMeHH (pOpM, NposiB-
7I5eTCsl NepruopOUTaNIbHOM KOKHOI MyPIypoil 1 9KXMMO3aMH
(«rmasa eHoTa»). 3aJ1I0roM JJOCTUKEHNS! KTMHUKO-TeMaToJo-
TMYEeCKOi peMHCCHH, BO3MOXKHOTO 3aMezJIeHusl Mmporpec-
cupoBaHusi 3a0oneBaHusl M, TaKUM 00pa30M, CHHUKEHMs
BEpOSITHOCTH He6JIaronpusiTHOro MCXona SIBJISIOTCS CBOe-
BpeMeHHas JMardHoCTUKa, ONpejesieHHe TaKTUKU JIeUueHHs
C MHIMBHAYaJbHbIM MOAXOJOM M Ha3HaYeHHe COBPEMEHHOM
XuMuoTepanuu. JJaHHOe KIMHuYeckoe HaOJIONeHNe CBUie-
TEJIbCTBYET O CJIOKHOCTU JUArHOCTUKM aMUJIOW103a, a TaK-
Ke 0 pasHo00pa3nn 1 HecreunpUUHOCTH ero KIMHUYECKUX
MPOSIBJIEHUI.
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