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This study was performed in real clinical practice settings. Our paper describes two case studies which show the dif-
ficulty of differential diagnosis of monoclonal gammopathies, multiple myeloma associated with AL-amyloidosis
and primary AL-amyloidosis.
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BBepeHue

[na3zmoxnerounsie muckpasuu (ITK]I) mpencrapisor
TPYIIITY HEOTUIACTUYECKIX 3a00JIeBAaHUIA, TECHO CBSI3aHHBIX
MeXIy o001, TPOUCXOISIINX U3 OOIINX TTPEAIIECTBEH -
HUKOB B ITOCJICIOBATEIbHOCTH KJIETOUHBIX ITOKOJCHUI
B-mumdonuron. CormacHo kinaccudukanmu BcemmpHoit
opraHuzauuu 3apaBooxpaHeHus K IIK/ otHocsaTcs
KakK 3JI0Ka4eCTBeHHBIC (TUTa3MOKJICTOUHAST MUEIOMA, JINM-
¢domnazmonuTapHas 1uMdoma), Tak 1 He3JI0Ka4YeCTBEH-
HbIe (MOHOKJIOHAJIbHASI TaMMaIIaTUsI HEOIIPEIASICHHOTO
3HAYeHMs, TIEPBUYHBII aMuIona03) 3aboneBaHus [1].
Oco0y10 KIMHUYECKYIO CUTYAIIUIO IIPEICTABISIET MOHO-
KJIOHAJIbHAS TaMMaIIaTUsI HEOIIPeAeICHHOTO 3HAYeHMS,

COYETAOIIASICS C TIOPaXKEHUEM ITOYEK, — MOHOKJIOHAIbHAS
ramMManaTus peHaJbHoro 3HadeHus [2—4]. Y 20 % 6oib-
HBIX MOHOKJIOHAJIbHOW TraMManaTUe HEOTPeaeICHHOTO
3HAYCHUS C TCUCHUEM BPEMEHH Pa3BUBAIOTCS OYCBUIHBIE
JmMbonponrdepaTUBHbIE 3a001eBaHUS — MHOXKECTBEH-
Has muenoMa (MM), makpornooyarnHemus BanpaeHcTpe-
Ma, nepBuYHbIi AL-amuinonnos. Panee npumeHsIBIIAECS
METOIbI IMATHOCTUKM HE IMO3BOJISIA OTJINYUTD ITyJI CBO-
o6omubIx Jerkux uenei (CJIL[) ot myna Jerkux uenei,
CBSI3aHHBIX ¢ MMMYHOIJIOOYJIMHAME, YTO PE3KO CHIKAIIO
YYBCTBUTEIBLHOCTD 3THUX UCCIICIOBAHUIA.

J1J1s1 BBISIBJIEHUSI OJIMTOCEKPETOPHOM MOHOKJIOHAILHOM
raMMariaTi{ B HACTOSIIIEE BPEMST COBMECTHO HCTIOIB3YIOTCS
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aJIeKTpodope3, UMMYHOMUKCAIIUSI KPOBU U CYTOYHOI
MOUYM M KoimdecTBeHHas onieHKa ypoBHs1 CJIL B chiBO-
porke MetonoM Freelite [5, 6]. biaromapst mosiBieHuio
HOBBIX JUArHOCTUYECKUX MCCIICIOBAHNI BIIEPBhIC OBUTH
chOopMyIMPOBaHBI KPUTEPUX HOPMAIBbHON MPOIYyKIIUH
CJIII [2, 3, 7]. Bce maumenTsl ¢ ITK 1 iumbonponude-
paTUBHBIMU 3a00JICBAHUSIMU BXOIST B IPYIIITY PUCKa pa3-
Butus AL-ammnounpgosa [7, 8]. OCHOBHBIM KpUTepUeM
ISl yCTaHOBJIeHUs auarHo3a AL-amunonno3sa mmpu [TK/]
SIBJIICTCSI OOHAPYKEHNE aMIJIOUIA B TKAHSX C ITOCEHy-
IOIIMM €T0 TUITUPOBaHUEM. JIMarHo3 MepBUIHOTO UINO-
marndeckoro AL-aMmionno3a ycTaHaBIMBAaIOT METOIOM
uckiovyeHuss MM unu 6one3nu BanpneHcTpema.

Knunuyeckunn cnyyaii 1

boavnasa M., 68 rem, ¢ 28 Hos0ps no 21 dexabps 2016 e.
Haxoduaacs 6 omdenenuu Hegpponoauu lopodckoii 60rbHULbL
No 33 (Huxcnuii Hoszopod) 0as peuierus 6onpoca o Heodxo-
dumocmu 0cmpo2o Ha4aia 3aMecmumenbHoil HOYe4Hol me-
panuu.

U3 anamuesa uzgecmno, umo yxyouieHue camouy8cmaust
nayuenmia cmana ommeyams ¢ rema 2016 e., koeda Havaru
becnokoums mowHoma, ObiCMpasi yMomASeMoCb, CHUJICEHUE
annemuma, msaHyujas 6046 8 061acmMu MO4€8020 NY3bIPS.
C Hos6psa 2016 e. npoepeccuposasa carabocmes, NOA8UAACH
ooviuika. Ilpu naanosoii anexmpokapouoepaguu 3apesucmpu-
POBAHbBI HOCMUHDAPKMHbLE USMEHEHUs, CHUMICEHUE 80AbMANCA
3y6uoe komnaexca QRS. Ilpu nodeomoske k KopoHapoepaghuu
solsieaena ypemus (yposHu kpeamuruna 477,5 MKkmonv/1,
mouesunnst 20, 1 mmons/n). Coeracno npedocmasneHHoll me-
duyunckoil dokymenmayuu, 6 2014 2. yposenv kpeamurura
Kposu cocmaeasin 89 mkmons/n, mouesuno, — 3,9 mmons/a.
H3zeecmHo o wacmoix 060cmpeHUsx yucmuma, nayuenmya
HeOOHOKPamHo noay4ana neveHue anmubuomuxamu. B anam-
He3e eunepmoHuueckas 6one3ns 6 meuenue 101em c makcu-
ManbHbIM apmepuansibim daenenuem 160/95 mm pm. cm.

B cmauuonape nayuenmke nposodunu ougpgeperyuans-
HYI0 OuaeHOCMUKY caedyrouux 3abosesanuti: MM, napaneo-
naacmuueckoll Hegoponamuu, amuaoudosa. Beinoanena ouo-
ncust cau3ucmoii 000404KU NPAMOIL KUWKU C OKPACKOL KOHE0
KDACHbIM HA YCMAHOBAEeHUe aMuaoudo3a, 6 pe3yibmame
noAyHeHo 3eneHoe ceeuenue 8 NOAAPU30BAHHOM c8eme, Ymo
cgudemenscmayem 0 603modcHom AL-amunoudoze. B mueno-
epamme om 07.12.2016 eviseaeno 3,6 % naazmamuueckux
KAemok.

Pezyasmam buoxumumeckoeo ananuza kposu (om 29.11.2016):
yposru C-peaxmusroeo 6eaxa (CPB) 4,4 me/n, 0bweeo 6u-
aupybuna 6,55 mxmonwv/n, pubpuroeena 4,4 ¢/n, acnapmam-
amunompancgpepazol 13,7 Ed/n, aranunamurnompancgepasvl
10,8 Ed/a, kanus 5,32 mmons/n, karouyus 2,13 mmons/a, gpoc-
gopa 1,55 mmons/n; pH 7,285; ckopocmo kaybouko060il gunsb-
mpavuuu (CK®) no gopmyse CKD-EPI (Chronic Kidney
Disease Epidemiology Collaboration) 8 ma/mun/ 1,73 m?. Pe-
3yabmam KAuHu4ecko2o anaausda kpogu (om 19.12.2016):
ypoeru eemoenobuna 95 e/n, spumpoyumosg 3,18 x 10"/,
aetixoyumog 10,9 x 10°/a, mpomboyumos 338 x 10°/a, cko-
pocmb ocedaHus spumpoyumos 50 mm/4.

1o pe3yabmamam obcredosanus nayueHmie Ovia yema-
HoGneH duazHo3: xpoHuyeckas 6oae3ns nouex C5; xpoHuye-
cKkas noueyHas HedocmamoyHocms cmaouu 1IB; xpornuyeckuii
nuenoneghpum; eunepmonuueckas 6oae3muv 111 cmenenu, puck 4;
uwemuyeckas 604e3Hb cepoya: NOCMUHGAPKMHbLI Kapouo-
CKAepo3; amepockaepomuteckull Kapouockaepo3; XpoHuie-
ckas cepoeynas nHedocmamournocmo IIA (pynkyuonanvrolil
kaacc 111 no NYHA (New York Heart Association)); anemus
XpoHuuecKux 3a004e6aHull 1e2Koil cmeneHu msajcecmu. 3a-
NAGHUPOBAHA NOO20MOBKA K 2emMo0uanu3y. 3ano0o3pex 6mo-
PUHHBLI amuaoudo3 novex AA-muna (xpoHuueckuil ouae
UHexkyuu — nuenoHegpum), cmaouu KAUHUYECKUX NPose-
AeHUil, MeOAeHHO npoepeccupyioujee mevenue.

Tlayuenmice 6b110 HA3HAMEHO NeueHUe: OMeNpa3on, A03aPMaH,
MOKCOHUOUH, AMOPBACMamut, Kemoananoeu AMUHOKUCAOM,
2UOpoKapboOHam HAmMpusl BHYMPUBEHHO, IPUMPONOIMUH.

boavnas 26.01.2017 6no6b Gbira eocnumanu3uposana
6 omadesneHue Heghponoul No IKCMPEHHbIM NOKA3AHUSIM 8 C651-
3U C NOGblUIEHUEM YpeMUUecKUX nokasameneil Kpogu (YpogHu
Kpeamununa 683 MKMOAb/A, MouesuHsl 19 Mmons/n, Karus
4,81 mmonv/n, obweeo kanrvyus 2,40 mmons/n). C gpespans
2017 e. nayuenmka noay4ana 3aMecmumenviyio HO4euHyo
mepanuto (eemoduaius) 6 cea3u ¢ eunepKpeamuHemuel
do 800 mxmonv/a, eunepkasuemuell, Hapacmarouieil eunep-
eudpamauuei.

B ydoearemeopumenbHom coCmMosHUU NAYUEHMKA GblNU-
cana 07.03.2017. Oduaxo 13.03.2017 énogs eocnumanu3u-
pO6aHa 6 mepanegmuyeckoe omoeneHue ¢ x#aiobdamu Ha ne-
puoouteckoe nosvluieHue memnepamypsl mena 00 QeopuabHbIX
3HA4eHUl, MAAoNPOOYKMUGHbLIL Kauieasb, 00blUKY npu usu-
Yeckoll Haepy3Ke.

Ilpu penmeenoepaguu naockue kocmu (yepena, masa)
6e3 namonoeuu. Ilposedena mpenarnobuoncus. Mamepuansl
mpenanobuonmama KOCmMHo20 Mo32a, 2UCMoA02U4ecK Uil npe-
napam 6uonmama moACMOU KUWKU, a makice o0pa3ybl
KpO8U U MO4U OblIU HANPABAEHbl HA UMMYHOXUMUYECKoe uccie-
dosanue ¢ lemamonoeuyeckuii Hayunwiil yeump (Mockea).

B eucmonoeuueckom npenapame moaAcmoil Kuuwiku
npu 2UCMOXUMUYECKOLl OKPACKe KOHe0 KPACHbIM U nocaedy-
ouwem npocmompe 8 NOAAPU30BAHHOM c8eme 0OHAPYICEHO
«s6a0uHoe» ceeuenue (24.03.2017). B mpenanobuonmame
KocmHoeo moszea (24.03.2017) — kocmHuble 6anku ¢ npusHa-
Kamu o4aeogoii pe3opoyuu. Kocmnomozeogsie nonocmu wiu-
DPOKUe, 8 HUX HOPMOKAeMOUHbLI KocmHublil Mo3e. [lpu eucmo-
XUMUUECKOU OKpacke KOHeO KPACHbIM U NocAedyrujem
npocmompe 8 NOAAPU0BAHHOM C8eme 8blsi8AeHbl HeboabuLue
y4acmiu «s16104H0e0» ceevenus. Ceolicmeo ceeveHus @ no-
AAPU30BAHHOM c8eme NPed8apumenbHo OKPAueHHbIX KOH20
KPAacHbM Npenapamog ¢ U3MeHeHUueM KpAcHo20 usema
Ha A6104HO-3eAeHbli CBUOeMeNbCmBYem 0 HaAUMUYU amMUuaou-
da 6 mkansax [6]. IIpu ummyHoxumuveckom uccaedosanuu
obenkoe coigopomiu u mo4u (om 22.03.2017) eviserena ce-
kpeuus 6eaxa benc-Iconca A-muna. Ilpu ummyHnopuxcayuu
8 32-301e 06Hapyscen M-epaduenm, 06pazo8antblii 3a cuem
oeaka benc-liconca (docmosepHo gvideaums u NOCHUMamas
KOAU4eCmeeHHO He803MONCHO U3-3a (YOHA CONYMCMBYIOUUX
obenxos). Memoodom Freelite 6 coisopomice onpedenerut yposern
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A-CJIL] 773 me/n (Hopma 5,7—26,5 me/n), yposens k-CJIL]
100 me/n (nopma 3,3—19,5 me/n), coomnouenue x/A-CJAIL]
0,13 (nopma 0,26—1,65), ypogenv B2-makpoesobyiu-
Ha>18 me/n (nopma 2,4 me/n), CPBb 10,8 me/n.

1lo dannwim sxoxapouoepaguu (om 29.03.2017) parkyus
evibpoca cepoua 48 %. Buvisenrenvt pubposHvie usmeneHus
CMEHOK aopmbl U CIMEOPOK A0PMAAbHO20 KAANAHA, CKAePO-
OeceHepamueHble U3MEHeHUsI CMEOPOK MUMPAAbHO20 KAANa-
Ha, He3HAUUMENbHAS JUAAMAUUsL NPABLIX 0008, YMEPEeH-
Has duaamauus neoeo npedcepous, eunepmpopus 16020
Jcenydouxa KoHyenmpuyeckoeo muna. Iobarvnas cucmo-
AUMeCKas PYHKUUSL 1€6020 Hceny00uKa YMEPEHHO CHUNCEHA.
Juacmonuyeckas ducyHkyus 1e6020 iceayoouka no pe-
CMPUKMUBHOMY MURNY, NPAG020 — NO MUNY 3AMeONeHHOU
peaakcayuu. Ob6Hapyxcenwvr peeypeumayus Il cmenenu
Ha mumpanvHom, 11 cmenenu Ha mpexcmeop4amom KAanaHax
u I cmenenu Ha kaanaumax ne2ouHol apmepuu, ymepeHHas
AN€20UHAS 2UNEPMeEH3Us, NPABOCMOPOHHUU 0A3aAbHbLI NAeE-
paavubiil eoinom. C yuemom HaAu4us maxKux nNPUsHAKOS,
Kax Huskuil goasmadc QRS na snekmpokapouoepamme u yse-
AUYEeHUe MOAWUHBI CIMEHOK 1e6020 dceaydouka >12 mm
1o danHbIM IX0Kapouoepapuu, MONCHO 3an0003pUMsb Pa3el-
mue amuaoudHoll Kapouomuonamuu (4yecmeumensHoCmy
75 %, cneyuguurnocmo 67 %) [9].

Y 6oavH0l uMeru mecmo makpoenoccus, yeeauuenue ne-
YeHu, opmocmamuteckas aunomumus. Baxcnoim noxazame-
aem maxcecmu AL-amunoudosa aéasemes pasnuya é cooep-
acanuu CILI ummyHnoeno6yaunog > 180 me/a [6].

Pezyavmamst 06caedosanus 604b6HOU (nOpadiceHue cepoya
¢ CUHOPOMOM CepOeuHOll HedOCMAamoYHOCMU, NOPANCEHUE
nouex u MAeKux miauell A3vlKa, HaAuYue amuiouoa 6 6uo-
nmame MoACMOU KUWKU U KOCMHO20 M032d, Haauvue oau-
20CEKPEMOPHOU MOHOKAOHAABHOU 2AMMANAMUL) C8UOemenb-
cmeyiom 6 noawv3y ouaeHo3a: cucmemuwlii AL-amuroudos
¢ ROpadceHuem nouex, cepoya, KUWe4HUKa, Cmaoust KAUKHU-
YeCcKUX NPoAGAeHUll; XpoHuteckas bose3ns nouex C5; mep-
MUHAAbHAS XPOHUHECKAsl NOYEYHAsl HeO0CMAmMO4HOCMb, KOp-
pueupyemas eemoouaruzom c aueaps 2017 e. 6 ucxooe
Hepponamuu cMeWanHo20 2eHe3a; 6MOPUYHAs IPUMPONO-
SMUH3ABUCUMAS AHeMUS CpeOHell CIeneHU Mmaicecmu.

Thaenoii 3a0aueil newenus AL-amunoudosa seasiemes
nodasaenue Uiy SAUMUHAYUS NAMOA0CUMECKO20 KAOHA NAA3-
MAmuecKux KAemox, NPOoOYUUpYOUUX Aeekue yenu UMMYy-
H02100YAuH08. [l1s AeueHus 3moe0 muna amuioudo3a uc-
NOABIYIOM CXeMbl XUMUOMEPANUU, NPUMEHSIeMble 8 NeHeHUl
muenomvl. Baaeodaps 603moxcHocmu noayuenus 6bicmpoeo
eemamonoeu1eckoeo omeema mepanuet 1-ii aunuu y nayu-
€HMOB SPYNNbI BLICOKO20 PUCKA ABAIOMCSL CXEMbL, COO0EPICA-
wue 6opmeszomud [6].

Tlayuenmke 6bu1 npogeden kypc noauxumuomepanuu (I1IXT)
(6bopmesomud, meaganan, dekcamemasoH), KOMOPLLI OHA Ne-
penecaa yooeremsopumenvro. Ilayuenmra ymepaa doma yepes
1 denv nocae evinucky — 6He3aNHAsL KOPOHAPHAS CMEPMb.

Knunuyeckui cnyyain 2
boavnaa II., 65 rem, Haxodunrace Ha cMayUOHAPHOM
AevenHuu 6 omoenenuu Heghponoeuu lopoockoii 60abHULbL N0 33

(Huxcnuii Hoseopod) ¢ 22 no 31 mapma 2017 2. Ilocmynuaa
¢ acanrobamu Ha caabocms, HeuemMKOCMb pedu, YMoMas-
eMoCcmb, 201080KpYJiceHUe, NOUAmblearue npu xodvoe, 00blui-
Ky, omeKu Hoe, CYXOCHb 60 MY, OMCYMCMBUe MOYeUCnycKa-
Hus 6 meyenue 3 dueil. CosHanue sicHOe, KOJCHble HOKPOBbI
onedubie, apmepuanstoe dagnrerue 8§9/49 um pm. cm. Ypoes-
Hu Kpeamununa 430 mMkmons/n, movesunsl 23,4 mmons/n,
kanus 5,11 mmons/n. Hauam Kypc 3amecmumensHoil no4e4Hoi
mepanuu 6 yca08usx omaoenerus amoyaamopHo2o Ouaiu3a.

B anamnese uwemuueckas 6oae3us cepoua, ouggysHolii
Kapouockaepo3, Mepyamenvras apummusl, NapoKCUManbHas
gopma, nedocmamournocme kpogoobpaujenus Il cmenenu
(no NYHA) ¢ meuenue 10 nem.

Hcmopus 3a601e6anus (namoaoeuu novex). Bmae 2012 .
00nbHas omMemuna nosieaeHue nepugepuuecKux omekKos
cmon. B urone 2012 . enezanno nossuaucs ousapmpus, na-
pe3 npaesoil pyku, acummempus auya. bpueadoti ckopoii no-
MO NAYUeHmMKa 0bl1a 20CNUMANUUPOBAHA C UEMUMECKUM
UHCYNbIMOM 8 He@poao2u1eckKoe omaoeneHue, 8bls81eHO Hapy-
ueHue cepOetH020 pUmma no muny mpenemanus npedcepoul.
Dynxyus novex bvira coxpannoii. Ilayuenmka nepegedena
Ha aeuerue 6 Llenmp namonoeuu peuu u Helipopeaburumayuu
(Mockea), ede obHapyicervt HeghpomuuecKkuit CUHOPOM, CY-
mounas npomeunypus 6— 10e/cym; ypoeuu arv0ymuna 12 ¢/a,
obuwezo beaxa 37 e/, kpeamuHuna 66 MKMOAb/A, CKOPOCHb
ocedanus spumpouumos 60 Mm/H.

[Tayuenmxa 26.07.2012 6vi1a nepesedena 6 Hegponoeu-
yeckoe omoeneHue, 20e npoeoducs ouggepenyuarvHblii
duaeno3 medxncdy amunroudo3om, XpOHUHEeCKUM 210Mepyao-
Heppumom, bone3Hvr0 HeamuaoudHozo omaoxcenus CJIII.
Jleuenue memunpedom 6e3 agpgpekma. Pezyromamol 6uoxu-
Muvecko2o uccaedoganus 0eaK08 CblBOPOMKU KPO8U
(om 25.09.2012): cexpeyus 6eaxa benc-[yuconca A-muna
6 coieopomke 103 me/n (nopma 5,7—26,5 me/n) (memoo Free-
lite), 6 moue — caedogoe koauuecmeo. Ilpu cmepHanbHOU
nynxyuu (11.10.2012) evissneno 4,6 % naazmamuueckux
kaemok. Ha penmeenoepagpuu uepena (om 11.10.2012) napy-
wenuil yenocmHocmu kocmeil He oOHapyyicero. boina ébinon-
HeHa peKmopoMAaHOCKOnUs ¢ buoncueil cAu3ucmoii 000104KU
(15.10.2012), npu okpacke KoHeo KPACHbIM HA AMUAOUO03
peakyus cmpomsl ompuyamenvias. Beinoanena mxanesas
donnaepomempus, OQHHbIX 0 HAAUMUYU AMUAOUO03A Ccepouya
He noayueno. Ilpu negppobuoncuu (07.11.2012) eviseaensi
maccel amunouda 8 HebOAbLUWOM Koaudecmee 8 KAyOouKkax,
CMeHKax cocydos, mMe3aHeuu, UHMepCmuyuu; npu UMMYHO-
XUMUHMECKOM UCcAed08aHUl 0enK08 Kpogu U Mo4u 0OHapydice-
Hot A-CJIL] 356 me/n.

1lo dannbim mopghonoeuueckoeo uccaedosanus u c yue-
mowm evianenus CJIL] duaenocmuposan cucmemubwiii AL-amu-
A0UA03 C NPeUMYW,eCmMEeHHbIM NopasiceHuem novex (Hegpo-
muuecKuil CUHOpoM).

C 18 no 21 dexabps 2012 e. nayuenmie 6bin npogedex
1-it kypc IIXT, komopas 06bi4HO NPpUMeHsemcst npU Ae4eHUU
MM: meagparan, dexcamemason (4 O0ns). Y 6GoavHOl
22.12.2012 6vira 6visierena adeHOKAPUUHOMA Mena Mam-
Ku, 25.12.2012 gévinosnena saxcmupnayus Mamxu ¢ npu-
damkamu.
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Hlayuenmka evinucana 09.01.2013 ¢ duaenoszom:
AL-amunoudos c nopaxcenuem novex. Coxpannas azomeni-
deaumensras @ynxyus novex. OcaodxicHenue 0CHOBHO20 3a-
bonesanus — Hegppomuueckuii cunopom. Conymcmeyroujue
3aboneganus: apmepuansras eunepmensus Il cmenenu;
nocaedcmeus nepeHeceHHo20 0CMpo20 HApYUeHUs M03208020
Kposoobpaujerus 6 urone 2012 e., duzapmpus; uwiemuyeckas
bone3Hb cepoya: dugy3sublii Kapouockaepos, Mepyamenvras
apummus, NapoKcu3ManvHas gopma, HedocmamouHoOCMb
kposoobpauerus 11 cmenenu (no NYHA).

Pexomendosato aeuerue ayemuncaruynogoil Kuciomoii +
MaeHusi 2u0poKcudoOM, OMenpaszniom, CRUPOHOAAKMOHOM.

Ilpu danvHeliwem HabawOeHuu cocmosiHue 00AbHOU
0Ccmaganoce cmabunbHbIM, HeghpomuuecKuii CUHOPOM npedc-
Hell gblpadcennocmu, hyHKYuUs nouek coxpanena. llpu obcae-
dosanuu 6 urone 2013 e. cymounas npomeunypus 8,2 e/cym,
Yyposenb obueeo beaka 47 2/n, apmepuanvroe dasieHue 8 Hop-
me. [layuenmka nabnrodanrace y Hegpponoea, OHKOUHEK0A0-
2a, pecyasapHo c0asana aHaiu3sl, apmepuanvioe dasierue
0Ccmaeanocs 6 npedenax HopmanbHoix 3Havenuil. Pezynomameot
uccaedosanus A-CJIL kposu memodom Freelite: 6 2013 e. —
353 me/n; 6 2014 2. — 565, 605, 638 me/a; 6 2015 e. — 730, 1368,
2248 me/n; 6 2016 2. — 838, 1178, 788, 1295 me/a.

B aneape 2016 e. ¢ yxyoweruem obujeco cocmosuus na-
YueHmKka nocmynuaa 6 omoeaenue « ckyccmeennas nouka»
Kaunuku peemamonoeuu, Hegporoeuu u npogpnamonozuu
um. E.M. Tapeesa. IIpu penmeenonocuteckom uccie0o8anuu
Kocmell masa, mazobedpeHHbix cycmaegos, yepena (14.01.2016)
aumuueckux o4aeo8 He obHapycero. Ilpu ob6caedosanuu
(15.01.2016) cymounwiii duypez 1900 ma, yposens beaxa 1,92/,
cymounas npomeunypus 3,3 e/cym, QQyHKUUs nouex 6 Hopme.
Pezyromam ummyHoxumuueckoeo ucciedosanus 6e1K08 Kpo-
8U U Mouu: 8 cvlgopomke cexkpeyus beika benc-/lxconca
A-muna 1970 me/n (memoo Freelite), coomnouwenue x/A-CJIL]
0,006, kaybo0ukosas npomeunypus. Pezyromam 6uoxumuue-
ck0e0 anaauza kposu (om 15.01.2016): ypoenu kpeamuruna
80 mxmonv/n, obueeo beaka 56,4 2/n, arvOymuna 37,3 e/a.
Pezyaomam ananuza mouu no Heuunopenko (om 18.01.2016):
Koauyecmeo neiikouyumos 2000 6 1 ma, sapumpoyumos 1500,
2UANUHOBbIX YuAUuHOpos 250. 3axaroueHue axoxapouoepapuu
(om 21.01.2016): ymepenHovle amepocKkaepomuuecKue uzme-
HeHUsl KOPHSA U CEeHOK A0pMbl, He3HAYUMeAbHOe YeaueHue
noaocmu n1e6oeo npedcepous; MUMpPAAbHASL HeAOCMAamou-
Hocmb I cmenenu; mpukycnudanbHas He0OCMAMOYHOCMb
1 cmenenu.

ITlayuenmxa noayuana nevenue amuodapoHom, ayemun-
Canuyua080ll KUCA0MOILL, amopeacmamuHom, AKmo8ecUHoOM,
anukcabaHom.

OcHo6HOIl duazHo3 npu 8vinucke (0CMasAeH NPEeICHULL):
AL-amunoudos c nopasicenuem nouex (8blpaiceHHas npome-
UHYPUSL C COXPAHHOIL (hyHKYUell nouek); XpoHuveckas 001e3Hb
nouex I cmaouu (CK® 129 ma/mun/ 1,73 m?); MoHOKAOHANb-
Has ceKkpeyus neekux yeneil A-muna, besok benc-Iiconca
A-muna. Conymcmgywujue 3a001e6aHUSA: AMEPOCKAEPO3
C nopasiceHuem aopmel, cocydog 204108H020 M032a, KOPOHAP-
HbIX apmepuil; yepedposackyiapHasn 604e3Hb; UleMuecKds
boae3Hb cepoya: dugysublii Kapouockaepos, Mepyamenvras

apummus, NAPoOKCUManbHas gopma, HedocmamouHOCMb
kposoobpauenust 11 cmenenu (no NYHA).

ITlayuenmrka 6vi1a évinucana 03.02.2016 ¢ pexomernda-
YusamU nPo0oAICUMb NPUEM HA3HAYEHHbIX 8 KAUHUKe npena-
pamog. C yuemom coxpansoueics noa0JcUumenbHoli OuHa-
MUKU 8 8U0e YyMeHbUeHUsl RPOMeUHYPUU, COXPAHHOL QYHKUUU
nouek, OMcymcmeus nPU3HAK08 8061e4eHUsl Opy2Uux opeaHos
u cucmem om npogedenusi IXT 6bi10 pewero 6030epicampcs.
Pexomendosana koncyremayus cemamonoea 04s UCKAHOUEHUs
MM (nposedenue mpenanobuoncuu ¢ umMmyHogeHomunupo-
8aHuem, uccredosanue Kocmeil 015 UCKAIOYEHUs. 04A208 OCme-
oauza). Ima pexomeHoayus NO Heu3BeCMHbIM NPUHUHAM
He 0Oblaa 8bINOAHEHA.

Ilauyuenmra npodoaxcanra Habarwoamoecs y Heghposoea
U OHKORUHEK0102a No Mecmy dcumenbcmea. Meduyunckue
doxymermol ¢ gpegpans 2016 e. no 12 mapma 2017 2. ne npe-
docmasénenni. C sneaps 2017 e. nayuenmia ommemuna yxyo-
uweHue cocmosiHus 8 gude Hapacmauus oduell caabocmu,
nomepu annemuma.

C 15 no 21 mapma 2017 2. hayuenmka noay4ana neverue
8 He@poa02U4ecKkom omoeneHul, ede Omme4eHo yxyoulenue
@dyHKyUuu nouek: yseauveHue ypogHs Kpeamuruna ¢ 114 do
359 mrmons/n, noseaeHue onueoypul, 6 céasu ¢ yem 22 mapma
nepesederna 6 omoenerue Heghponoeuu Topoockoii bonvruyst No33
(Huxcnuii Hoseopod) 05t doobcaedosanus u neveHus.

boavHas nocmynuna @ maxiceaom coCmosnulL, ommeua-
AUCH AHYPUsL, 2UNOMOHUs (apmepuanshoe dagaerue 90/50 mm
pm. cm.). Obwuii anaau3z kposu be3 ocobenrocmeil. Pezyno-
mam 6UOXUMU1ecKo20 aHAAU3a KPOBU: YPOBHU KPeamUHUHA
430 mxmonv/n, mouesunvt 23,4 mmonsv/n, karus 5,11 mmons/a,
obujezo karvyus 1,91 mmons/n, obweeo dbeaka 36,12/a, anrvb-
oymuna 15 e/a, saxkmamoeeudpoeenasol 579 Ed/a, CKD
9mn/mun/ 1,73 m? (no gpopmyae CKD-EPI), CPE 19,57 me/a.
B muenoepamme (om 27.03.2017) 11 % naazmamuueckux
KAemoK, ommeuaemcs ygeaudeHue 08yxXssa0epHbixX naama-
muyeckux Kaemox.

Huaenos: muenoma benc-conca c cexpeyueil A-muna,
OCN0JICHEHHAs1 OCMPOI NOYEUHOI HeAOCMAMOYHOCMbIO, AHY-
pudeckas cmaous, Koppuupo8anHas 0CMpbiM 2eMoOUANUZ0M,
AL-amunoudos c nopascenuem nouex, cocydog 20408H020
mozea. Conymemaytoujue 3a001e6aHUs: AMeEPOCKAEPO3 C NO-
pasiceHuem aopmol, cocy008 20108H020 M032d, KOPOHAPHBIX
apmepuil; HapyuleHue pumma cepoya no muny napoKcus-
MansHol popmbl mpenemanus npedcepouii, NapoKCU3MANbHOL
gopmvl HadXHCenYOOUK080U MaAXuUKapouu, Hceayoo4Kosoi
IKCMPACUCMOAUU; XPOHUYECKAsl UleMUsl 20108H020 M032a
CMeUanHoeo 2ene3a (6eposim1o, amuioudos, apmepuatbHas
2unepmeH3uUsl, amepockaepos); uepedposackyIapHas 601e3Hs.
[locaedcmsuss noemoproeo ocmpoeo HapyuieHus: M03208020
Kposoobpaujerus 6 bacceline 1e6oii cpedHell M032080i apme-
pul, mepMUHAAbHbIX 8eME5X NPABoLl cpedHell M032080il ap-
mepuu; MOMOPHAs Aghazusi ¢ INeMeHMAMU AKYCIMUKO-MHe-
cmuueckoil agazuu; OUCUUPKYASMOPHAs SHUePaIonamus.

ITlayuenmke nposedenvt 9 npouedyp eemoduanusa, ne-
peausanue ceexlce3amopodCceHHOU NAa3Mbl, HA3HAYEeHbl alb-
OYMUH, KemoaHano02u AMUHOKUCA0M, JeKcamemasoH, amop-
8ACMAMUH U AAAONYPUHOA.
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[Tlayuenmra 6vira nepegedena 6 cheyuaru3upo8aHHoe
eemamonoeuqeckoe omodenerue ons nposedenus I1XT, uepes
2 OHs OHa yMmepaa.

06cyxxaeHune

bonabiive TpyaHOCTU BO3HUKAIOT MPU MPOBEIACHUN
mnddepeHManbHOR fuarHocTuku MM, acconmmpoBaH-
Hoii ¢ AL-aMuiona03oM U nepBUYHbIM AL-amMuiongo3om
[10—12].

Otmune AL-amunonno3a, pa3BUBAIONIETOCS y AL -
eHTa ¢ MM, oT nepBUYHOIO UAMONaTHYecKoro AL-amu-
JIOMI03a MPOSIBIISIETCS TIPEXKIE BCETO PEAKMM BOBJICUCHHEM
B [MATOJIOTMYECKHWI MPOLIECC CEPILIA U OBICTPOIIPOrpeCcCH -
PYIOIINM TedeHHEM HedpOIIaThM ¢ pa3BUTHEM XPOHNIEC-
KO TTOYeYHOM HEAOCTATOYHOCTHU. DTU KPUTEPUN BO MHO-
TOM OMIPEIEISIOT IPOTHO3 TakKuX nanueHToB [13]. Cynuth
o pa3zButuu AL-amuinounosa y 6oibHoro MM MoXHO
TOJILKO TTocjie Mopdojiornueckoii Bepudukauun MM,
Ha OCHOBE OIIPeIeICHHBIX KPUTEPHUEB.

Bennunna M-rpagueHTa HamnpsIMylo KOppeaupyer
C 00BEMOM OITYXOJEBBIX KJIETOK B KOCTHOM MO3Te, T.€.
COOTBETCTBYET IUIA3MOKJIETOYHOM nHMIbTpauuu [13, 14].
B nmepBoM KIIMHMYECKOM IIpUMEPE MOKHO CUMTATh TOKa-
3aHHBIM HaJIW4Iue cucTeMHOro AL-amuionmosa ¢ mpen-
MYIIIECTBEHHBIM IOpaXXeHHeM cepana (pecTpUKTUBHAS
KapaIMOMUOIIATHSI, XpOHUYECKasI CepIeyHast HeI0CTaTOq-
HocTb IIA), mouek (HeddpoTHIeCKUii CUHAPOM, XPOHU-
yeckas 00JIe3Hb IT0YeK V cTanuu), IedeHn (YBeJIMIeHUE
IIeYeHHM, IIOPTaIbHAS TUIIEPTEH3US CMEIIAHHOTO reHe3a —
HaJI- ¥ ITOATICYCHOYHAsT ), MSITKUX TKaHei (MaKpOIJIOCCHST),
aBTOHOMHO1 HEpBHOI CUCTeMBI (OpTOCTaTHYECKAST JINIIO-
TiMust). HecMOTpst HA COMHUTEIBHYIO PEaKIINI0 KOHTO-
¢uIpHOTO MaTepHraa B OMOIITaTax ¢ aMIJIOMAOM, HAIMIKe
aTbOYMUHYPUH Y MAIIMEHTKY ¢ MOHOKJIOHAJIBHOI raMMa-
ImaTheit He OCTaBJIsIeT COMHEHUS B IPUCYTCTBUM aMUJIOH-
na. MOHOKJTOHAJIbHASI TaMMaIIaThsI TaKXKe SBJISIeTCS Ha-
IIeXKHBIM apryMEHTOM B IOJIb3y amMmiongo3a AL-tuia
Y ITALIMEHTKH C TSDKEIBIM ITOpaXkeHUeM Cepiia M HaTuIm-
€M MaKpoIJIocCuU. 3HAYNUTEIbHOE IOBBIIIICHUE YPOBHEH
B2-mukpornobynuna u CPb y nauueHTku ¢ onepexa-
IOIIUM pPa3BUTHEM ITOYCTHONM HETOCTATOYHOCTH, BBHIpa-
KEHHOW aHEMMEN HE MO3BOJISIET MOJTHOCTHIO UCKIIIOYUTD
MM, HecMOTpsI Ha OJIMTOCEKPETOPHBIIA XapaKTep MOHO-
KJIOHAJBbHOM raMManaTuy 1 HU3KYIO IUIa3MOKJICTOUHYIO
WHQUIBTPAIXI0 KOCTHOTO MO3ra. BaxkKHBIM apryMeHTOM
B II0JIB3Y MHEJIOMBI MOIJIM OBl OBITh OYaru OCTEOJIM3a
B IUTOCKUX KOCTSIX, BBISIBJICHHBIE C TIOMOIIIBIO KOMITBIOTEP-
HOIT TOMOTpaduy WJIM MarHUTHO-PE30HAHCHOM TOMOTpa-
¢un. He BbI3bIBaeT COMHEHUIT aMUJIOMAOTEHHBINM XapaKTep
T1IK]I, yTo 060CHOBBIBa€T HEOOXOAUMOCTbD JIEUeHUSI, Ha-
MIPaBJICHHOTO HAa JIMMUHALINIO aMJIOMAOTEHHOTO KJIOHA
IU1a3MaTudecKux KieTok. C yaeToM KpaifHe HeOJ1arompu-
SITHOT'O IIPOTHO3a OOJIBIIIOe 3HAUCHHE MEET CBOCBPEMEH -
HOE TIpUMEHEHHUEe OBICTPOACHCTBYIOIINX CXEM JICUCHUS
Ha OCHOBe bopTe3oMuoda.

Bo BTOpOM KIMHMYECKOM CiIydae pa3BepHYTas K-
HU4ecKasa KaptuHa MM cdopMupoBaiach CITycTd 5 JeT

1ocJje NOsIBJIEHNSI MOHOKJIOHAJIbHOM cekpeunu. B HosiOpe
2012 r. 1o pe3yJabTaTaM TMCTOJIOTHUYECKOTO UCCIIETOBAaHUS
ouornTaTa IT0YKM (C OKPacKOM KOHTO KpaCHBIM) B KITyDO4-
Kax, CTeHKax COCYIOB, ME3aHTMU, MHTCPCTUIINN ObUIA
BBISIBJICHBI MAaCCHl aMIUIONIA B HEOOJIBIIIOM KOJTUIECCTBE.
ITpy UMMYHOXMMHWYECKOM MCCIICIOBAHNN OEJIKOB KPOBHU
1 Mouun ooHapyxeHbl A-CJIL. YoenuTenbHBIX TaHHBIX
0 Hanmuuuu MM Ha TOT MOMEHT He IoJiydeHo. B cBsizu
C TEM YTO IMArHo3 cucreMHoro AlL-amunounaosa c mnpe-
MMYIIIeCTBEHHBIM MOBPEXICHUEM TO0UYeK (HeDpOTHUSCKUI
CUHIPOM) OB MOATBEPXIECH MpU MOPGhOIOrnIecKOM
HUCCIIeI0BAHNY, TTAIMEHTKE HayaTa IIPOTHUBOOITYXOJIeBast
JIeKapCTBeHHAs Tepallvsl, HallpaBJIeHHAs Ha SJIMMUHAIIIO
ITaTOJIOTMYECKOTO KIIOHA TMM(MaTUIECKIX KJIETOK (TIpoBe-
nIeH 1 Kypc nedyeHus MeidaaaHOM, IEKCaMETa30HOM).

B nmocnenyrotem, HecMOTpS Ha yBeJTMYECHUE KOJTMIE-
ctBa A-CJIL n matonormyeckoe cootHoureHue «/A-CJIL
0,006, CBUIETENBCTBYIOIIME O KIIOHATBHOCTH OITyXOJIEBOTO
npoiiecca [14], xuMuoTeparniis He ITPOBOIMIIACH M3-3a OTCYT-
CTBUST MOP(OTIOTMIECKHX TaHHBIX, TIOATBepKaarommx MM
(TpemaHOOMONTAT KOCTHOTO MO3Ta, TTOpaskeHIe KOCTHOM TKa-
HM), 00CyKIamach BO3MOXHOCTb coueTaHust AL-ammionmosa
1 AA-aMIIONI03a ITapaHEeOIIIaCTIYECKOTO T'eHe3a.

Bricokoe copepxaHne MOHOKIOHaNbHBIX A-CJILI
MpY aHOMaJIbHOM cooTHo1eHuu k/A-CJIL roBopuTt o Ha-
JIMYMU KJIOHA A CO 3HAYUTEJIbHBIM 00BEMOM OITyXOJIEeBOI
Macchl [14]. K coxanenuio, mpy IopaxkeHU! IMoYeK Kpu-
TepHUEB, TTO3BOJITIONINX HAYATh CIIEU(PUIESCKYIO TEPAITHIO
JUM@paTUIECKOI OITyXoiu, 10 cux nmop Het [4]. [Tpu no-
ClIeMHEH TOCTIMTAIN3ALIMY OOHAPYKEeHIE B MUEIOTpaMMe
11 % mumazMaT4YeCKMX KJIETOK ITO3BOIWIIO JUArHOCTUPOBATE
muenomy beHc-JIxkoHca ¢ cekpeleil A-Tura, OCI0XHeH-
HYI0 OCTPOM IMOYEYHOM HENOCTATOYHOCTHIO, B aHYPU-
YeCKOM CTaInM, KOPPUTMPOBAHHYIO OCTPHIM TeMOIM A -
30M; AL-amMmuiaoungo3 ¢ mopaxeHueM I104YeK, COCYyAdOB
TOJIOBHOTO MO3ra.

3aknoueHue

JwvarHo3 v nuddepeHInaIbHbI JUarHO3 MOHO-
KJIOHAJIBLHOM raMManaTUM HeOIlpeAeICHHOIO 3HAYCHMS,
MOHOKJIOHAJIbHOM raMMaliaTuy peHaJIbHOTO 3HAYeHMUS,
nepBuyHoro AL-amunonnosa u AL-amuinonmosa, acco-
LHUMpoBaHHOro ¢ MM, HepeaKo BhI3bIBAIOT 3aTPYAHEHUSI.
Heobxommel coBpeMeHHBIE 1 JOCTYITHBIE METOIBI UCCIIC-
JIOBaHUST — MOP(oJIormuecKast 1 IMMYHOTHCTOXUMMYECKAS
IMATHOCTHKA OMOIITaTa, BBHISIBIICHNE MOHOKJIOHAIHHOIO
OeJIka B KPOBM 1 MOYE C MCITOJIb30BaHUEM 3JIeKTpodope3a
1 UIMMYHODUKCAIIK, TUITMPOBAHNE aMIJIONIA 1 OTIpee-
nenne CJIL metomom Freelite wim apyrumMm mMerogamMu,
COITOCTaBUMOCTh KOTOphIX ¢ Freelite nokasana. st nckimo-
YEHUS IATOJIOTUY KOCTHOM TKAHU XKeJIaTeJIbHO IIPOBEICHIIE
KOMITBIOTEPHOI TOMOTpauu, MO3UTPOHHO-IMUCCUOHHOMN
ToMorpadu, COBMEIICHHOM ¢ KOMIIBIOTEPHOI TOMOIpa-
¢ueit, MarHUTHO-PE30HAHCHOM TOMOTpadum.

Heob6xoaum MyabTUAMCLMIUIMHAPHBIN MOAXO/ K BE-
JICHUIO TAKYX IMAIIIEHTOB, B KOTOPOM JOJIKHBI y9aCTBOBATh
HedpoIor, reMaToJIoT, TaTOMOPQOJIOT.
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