Kinnanueckurt pa3oop

PEPFTH o 6, 2015

110

[lanieHTKa 54 AeT ¢ KOJKHBIM 3YAOM
U reMOppPAarnyeCcKou ChIIbIO

A.®. llenrtynuna, T.II. Hekpacosa, B.T. Bamkun

Kaunuxa nponedesmuxu enympennux 6oxe3ned, zacmposnmeporozuu u zenamonozuu um. B.X. Bacurenko
I'BOY BIIO <«Ilepsvii Mockosckuti zocydapcmeennuiii meduuunckui ynusepcumem um. U.M. Ceuenosas

Munsopasa P®, Mockea, Poccuiickas Dedepayust

The case of 54-year-old patient with pruritus and hemorrhagic rash

A.F. Sheptulina, T.P. Nekrasova, V.T. Ivashkin

Vasilenko Clinic of internal diseases propedeutics, gastroenterology and hepatology. State educational
government-financed institution of higher professional education «Sechenov First Moscow state medical university»,
Ministry of Healthcare of the Russian Federation, Moscow, Russian Federation

Kiunnueckoe Ha6JlIO[[eHI/Ie

[Tanmentka T. 54 jeT rocnuTaau3wpoBaHa B OT/e-
Jenue renatonorud KIWHWKK TPOTENEBTUKN BHY-
TpeHHUX O6O0JIe3Hel, TacTPOIHTEPOJIOTHH ¥ TENaTOJIO-
run uM. B.X. Bacuienko c¢ jkajmo6amMu Ha TeHEPaJIH-
30BaHHBIN 3y KOXH, YCHJINBAIOIIMNCS B BedepHee
BpeMsI, TeMOpparnyecKe BBICHITIAHNS Ha KOXKe Mpe-
Meynii u mied, o6y caaboCTb.

Taxum 06pasom, HA OCHOBANHUU KAAOO NAUU-
EeHMKU MOXHO B8bldeums caedyiowue KauHuue-
CKUe CUMNMOMYL KOXKHBIUL 3Yy0, zemoppdzuveckas
coinwy, 0buwas caabocmo. 3yo KOXKU MOKEM GbICMY-
namo 6 Kauecmee 00HOZO U3 NPOSGAEHUU 3A00-
ACBAHUU  KOXU, NEYeHU, IHOOKPUHHOU CUCTEMDL.
I'emoppazuueckue evicuinanus, Kax npasuio, Ciy-
KaAm NPOSAGAEHUEM MPABM, UHDEKUUOHHbIX 3a60-
Ae6AHUL, HAPYUWEHUU 2eMOCMA3d, 6 MOM HYUCe
Koazyaonamuu, mpomMOOUUMONamuu, mpomoouu-
monenuu, mpomoo3d, a maxxe mozym Obimb CUM-

NMOMOM  8ACKYAUMOE U NOBLIUEHHOU JOMKOCTRU
Kanuisapos. Kpome moeo, zemoppazuueckue viCol-
NaHUust MO2Ym NOSABALMbC HA (OoHe mepanuu 20-
xoxopmurxocmepoudanu (I'KC). Beudy omcym-
cmeus Y nauueHmxu 0OnOJHUMEAbHLX CUMNINOMOB
unghexyuonnvix 3adonesanuti (auxopaoku, npusna-
KO8 Nopaxenus Opyzux opezanos u cucmem), dma
epynnvl 00JIe3HEU KAK NPUUUHA 2eMOPPAZUYECKUX
BLICHINAHUL C 8bICOKOU J0Jell 8ePOSIMHOCINU MOXKEM
Ovimy  uckmovena. Taxoil cumnmom, kax obuas
caAabocmo AGALEMCS HECNeUUPUUHBIM U CROCOben
conposoxdamo meuenue 1106020 U3 GbIUEHAZBAH-
HoLX 3a601€6aHUT.

3 aHaMHe3a 3a00/1€BaHUST M3BECTHO, YTO C OKTSI-
6pst 2012 1. cranu 6eclOKOUTb TeHePaJTU30BAHHBIN
3y[l KOXH, HWHTEHCHBHOCTb KOTOPOTO Hapacrajia
B BeuepHHEe vachl, o0mas cjaabocts. BrocienctBun
MAIMeHTKA OTMETUJIA MOSIBJEHHE TeMOPPATHYECKUX
BBICBIIAHUIT Ha KoKe npeamiednii n mwied. C atuMu
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skanmo6amMu  6blIa TOCIHUTAIN3UPOBAHA B TacTPOIH-
TEpOJIOTHYEeCKOe OT/EeJIEHNe 110 MECTY JKHUTENbCTBA.
B anammsax KpoBU 3a(pUKCHUPOBAHO yBeJIHYEHUE
ckopocmu  ocedanus spumpouumos (COI) no
48 MM/4, TOBBIIIEHUE YPOBHEN dcnapazuramuno-
mpancpepasvr (AcAT) o 46 EJl/n (Hopma 10—40),
aranunamunompancehepasor (ATAT) no 64 EN/n
(Hopma  0—-34), y-zaymamurmpancnenmudasol
(TTTII) mo 1041 EI/n (mopma 0-73), wenou-
noii ¢pochamasvr (D) po 1058 E//n (Hopma
70—360). YpoBHEH 06uIEr0 U OPAMOro GuampyOuHa
HAXOAWINCh B IIPeleSaX HOPMAJIbHBIX 3HAYEHUH.
Pe3ysibTaTel TECTOB HA GHMUMUMOXOHOPUATLHBLE
anmumena (AMA), anmumena x 21G0KOU MYCKY-
aamype (ASMA), anmumena x MuKpocomam neue-
nu u nouex (anti-LKM) 6bLId OTpUIIATEJbHBIMIU.
O6Hapyxensl anmunyxieapuvie anmumena (ANA)
B turpe 1:80. Ilo pesysbratam yiempaseyxo6ozo
uccaedosanus (Y3U) opraHoB OpIOMIHOI IT0JOCTH
BbIsiBIeHbl n(dy3Hbie U3MEHEHUS TMEYeHH W TO]I-
KTy TOYHOI KeJIe3sl.

[TarenTre GbLT YCTAHOBJIEH [UATHO3 AyTOUMMYH-
HOTO TenaThTa, Ha3HAUeHa Teparus MPEIHU30JI0HOM
35 Mr/CcyTKHu C TIOCTENIEHHBIM CHUKEHHEM 03Bl 10
10 Mr/cyTKH, pPeKOMEHJOBAH HPUEM YPCOJE30KCUXO-
aeeoti kucaomor (Y IXK) B gose 500 mr/cytku. Ha
(ore mpuMenenust mMpenaparoB B Tedenue 6 MecsIeB
camkennst ypoueii AnAT, ITTII, D mobutbcs
He y[IAaJ0Ch; TEPANUIO MPEIHU30JOHOM ObLIO pellie-
HO TIpekparuThb, Jo3a Y /XK Obuia ysemwmuena o
1500 Mr/cytku. B cBsI3M ¢ OTCYyTCTBHEM JAMHAMUKI
Ja60PaTOPHBIX TOKa3aTeJell U COXpaHEHHEM YKa3aH-
HBIX KJIMHUYECKUX CHMIITOMOB 60JibHAsI Gblja HAIIPaB-
JeHa B oThejeHue remarosioruyn KiamHWKH mporie-
JIEBTUKKU BHYTPEHHUX OGOJI€3HEH, TacTPOIHTEPOJIOTUN
u renatojoruu uM. B.X. Bacunenko ¢ 1nenbio 10mos-
HUTEJHHOTO 06C/IeIOBAHNS W BepH(HUKAIINT ANaTHO3A.

CeMeliHbIll aHaAMHe3 TAIIMEHTKN OTSATOIIEH 10
3a60JIeBaHUSAM CePIeYHO-COCYUCTOl cucreMbl (oTerr
yMep B S0 JieT OT XPOHHWYECKOH CepledHoil Heo-
CTAaTOYHOCTH, MaThb yMepiaa B Boapacte /0 mer or
nHdapKTa MIOKap/a, JABe CecTpbl, 532 n 43 JeT, cTpa-
JAIOT HMIIEMUYECKOH GOJIE3HPIO CEpALA). Kypenne,
ynoTpe6jieHne  aakorons  OOJbHAas — OTPHUIAET.
Anneproiorndeckuii aHaMHe3 He OTSTOIIEH.

[anunvie anammesa ykasviearom Ha Mo, 4mo
KAUHUYECKYIO KAPMUHY Y NAUUEHMKU onpedeis-
em 3abojesanue neveHu, XaAPAKMePUyueecs
npexde 6cezo xojecmasom. Yuumoleas 6o3pacm
U non 6OALHOU, a MaxKe pe3yavbmamo. OUOXU-
MUUECKO20 AHAAU3A KPOBU, caedyem, 6 Nepsyio
ouepedv, nPednosoKumsb O0UdZHO3 NEPEUUHOZO
bunuapnozo yupposa (IIBI[). Tem mne menee,
HE00X00UMO NOMHUMb O MOM, UIMO Pe3yYAbmamol
mecmog ¢ onpedeaenuem mumpa AMA OGoiiu
ompuyamenvnoimu. Ha ocnosanuu nposedenrozo
na dozocnumarviom amane 06CAe008aANUS HEAb3SA
UCKAIOUUMD MAKKE U NEPEUUHBIL CKIEPOIUPYIO-
WU XONAHZUM.

Tenepanuzosannvii 3y0 KoOXKU GbICMYNACT
8 Kauecmee 00HOZO U3 OCHOBHLIX NPOSBIEHUU Nep-
BUUHDIX  XOJIECMAMUYECKUX  3A00NEBAHUL NeYeHU
U e20 cyuecmeosanue 8 paccCMampueaeMoMm cayude
CAYHKUM QONOJAHUMENLHBIM NOOMEepKIeHUueM nped-
noJdazaemulx OuazHo308.

B mo xe épems Hu 015 nepeuuHoz0 GUAUADHOZ0
uupposa, Hu 043 NEepeuuHoz0 CKAEPOIUPYIOU,E20
XoJslanzuma, Kpome Kax Ha cmaduu uupposa neue-
HU, He XAPAKMEepPHO NOSJEHUE 2eMOPPAZUYECKOU
cotnu. Y Habaooaswelics nauuenmxu Hem npu-
3HAKO08 Npozpeccuposanus 3a60.ie6anus neweHu 00
cmaduu yupposa, a caedo8amesvHo, HeobX00UMO
UCKIIOUATND UHbLe NPUUUNDL BOZHUKHOBEHUS 2eMOD-
pazudeckoi coinu. /Ins amozo mpebyemcs oueHumy
xapaxmep, J10KAAUIAUUIO U PACHPOCMPAHEHHOCTD
BLICHINAHUI, a4 MAKKE HAAUYUE NOPAXEHUS OpYeux
0peanos u cucme.

B coomeemcmeuu ¢ OanHbiMu aHamMHe3d HA
npedsapumenvrom Imane OvLl YcMAnoeaeH QUAzHO3
aymoummynnozo zenamuma. OOssicHeHUeM MAK0O20
nodxoda K ummepnpemayuu uMesuwelics KJaunuue-
CKOU Kapmumwvl, NO-6UOUMOMY, S6asiemcsi paxm
suvisisnenusi ANA 6 mumpe 1:80. Odnaxo dpyeux
MUNUUHBLY AAOOPATNOPHBIX KPUmMepues, noomeepx-
Januux YKasaunvii Ouazno3, 6ouls6umy He yoaem-
ca. Ilo duaznocmuueckot wkane, pa3pabomannor
MEKOYHAPOOHOU pabouel zpynnot no u3yueHuio
aymoummynnozo zenamuma (IAIGH), xoauue-
cmeo 6annog y 6oavnot cocmasuso 8 (ne yumenot
JdanHvle 2UCMOJI02UYECKOZ0 UCCACD08AHUS NeUe-
HUL, NOCKObKY Ouoncus me nposoduiacwy). Taxas
cymma 6ann0e He MN0360AAEM  2080PUMb  OdiKe
0 NPeOnONOKUMENLHOM OUdZHO3E AYMOUMMYHHOZO
zenamuma. bBoaee moezo, mepanus npednu3o.o-
HOM, KOmopdsi, Kaxk npasuio, 6blcoKodghghexmuena
npu 3mom 3aboresanuul, y OAHHOU NAUUEHMKU He
CONPOBOKOANACH NOJIOKUMEALHOU OUHAMUKOU €O
cmoponsl noxkazamesaed kposu. Iloamomy duaznos
aymoumMmynnozo zenamuma y O001bHOU caedyem
cuumamo Mai08epPOSmHvLM.

OO6beKTUBHO TIPU MOCTYILIEHUU: COCTOSIHUE OTHO-
CHUTEJIbHO Y/IOBJETBOpUTEIbHOE. TeMieparypa Tena
36,4°C. Pocr 162 cMm, Macca rtema 61 Kr, HHIEKC
Maccol Tea 23,3 kr/M2. KoskHblil TTOKPOB 0OBIYHOMN
OKpAaCKH, BUNMbBbIE CJIU3UCTbIE OJIeHO-PO30BOTO
nsera. Ha koske Hapy»XHOH M BHyTpeHHeil moBepX-
HOCTH TIPe/IUIEYNii, TJied — MITHA Pa3MepoM OT 2 JI0
S MM, (puoJIeTOBOTO 11BeTa, MEeCTaMu CJUBAIONTUECS,
HEe BO3BBIMIAIONINECST HAJ TOBEPXHOCTBIO KOXKHU, HE
ucyesalon[e INpH HAJAABIUBAHUM, HE COIPOBOXKIA-
forecst 3yaom (puc. 1). Tlepudepnyeckux OTEKOB
uer. Ilepudepuueckue sumdarndeckue y3Jbl He yBe-
jndenbl. [Ipn aycKy/abraliii — B JIETKUX [bIXaHIE
BE3UKYJISIPHOE, XPUIIBI HE BBICAYIIHUBAIOTCS. TOHBI
cep/illa PUTMHUYHBIE, 4ACTMOMA CePOeUHbIX COKPaUe-
nui (UCC) 76 B munyry. Apmepuanvioe dasienue
(A1) 130 u 85 MM pr. ct. IleueHb BBICTYMAET U3-TIO/
Kpasi peGepHONl JyrW 1O TIPaBOil CpPeAMHHO-KJIO-
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Puc. 1. I'emopparuyeckue nsTHa Ha BHyTpeHHell
MIOBEPXHOCTH MPE/IIIeYbst

YUYHON JUHUU HAa 3 CM, Kpall IJIOTHBIH, 320CTPEH;
MOBEPXHOCTh TIJIajiKasi; majbiaius 6e360Jie3HeHHa.
[Ipn mepkyccum cenesenku: maanHHUK — 11 cMm;
MOTIEPEYHNK — 3 CM.

[annvie 00seKmueHozo ocmompa ceudemenv-
CMBYIOM 0 HAIUMUU Y NAYUEHMKU 2eNAMOME2ATUU.
Pasmepul cenesenku He yseauuenul.

Bosepawasce Kk 06cyx0enuio 3muoiozuu 2emop-
pazuueckol coinu, HA OAHHOM 3IMmane u3 Kpyzd
npuduUn ee passumus MOXHO UCKAIOUUMb mepa-
nuo  2aKoKopmukocmepoudamu. Imo  00sACHS-
emcsl, 60-NEPBHIX, NPUMEHEHUEM C UETbIO JleUeHus
AYMOUMMYHHOZO 2eNAMUMA NEKAPCMEEHHBIX (POPM
ons npuema enympo (zemoppazuueckas coind 603-
HUKaem, KAx npasuio, Hd (one mepanuu iexap-
CMBEHHBIMU  (POPMAMU  27IHOKOKOPIMUKOCTNEPOUDOE,
nPeOHaAsHaAueHHLIMU 0N HAPYKHO20 NPUMEHEHUS),
a, 60-emopulx, omcymemeuem cunopoma Kywunza
Y 00ILHOU, NOCKOALKY 26 MOPPAZULECKASL COING G-
emcsi 00HuUM u3 e20 nposisaenull. I'emoppazuuecxyio
ColNb, YUuUmMvleas ee Xapaxkmep u pacnpocmpanen-
HOCMb, 68 OAHHOM CAYYAe HENb3sl CUUMAMG MAKKe
nocaedcmeuemn mpaemvl. Kpome mozo, axm, umo
CHINb SABASAEMCS <HENATLNUPYEMOU >, HE NO3BOLAEM
paccmampusamy 6 Kauecmee Npuuun ee 603HUKHO-
eenust u eackyaumol. Takum o6pasom, noseieHuI0
2eMOpPaAzUMecKol CoinU Y NAYUEHMKU MO2JAU CNO-
c06CMBOBAMb HAPYWEHUS 2eMOCMA3d, MPOMOO3bL
MENKUX COCYD06, NOGLIUEHHAS JOMKOCMb KANUILLS-
pos8, a maxxe ampohus nepusacKyisIPHol coedu-
HUMENbHOU MKAHU, PA3GUBAIOWASACS 6 OM UUCTe
nPU MaAK HA3bIEAEMOU <CMAPYUECKOU > UAU ampoghu-
ueckou nypnype.

B kJauHWYECKOM aHa/M3e KPOBH OTMEYAIOCH YBe-
anaerane COD mo 50 MM/4, ocTaJbHBIE ITOKA3aTEIN
HAXOAWJUCh B TpejejaX HOPMAJIbHBIX 3HAYEHUN
(tpoM6ouutbr — 295,3x10%/1). OrtkjaoHeHus OT
HOPMBI B OOCIIEM aHajau3e MOYH, OOIEM aHaIu3e
KaJla He BbISABJIEHbI. B OHOXHMHUYECKOM aHa/n3e
KpoBU 3a(pUKCUPOBAHO TOBbIEHNE ypoBHEH ACAT
no 60 EI/n (mopma 10—40), AnAT mo 62 EJl/n
(mopma 5—49), D g0 920 EJ/ 1 (Hopma 70—360),
ITTII mo 1012 EJ/n (mopma 0—73), mpsaMoro 6uim-
py6una mo 7,2 mxmomns/n (mopma 0—5). YposeHb
o01ero 6maMpyOMHA HAXOJWJICS B Ipenesax HOp-

MaJbHBIX BenuuH — 19 Mmosb/n (Hopma 3—21).
Ilo pawabIM asekTpodope3a GETKOB CHIBOPOTKH
KPOBH cojiep:KaHue (pakiuii anb6yMuHa U TI06Y-
JINHOB He TIPEBBIIIAJI0 BepXHeil TI'DAHUIBI HOPMBI.
IIpu wuncciemoBaHuM ypoBHEH WMMYHOTJIOGYJIHHOB
3a(PUKCHPOBAHO TIOBBIMIEHNE KOHIIEHTPAINN UMMY-
noznobyaunos xaaccoe M u G (IgM un I1gG) mo
6,24 rv/n (mopma 0,4—2,3) u 21,38 r/n (mopma
7—16) COOTBETCTBEHHO. Pe3ysbTaThl TECTOB € Ompe-
nenenuneM cogep:kanus AMA, ASMA u ANA 6buin
OTPHIIATEJHBIMHA.

[Tokasareyn KOaryJorpaMMbl, TaKue Kak Mexoy-
Hapoonoe Hopmaausoeannoe omuowenue (MHO),
AKTUBUPOBAHHOE YACTHYHOE TPOMOOILIACTHHOBOE
BpeMs, TPOTPOMOMHOBBIN MHJIEKC ObLIM HE U3MeHe-
Hbl. OTMeYasoch MOBbIIIEHNE yPOBHS (UOPUHOTEHA
po 6,02 r/n (mopma 2—4). WccaemoBana uHIY-
IUPOBaHHAS KOJIAareHOM u ajeHosnHzandocdarom
arperamnysi TPOMOOIMTOB: BeJTHYMHBI COCTABJISIN
72% (nopma 35—92,5%) u 68% (nopma 46,4—93,1%)
cooTBeTcTBeHHO. Ilokaszartesm TpoM6oOaTacTorpaMm-
Mbl — Bpemsi peaknun (R), BpeMst o6pasoBaHus
cryctka (K) u MaxkcumanbHast ammimnryga (MA)
HaXO/WJINCh B MpejiesaX HOPMATbHBIX 3HAYEHHH.

Pesyrvmamor  1abopamopuuix  mecmog noo-
meepkOaom HaiuMue Y NAYUEHMKU 3a00.1e8d-
HUSL NeueHu, npuuem 3mo 3a00jesanue xapaxkme-
puzyemcsi 6 OCHOBHOM NPUSHAKAMU XOJECMA3d
u 6 menvuwiell cmenenu zenamuma. Ilpu noemopron
UCCe008aAHUU AYMOAHTUME]L Pe3YIbMaAmvl Mecmad
¢ onpedenenuenm AMA 6voiiu ompuyamesbHoIMU,
mem He MeHee 3ApuKcuposano noeviueHue Yposs
IgM 6 2,7 pasa no cpasnenuio ¢ 6epxuei panuyets
HOpMbL — NpusHax, xapakmepHvli ois IBI].

Kpome mozo, coenacuo ummyHnoa02uueckuM
mecman, y OOALHOU OOHAPYKEHO U NOBLIUEHUE
yposus 1gG 6 1,3 pasza no cpasmnenuio ¢ eepxmeu
epanuye Hopmul. B mo xe epemsa npu nosmopHoM
uccnedosanuu ANA smu anwmumena 6vis6ieHbL He
ObLIU, NOIMOMY KOIUUECNBO OANI08 N0 WKALe
Juaznocmuku  aymouMMynnozo zenamumd, pas-
pabomannoi ITAIGH, y nayuenwmxu pagusiocv 7
(ne yumenwvl danmnvie 2ucmon0zuueck020 UCCIe006a-
Hus newenu).

Couemanue y 6orvnoti IIBL[ u aymoummynmozo
zenamuma (max nasvieaemviti overlap-cundpom)
maxxe caedyem CUUMATL  MALOBEPOSIMHLLM,
NOCKOALKY U3 MPex G03MOXHLIX KpUumepues aymo-
UMMYHHOZO 2enamuma 6 pamxax overlap-cunopoma
68 KOHKPEeMmHOU CUmydayuu He yYyodaemcst 6olsi6ums Hu
00H020.

Taxum obpasom, na oawmmnom mane OuUazHOCU-
4ecKk0z0 NOUCKA HU O00HO U3 NEPEUUCTEHHBIX 3a00-
NE6AHULL NEeUeHU NOJHOCMBIO HE COOMEEeMCmayem
BOISAGACHHBIM Y NAUYUESHMKU KIUHUKO-LAOOPAMOPHBIM
uamenenuaMm. C yeavio ymouHeHus npudtHvl Nopaxe-
HUSL Neuenu NOKA3aHo npogedenue OUONCUU neueHu.

B coomeemcmeuu ¢ noxazamensmu KiuHuue-
CK020 aHAIU3A KPOBU, KOAZYL0ZPAMMbBL, MPOMOO-
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anacmozpammol Yy OGOALHOU OMCYMCMBYIOM NPU-
3HAKU MPOMOOUUMONEHUU U MPOMOOUUMONAMuUL,
HaApyuweHutl KoazyasuyuoHH0z0 2eMOCMA3d, NOIMOMY
makue cocmosnus mozym Oblmb UCKTIOUEHbl U3
ZPYNNBLL NPUYUH BOSHUKHOBEHUS 2eMOPPAZUYECKOU
cornu. Caedosamenvro, ee noseienue y npeo-
cmasiennol 60bHOt MoxKem Obimb 00YCA06.1eHO
AUOO NOBLIUEHHOU JIOMKOCIDBIO KANULLAPOS, KAK
npu amunoudode, uuHze uAU cundpome aepca—
Janno, aubo evizeano ampogueti nepusackyisip-
HOU COCOUNUMENDHOU MKAHU UAU AMPOPuUuecKol
nypnypou. Y nayuenwmxu omcymcmeyom npudnda-
KU, xapaxmepuole 045 YuHzlU, 8 YACIMHOCIU KPOBO-
mouusocmv decen, svinadenue 3y6os, apmpaneui,
a maxxe nposgaenus curnopoma Iaepca—/lano,
4mo cmasum nod GONPOC GKAAD IMUX 3aboresa-
Hutl 6 opmuposanue y GOAbHOU 2eMOPPAZUYECKOU
cotnu. Taxum 06pasom, 603MOKHLIMU NPUUUHAMU
ee noseaeHus caedyem Cuumamv MNOGHIUCHHYIO
JAOMKOCI KANUAASPOS8, BbI3GAHHYIO AMUIOUOO30M,
uau ampoguueckyro nypnypy.

Taxxe nenvss ne yuecmo yeeauyenue COD do
50 mm/u u nosviwenue yposus puopunozena 0o
6,03 2/1, evicmynalowux 6 Kauecmee OONOJHU-
MEeJIbHbIX NPUSHAKOE 80CNAAUMENbHO20 NPOUeccd.

Hauubie saexmpoxapouozpapuu (IKIT): purm
cunaycosbiii ¢ UCC 76 B MUHYTY, TOJYTOPU30HTAJID-
Hasl 9JEeKTpUYecKas Mmo3uiiust cepana 1mo Buibcomy.
Beimosnena sxokapouozpagus (IxoKT) — xamepsr
cep/illa He PACIIUPEHBI, CHCTOIMYECKAass U [UACTO-
Judeckasi (PYHKIUU JIEBOTO JKeJIyJ0uKa He Hapyiie-
HBbI, He OOHApy:KeHbI 30HBI runoknHesa. [Ipu Y3U
OpPraHOB GPIONIHOI ITOJIOCTH BBITIOJTHEHA TeIaro-
Merasnusi. Pa3Mepbl cese3eHKH, MaMeTp BOPOTHOI
U CeJIe3eHOYHOI BeH B TIpesieiaX HOpMbl. V3MeHeHus
CO CTODPOHBI TIO/KENTyIOYHOH JKese3bl, IIOYeK He
3apeructpupoBanbl. COrJIacHO pesyJbTataM 330-
(baroracTpomyo/IeHOCKOINH, BBISBJIEH KaTapaJbHbIN
pedaiokc-szodarur. IlpoBeneHa peHTreHOTpadus
OPTraHOB TPY/IHOHN KJETKH, HPH KOTOPOH B JIETKUX
O4aroBble 1 HH(bHHpraTHBHbIe U3MEeHEeHUsI He Hail-
JleHbl. JIerouyHbIil PUCYHOK COOTBETCTBOBAJ BO3PACTY;
KODHU He PaclIupeHbl, CTPYKTYpHBI. JKuIKOCTD
B IUIEBPAJIBHBIX MOJOCTAX He OOGHApy KeHa.

Pesynvmamor uncmpymenmanrvHulx Ucc1e006d-
HUU CBUOeMeNbCMBYIOM 0 HAAUYUU Y NAYUESHN-
Ku e2enamomezaniuu. Ilamonozuueckue uamenenus
CO CMOPOHbL OpYzux 0pzanos OPIOUWHOU NOJOCMU
U 3a6PIOWUHNH0Z0 NPOCIMPAHCMEd, 4 MAKKE CO
CMOPOHBL  cepOedHO-cocyoucmor U OblXamesbHOl
cucmem me 3apezucmpuposanvi. Taxum obpazom,
UHCMPYMEHMATbHblE MemOoOdbl  UCCe008aAHUsL  He
npedocmasasiom HUKaKux O0ONOJHUMENbHBIX C6e-
denuil o npupode 3a00se6aAHUsL NeUeHU U NPU-
uunax zemoppazuveckol cvinu. C yeavio ymoume-
HUs Xapaxmepa MNOPAXeHust Neuenu BuinoIHeHd
buoncusi.

Ilo paHHBIM THCTOJIOTMYECKOTO HCCJIEL0BAHUS
OGUOTICMIHOrO Marepuasa, CTPOEHHE IeYeHUu Hapy-

Puc. 2. Ornoxenust aMmuion/ia B IOPTAJIbHBIX TPAKTaX
(¢ arpodueii ux cTpyKTyp), B NEPBOH U BTOPOI 30HAX
alMHyca ¢ BbITECHEHHEM renatonuToB (YKasaHo CTpes-
KaM# ), OKpacKa reMaTOKCUJIMHOM W 303wHOM, X100

MIEHO M3-32 OTJOXKEHHH aMUJION/a B TOPTAJIbHbLIX
tpaktax (¢ arpodmell wx CTPyKTYp), B TNEpBOIii
U BTOPOU 30HAX alMHyCa C BbHITECHEHUEM TelaTolu-
toB (puc. 2). Orono 50% TKaHu GUoNTaTa 3aMeIeHO
FOMOTEHHBIMU 203MHO(MUIBHBIMU KOHIO-IO3UTUBHbI-
Mu Maccamu. OcTajbHble TemaTOIUThl OOBIYHOTO
Buga. Bo Bropoil 30He ammHyca Macchl aMUIOHIA
pacrioylaraiotcsi B CT€HKAaX CHHYCOUJOB, Tenaro-
IUTBI  aTPOPUYHBI € TPU3HAKAMHU THUAPOIINYECKOI
mqucrpodun (puc. 3). B 1uToniasMe renatoruToB
TPEeThbell 30HBI aI[THyca 3eJeHOBATO-KOPUYHEBBIE I'Pa-
HyJIBI, TO-BHAMMOMY, Ominpy6uHa. Crabast odaro-
Basg JuMONIHO-MaKkpodarajbHas WHQPUIbTpAIsI
C IPUMECHIO €IMHUYHBIX 303uHOpuUI0B. Ha ocHO-
BAHWU ONMCAHHBIX W3MeHeHuil MopdosaoroM OGbLIO
CAETAHO 3aKJI0OUeHNe O HAMNYNKW B OHONTaTe Kap-
THHBI AMUJIOUI032a IeYeHU. DBBIMOJHEeHO TUIMPOBA-
HUe aMWIOWJA MOCPEACTBOM TPOOBI C IIETOYHBIM
ryanuauHoM. OGHAPYKEHO COXpaHeHHe OKPACKH

@t
Puc. 3. Arpodus renarountos (yKazaHO 4epHbIMI
CTpeJIKaMI/I;. OTJI0’KeHNST aMUJION/IA B HOPTATbHBIX
TpakTax ¢ arpodueil ux crpykryp (ykasano GesnbiMu
CTPEJIKAMHI), OKPACKa TEMATOKCUIMHOM U 303UHOM,
x400
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KOHTO-POT 4Yepe3 2 Yaca, COOTBETCTBEHHO peub HJET
06 AL-amuioungose.

Hmax, pesyrvmamoi zucmosiozuueckozo uccie-
dosanusi neuwenu CeUOCMENIbCMBYIOM O HAJAUYUU
y G6oavnou AL (amyloid light chain)-amuroudosa
C nopa;ewuem nNeueHu, 6vi36AHH020 NOSAGJEHUCM
8 NAdA3Me U HAKONAECHUEM 6 MKAHAX AHOMATLHLLY
JACZKUX Uenetl UMMYHOZA00YAUHOS, CUHMEIUPYEMbLL
KJAOHOM naazmamuueckux xaemox. Taxou duaznos
n0360a5eMm 00BACHUMb U GO3HUKHOGEHUE Y NAUU-
EHMKU  2eMOPPAZUMECKOl  CINU KAK CAe0Cmeus
NOGLIUEHHOU JIOMKOCMU KANUILAPOS KOKU U3-34
OMIIOXKEHUS AMUIOUOA 6 CMEHKe COCYDO8.

Baxno noduepxnymov, umo npu 31eKmpogho-
peze 0eaK08 CblGOPOMKU KPOBU COOMHOWEHUE
Pppaxyuil 2100yaUHO8 ObLIO HE UIMEHEHO U NPU-
3HAKU NAON02UUECKOU CEeKpeuuu Omcymcmaeosa-
au. Tem ne menee, ompuuamenvuvie pe3yavbmamol
anexmpoghopesa 6enKo8 CvolGOPOMKU He UCKAI0-
uaom cexpeyulo napanpomeunos u 6 Kauecmee
YMouHsIOUC20 MEMO0d UCCAeD08AHUS NOKA3AHO
npogedenue UMMYHOILEKMPOGdope3a CuleoPOMKU
Kposu U MOUU.

AL-amunoudos — amo 3aboresanue, Komopoe
MOKem npomexamv 6 08yx opmax — cucmemuoul,
xapaxmepusyoueics nopaxeHuem HeckKoAbKUX
0p2ano6, U JOKAIUI0BAHHOU, KOMOPYIO OMAUYAEM
HaxonaeHue amMuiouda ¢ npedenax 00H020 OpPzand.
[nsi onpedenenuss NPOMSIKEHHOCIU NOPAKEHUS
navuenmxe noKa3ano nposedenue pada 1abopamop-
HOLY U UHCIPYMEHMATLHBIX UCCIe008AHUL, N0360-
ASIOUUX OUEHUMDb DYHKYUIO mex UAU UHLIX Oped-
Hose. B coomeemcmeuu ¢ Pyxosodcmeom no duazio-
cmuke u gedenuio nayuenmog ¢ AL-amunroudozom
[1] x maxum memodam omuocsm: onpedejienue
npoOMeUnypul, YpoeHs KpPeamunHuna u KAUPeH-
ca xpeamunumna, npogedenue IKI u OxoKI,
uccaedoganue Yposus npeoulecmeenHuKa Mo3z0680-
20 nampuiiypemuuecxozo nenmuda (NT-proBNP),
PEHMZEH0NI02UYECKOE UCCACO08ANHUE OP2AHO8 2PYO0-
Hou Kaemxu, snexmponetipomuozpagpuro (OHMT ).

Kpome mozo, nayuenmxe noxasamno e6wvinoamne-
HUue cmepHaIbHOl NYHKYUU C OUEHKOU KJEeMOUH020
€OCMasa Kocmmozo mo3ed. Imom memood no3eoum
OOHAPYKUMD  KJAOH CEKPeMUPYIOUUX NAAIMAMU-
YeCKUX KJAEMOK U onpedeiumv, s6AIemcs AU
AL-amunoudos y npedcmasienio 60IbHOU caMO-
CMOSAMEIHBIM  3A00NC6AHUEM UAU OH ACCOUUUPO-
8aH C MHOXKXECMBEHHOU MUEIOMOU.

[Ipu anekrpodopernyeckoM uccienoBanum 6e-
KOB CBIBOPOTKU KPOBH IATOJIOTHYECKHE TPAJAUEHTHI
He BbissBIeHbl. OIHAKO 10 JaHHBIM UMMYHO(DUK-
Callii BBICOKOW CTEINEHU pa3pelieHusi 0OHapysKeHa
crenoBas cekpenua Kamma (k)-meneit 1gG.

ITo pesysbrataM wucCIeIOBaHUST KOCTHOTO MO3Ta
OyHKTAT He O60TaT KJIETKaMH, 3SPUTPONO033 HOPMO-
6aactuueckuii, cyxen g0 12%. Jumdormros 24,1%,
MeTaKapuoIuTel Haiiernpl. KommdecTBo mra3maTude-
CKUX KJIeTOK — 8%.

Yro kacaercst JaGOpaTOPHBIX M WHCTPYMEHTAb-
HBIX METO/IOB WCCJIEOBAHUS, HAIPABJIEHHbIX Ha
oTIpejiesieHNe TIPOTSKEHHOCTH TIOPasKeHUs], TIallu-
€HTKe B paMKaX OO0CJeJ0OBaHUs B OT/HeJE€HUN ObLIH
BBITIOJTHEHBI OOIIMI aHAIU3 MOYN U GUOXUMHUYECKUI
AHAJM3 KPOBU, KOTOPBIE CBUIETENTBCTBYIOT 06 OTCYT-
CTBUM TPOTEMHYPUHU, HOPMATBHOM YDOBHE KpeaTu-
nmHa — 0,81 (mopma 0,3—1,0) w HeHapyuIeHHOM
KJIupeHce Kpearnuuna — 71 mui/mMun 1o dopmyste
Cockeroft—Gault (mopma 64—116). [lanubie IKT
n IxoKI ykaspBaloT Ha OTCyTCTBHE IIPU3HAKOB
runepTpodun MIOKAP/IA JIEBOTO JKeJyJ0UYKA U COXPa-
HEHHOHN JMACTOJNYECKOH (DYHKIIUU JIEBOTO JKeTy104-
Ka; ammuutyjaa 3y6moB kommiekca QRS wa IOKT
Takke He wusMeHeHa. YpoBenb NT-proBNP 6b11
pased 115,6 ur/n (gopma 0—125; AMArHOCTUYECKH
3HAYUMbIM SIBJISIETCS €ro MOBbleHune >332 Hr/Mij).
[Ipy pPEHTreHOJIOTHYECKOM HCCJIE/I0OBAHUN OPTaHOB
IPYJHON KJETKH OYaroBbie W WHOUIbTPATHBHbBIE
U3MEHEHUS BbISIBIEHBI HE ObLIN.

Y 060sbHOII, TpeACTaBJIEHHON B KJIMHHUYECKOM
HaOMOJIeHnd, He GbLIO CUMIITOMOB TepudepuiecKoit
Heliporratuu, n pe3yabTatel JHMI coorBercTBOBAM
HOPMAJbHON TPOBOJUMOCTA MO MOTOPHBIM U CEH-
COPHBIM BOJIOKHAM, a TaKyXe HOPMAaJbHOW aMILIN-
Ty/le MOTOPHBIX M CEHCOPHBIX OTBETOB CPEIMHHOTO
u MaJIoGEPIIOBOIO HEPBOB CIIpaBa, 60JibIeGEPIIOBOrO
¥ UKPOHOKHOTO HEPBOB CJIEBA.

Ipu npumenenuu ummynopurcauuu 6vico-
Kou cmenenu paspeuenus OvLid 0OHAPYKEHA
c1e006dsi MOHOKJIOHAAbHASL CeKpeuus K-ueneu
IgG, umo ceudemenvcmseyem 6 noav3y OUAZHO3A
AL-amunoudosa.

Konuuecmeo naasmamuueckux KJaemox npu
Uccaed08anUU NYHKMAMA KOCMHo20 M032d COCMABU-
210 8%, 4mo no3eosiem UCKII0UUMNb MHOKECNEEH-
nyro  mueaomy (Ouaznocmuueckui Kpumepui —
KOAUueCmeo naazmamuueckux xaemox =10%)
u noomeepdumo, umo AL-amunoudoz 6 odannom
cayuae svlcmynaem 6 Kauecmee CamMocmosmenvHo-
20 3a00e6anusl U MOXem Oblmb OXAPAKMEPUI0BAH
Kax nepeuunviii AL-amunoudos.

Credyowuil waz 6 006c1e006anuu NAUUSHM-
KU —  UMMYHOZUCMOXUMUYCCKUL aAHAAU3 OUON-
CUUHOZ0 MAMEPUANA C UeAbH) NOOMEEPKICHUS.
mMozo haxma, 4mo omAOKeHUs. AMUIOUIA 8 NeYeHU
obpasosanv. umenno k-uenamu IgG, cexpeuus
KOMOPuIX OblAA GLIAGACHA NPU UMMYHODUKCAUUU
CHIBOPOMKU.

[To maHHBIM WMMYHOTUCTOXUMHYECKOTO THIIU-
poBaHUsA ¢ aHTHTEesJaMH K k- U A-ensam IgG, moJio-
JKUTENbHAs OKpacka Ha k-menu IgG 6blma oTMeueHa
B TOPTalbHBIX TpakTax (0YaroBo), B MepBOI 30HE
anmryca (ouaroBo), a Takxke B Kammyspax (aHI0-
TeJImit).

Taxum 00pasom, pe3yivmamol UMMYHOZUCTIO-
XUMUYECKO20  UCCeD08AHUSL  NOOMBEPHKIAIOM,
4Mo OMAOKEHUS AMUIOUOA 8 neueHu 00PA3068aHbl
k-uenamu IgG, a caedogamenvio, 06ycL081eHbL
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cexpeuuel. napanpomeund, OOHAPYKEeHHOZO0 Npu
UMMYHODUKCAUUU CHIEOPOMKIL.

Wrak, Ha OCHOBAaHUM KJINHUKO-aHAMHECTHYECKUX
JAHHBIX W PE3yJbTaTOB JaGoPaTOPHO-MHCTPYMEH-
TAJIbHBIX TECTOB ObLI YCTAHOBJIEH KJAUHUUECKUT
duaeno3: OCHOBHOe 3a00JieBaHUWE — TIEPBUYHBII
AL-aMuionio3 ¢ mMOpaKeHWEM TI€YeHH U KOXKU;
COMyTCTBYIOINE 3a00JIeBaHUsT — racTpoa3odareansb-
Hasg pedokcHas GOJe3Hb: KaTapadbHBIN pedJIioKc-
330¢arur.

Mopdonoeuueckuit duaznos:. AL-amuiongos
HeYeHn.

[TarenTke ObLTa PEKOMEHOBAHA XUMUOTEPAIIHS
0 OHOW U3 AByX cxeM: 1) MendanaH B coueTaHun
¢ JeKcaMeTasoHoM wian 2) Mendanad B KOMOHHAIMN
C JeKcaMeTa3oHoM 1 6opTe30MUGOM B YCIOBHUSX CIIe-
QN3N POBAHHOTO TeMATOJIOTHYECKOTO OT/IeJIEHHUS .

O6cysxaenue

AL (amyloid light chain)-amunongos — 3a6o-
JieBaHWE, KOTOPOE XapaKTepuU3yeTcs HAKOIICHUEM
B TKAHSIX JIETKUX IleTieli MMMYHOTJIO0YJIMHOB, CeKpe-
TUPYEMBbIX KJOHOM IJIa3MaTUYeCKUX KJIeTok [2].
AL-amuion103 MOXeT TMpoTeKaTb B JBYX ¢op-
MaxX — CHCTeMHOH, XapaxkTepuaylolieiica mopaxe-
HUEM HECKOJbKMX OpraHoB, M JIOKAJU30BAHHOM,
IIPU KOTOPOH OTJIOXKEHUS aMHUJION/a PacIlloaraloTcs
B Ipefiejax OJHOro oprana. Passutuio 3a6ose-
BaHUS TPE/IIECTBYET MOSIBJIEHNE KJOHA CEKpPeTU-
PyIOIINX TapanmpoTenH TJIa3MaTHYECKNX KJETOK.
B 3aBucuMocTH OT pacmpoCTpPaHEHHOCTH IPOIEC-
ca KJOH MOXKET pacrojararbcsi Ju6o B KOCTHOM
Mo3re, Ju60 B TIOPa’)keHHOM opraHe. PasMepbl ero
npu AL-amunouosze HeGOJbINNE M, KaK MPaBUJIO,
KOJIMYECTBO TLIAa3MaTHYEeCKNX KJIETOK B KOCTHOM
Mosre He mpesbimaer 7—8% [3]. B Takom ciy-
yae AlL-amuionso3 TPUHATO HA3BIBATh MEPBUY-

upiM. Kpome Toro, AL-amuiongo3 pasBuBaercs
y 10—15% maiueHToB ¢ MHOKECTBEHHON MHUETOMON
u MakporaobyanHeMmueil BanbaeHncrpeMa, U B 3TOM
cJydae ero Ha3bIBAIOT BTOPUYHBIM [1].

CormacHO pe3yJibTaTaM WCCIe0BAHUS ITyHKTATa
KOCTHOTO MO3Ta TPY/AWHBI, KOJUYECTBO TIa3Marnmye-
CKHUX KJIETOK B KOCTHOM MO3Te y GOJIbHOI PaBHSIOCH
8%, UYTO HE COOTBETCTBYET AUATHOCTUYECKUM KpPHUTe-
pUSIM MHeJOMHOI 60JIe3HU U MOJITBEPIK/IAET TEePBUY-
HBIW Xapaktep Al-ammnaonmosa B TpeaCcTaBIEHHOM
KJIMHIYECKOM HaOJII0IeHUN.

Yacrora AlL-amumiongosa B cTpaHax J3amaHON
EBpomnbl cocrasisier B cpenneM 9 caydaes Ha 1 Mu-
JIMOH HacejieHUs1 B Toj, urto B 5—10 pa3 Menbiie
YaCTOTbl MHOXXECTBEHHOW MuesoMbl. B To ke BpeMms
AL-amuniony1os sBisiercss HauboJiee PacCIPOCTPAHEH-
HBIM BapMaHTOM aMWJIOW/I032 B Pa3BUTHIX CTPAHAX.
3a60J1eBa€MOCTb HECKOJIbKO BBIIIE CPEId MYKUUH.
Bospact Ha MOMEHT IOCTAaHOBKM AHArHo3a OOBIYHO
paBen 65 romam [2].

K  CKpUHUHTOBBIM  MeTOJaM  JAUATHOCTUKU
AL-aMmion103a OTHOCSIT aCHUPAIMOHHYIO OUOTICHIO
C TIOCTeAYIOMNM THUCTOJOTHYECKNM WCCJIE0OBAHN-
eM TIOJKOKHOHN >KMUPOBOHU KJETYATKW, THUCTOJOTHIE-
CKMiT aHaM3 GUONTATa CIAM3UCTON TMPSMOI KWIITKH,
a Tak)Ke TUCTOJIOTMYECKOe UCCJIeOBAHNE KOCTHOTO
MO3ra € OKpackoil 6Guontara KpacUTeJeM KOHIO-
por [1, 2]. ODnekrpodopes u uMMyHOpUKCAIUS
ChIBOPOTKM KPOBM U MOYU HeE SIBJSIOTCS B TAKUX CJY-
YagX OCHOBHBIMU B AuarHoctuke AlL-ammionmgosa,
MIOCKOJTbKY Ppe3yJIbTaThl 3THX TECTOB MOTYT ObITh
OTpHIIaTEeJbHBIMEI cOOTBeTcTBeHHO y 50 u 20% mnamm-
€HTOB, CTPaJaloIINX JaHHbIM 3a6oseBaHuemM [1].

[Tocse noarBep:kaeHusa auarnoda AlL-amumnongosa
C TIOMOIIbIO YKA3aHHBIX METOOB BBITIOJHSIOT UMMY-
HOTHCTOXUMUYECKOE UCC/IeJOBaHne OUOIITATOB C TIPH-
MEHEHUEM aHTUTENJ K JIETKUM IIeNsiM UMMYHOTJIOO0Y-

Kpurepuu Mesxaynapoasoro obiectBa 1o usydennto amuionzgosa (International Society
of Amyloidosis) must onpenenenus: nopaskenusi opranos npu AL-amuioungose [4]

Bosieuennbrit
OpraH MM TKaHb

Kpurepunit

IToukn
Ceparie

Ileuenn

HOPMBI
Hepshas cucrema
B HIDKHIX KOHEYHOCTSIX
TpaKTa

JKenynouno-
KUIIIEYHBIN TPAKT

Jlerkue

Mgarkue TKaHA
3alsICTHOTO KaHasa

Cyrounasi nporenHypust >0,5 r/CyTKH, IPEUMYIIECTBEHHO ATbOYMUHYPHST

Yposerb NT-proBNP >332 ur/ JI (IIpu OTCYTCTBUH TOYEIHON HEJOCTATOYHOCTH
J60 GUOPHIIALNK TIPeACEPAii), M c%)eaﬂsm TOJIII[UHA CTEHOK JIEBOTO SKEJIY/0YKa
B AMAcToJy >12 MM 1O JaHHBIM BXOKF

[PU OTCYTCTBUU JPYTON MPUYMHDI)

Bepxuenmknuii pasmep nedenu >15 cM (IIpu OTCYTCTBHM CEPAEYHON HEAOCTATOYHOCTH)
nan nosbieHne ypoBHs 1IIMD 6osee yeM B 1,5 pasa Mo cpaBHEHWIO C BepXHEH TpaHUIei

[Tepudepuueckasi: cCMMMeTPUYHAsl CEHCOMOTOPHASI MOJMHEHPONATHs ¢ JIOKAJIN3aIHe
BereraTuBHasi: HapylleHUe JABUIAaTeJbHOIH (PYHKIIMK OPTaHOB >KeJy/JOYHO-KHUIIEYHOTO
Buorcua ¢ mocaegyomuM rucTOI0rHYECKUM MCCAeL0BaHueM IIPU HAINYMKU CUMIITOMOB
Buorncua ¢ mocaenyomuM rucTOIOrHYECKUM MCCAe0BaHueM IIPU HAJIMYUKM CUMIITOMOB

WHTepcTuiinasbHbIil XapakTep MOPaXKeHUs JETKUX
YBesmueHue pa3MepoB SI3bIKA, apTPOIaTHs, IOpa)keHhe KOKH, MUOINATHsI, CUHAPOM
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JITHOB. JTO HEOOXOJMMO JJisI [OKA3aTeJbCTBA TOTO,
YTO OTJIOKEHUSI aMuJouaa oO6pa30BaHbl JIETKUMU
LeMsIMI UMMYHOTJIOOYJIMHOB, a CJeloBaTeJbHO, IS
UCKJTIOYeHNsT Ipyrux ¢dopM 3aboseBanus. Hakowrerr,
3aKJIIOYUTENBHBIM 3TAllOM BBICTYIAET OIEHKA pac-
MPOCTPAHEHHOCTH MOPAYKEHUS M BOBJIEUEHUS B MATO-
JIOTUYECKUI TIPOIECC PA3JNYHBIX OPTAHOB W TKaHEId.

Ornoxkenus amunonsa npu AL-amunonsose MoryT
pacroylaraTbcst B JIOOOM OpraHe 3a WCKIIOUCHHEM
CIIMHHOTO W TOJIOBHOTO Mo3ra. HamGosee yacTbl-
MU KJIMHWYECKUMHN mposiBjeHusaMu AlL-ammuionmosa
BBICTyTAIOT 001Iasi ¢1a60CTh, ObICTPAs YTOMJISEMOCTD
M OJBINIKA, OMHAKO TaKWe CUMIITOMBI Hecrenudmy-
HBl W MOTYT COIPOBOXJATb TEYEHUE IIeJOr0 Psia
3abosieBanuii. C 1eJbI0 OIEHKU BOBJIEYEHHOCTH
B IATOJIOTMYECKUH MPOIleCC TOr0 WM WHOrO OpraHa
UCTIOJIb3YIOT KpuTepuu, paspaboranuvie B 2010 T.
MesxryHapoJHbIM OOIECTBOM 110 U3YYEHUIO aMUJIOU-
nosa (International Society of Amyloidosis) — cm.
tabauity [4]. BakHo noquepKkHyTh, UTO TIPUMEHEHUE
OUOTICUIT OPTaHOB JIJIsSI ONPE/IEJICHUS] CTEEHU MPOTSI-
JKEHHOCTH IIpoliecca He pekoMmeHayercs [1, 3].

Y mpezacraBieHHON TalMeHTKW B KayecTBe Iep-
BBIX CUMIITOMOB 3a00JIEBAaHUS MOKHO PAaCcCMaTpUBATh
3yl KOXU M OOIyIo caabocTb. Takwe MpOsBIeHUS
B COYETAHWH CO CIIEKTPOM JIAOOPATOPHBIX W3MEHEHUI
(noBbIIeHne  ypoBHS MapKEépoB xoJjecraza, I1gM)
u gemMorpadgudecKkuMu xapakrepuctukamu (110J1, Bo3-
pacT) TpesxK/ie BCEro HABOJUIN HA MBICJAb O HAJIMYUK
y 6OJIbHOI MepBUYHOrO OUIMAPHOTO IUppo3a. Tem
He MeHee, IIPUCOeUHEHNe B TIOCIEAYIONeM reMoppa-
TMYEeCKOH CBIIM, KOTOpas He SBJISETCS XapaKTepHbIM
cumnromoM IIBIT (Ha craguu 3a6oseBaHust, UMeBIIIEH
MEeCTO y MalUeHTKN), TPeGOBATO OMOJHUTETBHOTO
UCCJIeJOBAHUSI.

Bnarogaps pesysbrataM J1a60paTOpPHBIX TECTOB
U JaHHBIM (PU3NKAJIBHOTO O06CJHe0BaHNs OBLIH
UCKJIIOUEHDbI BCE TPYNNbl TPUYAH BO3HUKHOBEHUS
reMOpparuvyecKoil ChIMU 32 WMCKIIOYEHUEM J[IBYX —
MOBBITIIEHHON JIOMKOCTH KAallWJIJISIPOB 1 arpodude-
ckoil mypmypbl. Pasutne mociemneit HabJonaeTcs,
KaKk TIPaBWJO, B TIOXKUJIOM Bo3pacrte W 0OGyCJOBIE-
HO arpodueil TepUBACKYJISPHONH COEAMHUTENBHOM
Tkanu. Cpillb NpU aTpoUUecKoil MyprIype JIOKa-
JU3yercs WPEUMYIIeCTBEHHO Ha pa3rudaTesabHON
MOBEPXHOCTH IpeAIIeynil. ITH XapaKTEePUCTUKU He
COOTBETCTBYIOT TaKOBBIM, HAOIIOJAEMbIM y GOJBHOM,
a cJeloBaTeJbHO, reMopparuyeckas Cblllb B paccMa-
TPUBAEMOM KJIMHUYECKOM HaGJI0/IleHnH 00YCJIOBIEHA
MOBBIIIEHHON JIOMKOCTBIO KAIUJIJISIPOB  BCJIE/ICTBUE
OTJIOKEHUSI B CTEHKE COCYOB aMUJIOH[A.

lFenaromeranus u nosbinenne ypoust LMD Gosiee
yeM B 1,5 pasa mo cpaBHEHUIO C BepXHel TpaHWIlen
HOPMbI, KOTOpbIE BBICTYMAIOT B KayecTBe MPU3HAKOB
mopakeHWs: TedeHu mpu AlL-amMmionzose B COOT-
BETCTBUU C KPUTEPUSMHU, YKA3aHHBIMU B TalJu-
e, WMEJUW MeCTO y TIPeNCTaBJeHHOI OOJbHOM.
Bomee Toro, pesymbraTbl TUCTOJTOTUYECKOTO HUCCIIE-
JIOBaHMS TeYeHW C OKPACKON KOHTO-POT, THIIMPOBA-

HUS aMUJIOW/IA C IIeJIOYHBIM TYaHWJIMHOM, a TaKke
UMMYHOTHCTOXMMHUYECKOTO WCCJIE/JOBAaHUSI C aHTH-
TeramMu K k- 1 A-ntensiM [gG moATBepIKIAI0OT IMArHO3
AL-amMmunonzio3a rneyeHu.

[lonosiHNTEIBHOE 06C/IeIOBaHNE TAIMEHTKN He
MMO3BOJINJIO BBISIBUTH TPU3HAKKU TIOPA’KEHUs JpY-
TUX OpPraHOB, B YAaCTHOCTU Cep/Ila, IMOYEK, JETKUX,
HEPBHON CHCTEMBI, COOTBETCTBYIOIINE KPUTEPHSIM,
nepevyncJaeHHbIM B Tabaute. [loatomy 6buio ciemano
3aKjovueHne o ToM, uto AlL-amunonzsos y GoJbHOI
MPOTEKAET C TMOPAXKEHUEM TIEUEeHU U KOXKH.

[lo maHHBIM JUTEpAaTypbl, MOpPAaXKEHUE MeYeHH
Habmomaercss y 62—90% manmento ¢ AL-amu-
souzio3oM. Ho perucrpupyemblie Mpu 9TOM CUMIITO-
Mbl B OOJIBIIMHCTBE CJIy4YaeB BBbIPAYKEHbI B JIETKOUN
CTETIeHH W PEeJKO BLICTYIAIOT B KAYeCTBE OCHOBHOM
Kaymo6bl  6obHBIX. Kpome TOTO, BBIPAKEHHOCTD
HapylieHus: (PyHKIWK T€YeHN He 3aBHCHUT OT CTelle-
HU WHQUIBTPAIUN MEYECHOUHON TKaHU, OT (HOPMBI
aMUJIONI03a W JIOKAJIM3AIUU OTJIOXKEHWH aMUJIOuIa
(cocyapr mam mapenxuma). K namGonee pacnpocrpa-
HEHHBIM TIPOSBJIEHUSM aMUJIOU03a TI€YeHN OTHOCST
remaToMerajnio u mosbimeHne aktTusHocTn 11D [S5].
KivHuveckre CUMITOMBI XoJiecTada OOHAPYKUBAOT-
Csl JINIIb Y 5% TIAIMEHTOB.

Bapuantbl mopaykeHus KOXKU TIPU  aMUJIOUI03€e
Pa3HOOOPa3HbI U MOTYT OBITb TIPE/CTABJIEHBI TIEPUOP-
OUTATBHBIMU TeMATOMAMU U PA3JIMYHBIMK 3JIEMEHTa-
MU CbINIU, HANIPUMEP TAIyJaMu, y3eJKaMu, NsTHAMU,
KOTOPbIE JIOKAJIU3YIOTCSI B OCHOBHOM Ha KOXe JIUIA
u tyjnoBumia [2].

Y O60JbHOI, TpeACTABIEHHON B KJIMHUYECKOM
HaOMIOJIEHUN, HapsLy C TUIAYHBIME CHMIITOMaMU
aMUJIoOn/103a TIeYeHW — TerlaToMerajneil U TOBbI-
meHueM yposHA D, oTMevancda KOXHbBIA 3yi,
KOTOPBII M MOCJTYKHUJ MPUUUHON JJIsi oOpalieHus 3a
MEeIUIIMHCKON TTOMOIIBIO.

[TposiBnenneM amMmiaon[03a KOXN y TAlUEHTKH
ObLIa reMopparryeckasi Cbillb € JIOKaJu3alueil Ha
BHYTpPEHHell W Hapy>KHOH MOBEPXHOCTH TIPEIIednit
u 1ed. AMuiIonzso3 OblI YCTAaHOBJEH B KavyecTBe
NPUYMHBI BO3HUKHOBEHUSI TEMOPPAru4ecKOu ChIIN
Ha OCHOBaHWM TIHIaTeIbHOTO IuddepeHnnanbHo-
JIMATHOCTUYECKOTO TONUCKA W WCKIIOYEHUS JAPYTUX
aruoJsiornyeckux (axktopoB. Buorcus Koxu B COOT-
BETCTBUU C pekoMenjainusmMu PykoBojctBa 10 ua-
THOCTHUKE W BeJeHUI0 maiumeHTtoB ¢ AL-aMuaongosom
He MTPOBO/INJIACD.

[Ipornos y nanuentoB ¢ AL-amunongo3oM orpe-
JIeJISIETCST KOJIMYECTBOM BOBJIEYEHHBIX B IATOJIOTHU-
YyecKWI TMpOIleCC OPraHOB, a TakKKe HaJandueM
oT/IebHBIX (opM TopakeHus. Tak, MPOTHO3 cJe-
JIyeT paclleHuBaTh Kak HawmboJiee HeOJIarompusiTHBIN
npu OOHAPYKEHUN KINHUYECKUX U/ MU WHCTPYMEH-
TQJIbHLIX TPU3HAKOB TOPAKEHUS CepAlla U HepB-
HOM cHUCTeMbl, MOSIBJCHUN THUIEepOMIUPYOUHEMUN
U JKeJITyXHW B CJydae aMUJIOW/03a TeYeHU, a TaKKe
IIpU CUCTEMHOI (opMe aMHUION03a C TOPaKeHHEM
OOJIBIIOTO YKCJIa OPTAHOB M OTCYTCTBUM OTBeTa Ha
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aedenne [1—3]. ¥V mammeHTKU, OIUCHIBAEMON B JaH-
HOM KJIMHUYECKOM HaOIOJEHNH, BCE TePeuncIeHHbIe
BbBIIIle KPUTEPUU OTCYTCTBYIOT, a CJIe/I0BAaTEIbHO,
MIPOTHO3 NP YCJOBUHM CBOEBPEMEHHOTO Havasa Tepa-
MU SIBJISIETCSI OTHOCHUTEBHO GJIAarOMPUSITHBIM.

Meanana BbDKUBaeMocTH 6oJibHBIX ¢ AL-amuiio-
nao3oM 6e3 jiedeHus1 He mpesbinaer 1—2 jer, Toraa
KaK TTpUMEHEHNEe COBPEMEHHBIX CXeM XUMUOTepanun
B CJIydyae JOCTIDKEHHUS TeMaTOJOTHIeCKOW PEeMUCCUHN
MO3BOJIIET YBEJIMYUTH ATOT IMOKA3aTeJgb [0 S JIeT
u 6osee [1, 2].

3akJjoyeHue

Oco6GeHHOCTh MPEJACTABICHHOTO KJINHUYECKOTO
HaOJOeHNd CcocTOUT B TOM, yro AL-amuionnos
MPOTEKAT TOJA MAaCKOW XPOHHUYECKOTO XOJecTaThde-
cKoro 3a6oJieBaHusT TeyeHn. OTCYTCTBUE TUITUYHBIX
J1abOpaTOPHBIX KPUTEPUEB TEPBUYHBIX XOJECTATUYE-
cknx 3a6oJieBaHMII TEYeHN, a TaKyKe BO3HUKHOBEHNE
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KAaMHMUYeckue 3apauu

3amgauya Ne 1

53-7eTHUIT MY>KYMHA C XPOHUYECKUM TENaTUTOM
C u uuppo3oM IeyeHH IpHllies Ha IIAHOBbIH OCMOTP
K Bpauy. sKamo6bl riaBHbIM 06pa3oM Ha ObICTPYIO
yTOMJISIEMOCTD. B aHaMHe3e — COOOIIEHHS O 3JI0YTIO-
Tpebsenus ajnkoroyeM. IIpueM CHUPTHBIX HAMUTKOB
IpeKpaTuy B MocJeHue 8 MeCSIeB B COOTBETCTBUU
C YCTAaHOBJIEHHOW €My MpOrpaMMOil JieueHUs, exKe-
He/IeJTbHO yYacTByeT BO BCTPEYAX, OPraHU3yeMbIX
OO0IIECTBOM aHOHUMHBIX AJTKOTOJUKOB. OCI0KHEHUS
rematuta C W TWPpo3a TEYEHN BKJIIOYAIOT ACIUT
n 3HIe(AIONATHIO, TO MOBOAY KOTOPBIX TAIUEHT
MOJIy4aeT MeINKAMEeHTO3HYIO Tepamnuio.

[Ipu ocMoTpe oTMeHYalOTCST yMEpPEHHAsT KeTYII-
HOCTb CKJIEp U KOXKH, COCYIUCTbIe 3BE3/J0OYKH, CILIe-
HOMeTaJNsI U HeGOJbIITe OTeKH Ha HOTaX.

JlaGopartopsble paHHble: remorao6un 133 1/,
tpomoborutel 84 000,/ M1, acnapratamuHoTpaHcdepa-
3a 73 EJl/ 1, ananunamunorpancdepasa 64 EJl/,
mesiouHass docdaraza 119 E/ 1, obumii 6ummpy-
6un 3,2 wmr/mi, ams6ymun 3,6 r/ma, MHO 1,4.
a-derorporent B mpe/iesiax HOPMATbHBIX 3HAUEHHUIA.

Y3W opraHoB OGpIONTHON TOJOCTH YKa3bIBaeT
Ha YMEpPEHHBIN aCIUT, MOBBIIIEHHYI0 3XOTE€HHOCTb
NeYeHy, HaJudue B HeW TUIEePIXOTeHHOro 06paso-
BaHUA 2,2 CM B JAMaMeTpe, KOTOpoe He ObLIO BHIHO
npu mpomnioM ocMorpe. IIpum xoMmboTepHOI TOMO-
rpadun  BbISIBJIEHA TIOBBINIEHHAS BACKYJISPU3AINS
o6pa3oBaHusl.

Bonpoc. HaszoBute namGoJiee BepoOsITHBIN Jna-
THO3:

A. Meracras 3/10Ka4eCTBEHHOH OIyXO0Ju

B. OuaroBas y3ioBas runepiiasus

C. TenarouesmonsapHas KapiuHoMa

D. KaBepHo3Hnas reManruoma

E. Pereneparopubiil y3en

3azaua Ne 2

18-y1eTHUIT MOJIOZOM YeJIOBEK Iocjeauue 3 IHs
ucnbIThiBaeT Gosib npu riotanuu. Ha usxory,
PErypPTUTALNIO WM CHIDKEHHE MAcChl Tesa >Kajuob
Her. Bosb B rpyaHoil kierke orcytcrByer. B mpen-

IIeCTBYIONIMH TIepuoji Ha IPOTSKEHUU 2 Mec IIpH-
HuMas uOynpodeH 1mo nmoBoy OOJEBBIX OILYIIEHUI
B JIOKTEBOM CYyCTaBe.

IIpn ocMoTpe TeMmmepaTypa Tesa HOpMasbHad,
causucrass 0060J0YKAa POTOIJIOTKM He W3MEHEeHa.
[Tyabe 80 ynapos B munyty, A/l 110 u 70 MM pr. cT.

Bonpoc. KakoBa Hamb6osiee BeposiTHAs ITPUYMHA
onpuHOparnm?

A. Tacmpoasopazearvuas peghuioxcnas 60ae3m
(I'9PB)

B. 33o0darocmasm

C. Museptukya Ilenkepa

D. JlekapcTBeHHO-UHAYITMPOBAHHDBINA 330(arut

E. fIsBenHass Gosie3Hb KesTyjKa,/ ABEHA/IIATH-
TMEePCTHON KHUIITKI

3azaua Noe 3

60-J1eTHSIST KEHIIUHA TIOCTYNUJIA B  OT/EJEeHUE
WHTEHCUBHOW Tepanuu dyepe3 1 yac Tocje aBTOMO-
6unbHOrO0 mpouciecteus. OHA ymapuiaach roJOBOI
0 PpyJb, 3areM TojioBa Oblaa OTOpOIIEHA Ha3al,
CO3HAHWE TAaIlMeHTKa He Tepsiia. becnokosar aud-
(ysnass rosoBHAs 607ab M GOJNb B IMEITHOM OTAE]E
MTO3BOHOYHUKA

HeBposnornyeckass CcUMIOTOMATHKA OTCYTCTBYET.
PentrenorpamMma nieifHoro otjieJia O3BOHOYHUKA 6e3
IPHU3HAKOB ero TMOBpexaeHus. llpu xomnvromeprou
momoepapuu (KT) ronoBbl 0GHAPYKEHO Kab-
uduimpoBannoe ob6pasoBanue 1 cM B quamerpe
C OCHOBAHHEM Ha TBEP/IOI MO3roBOi 060I0UKe, HATIO-
MHUHaoIlee II0 CTPYKType MeHUHTuoMy. BBeznenue
KOHTpacTa JaeT KapTHUHY TOMOTEHHOIO YCHJIECHUS.
[laHHDBIX O claBJeHNH IPUJIETAIONINX TKaHel 1 oTeke
MO3ra HerT.

Bomnpoc. KakoBa taktnka BeJieHUST MAIIMEHTKH ?

A. Xupyprudeckoe Jie4eHue

B. Iosroprnoe KT-uccrenoBanue uepes 3—6 mMecs-
1eB

C. Pagnoxupyprusi raMMa-CKaJbIeseM

D. BuayrpuBeHnHOe BBe/jeHNE THAPOKCUMOYEBIHDI

E. Bayrpp Mudenpucton
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