MHNYeCKan npakTuKa

! Unemumym
KZIUHUHECKOU MeOULUHDL
um. H.B. Cknugpocosckoeo
Ilepsozo Mocxosckozo
20cy0apcmeenHoz0
MEOUUUHCKO20
yHUeepcumema

um. VL. M. Ceuerosa

2 PedepanvHolii
yeHmp mosea
U HetipomexHonoutt

* Knunuka HepeHovix
6Gonesteil
um. A KoscesHukosa

* Hayumo-
NpaKmuecKuil
uenmp
UHMEPBEHUUOHHOTL
KapouoaHeuonozuy
Ilepsozo Mockosckozo
20cyoapcmeenozo
MEOUUUHCKO20
yHusepcumema

um. V.M. Ceuerosa

32

TpymrOCTU mVIarHOCTUKM
HEBPOJIOTUYECKOTO BapMaHTa
AL-amunonpo3sa (KIMHNYECKOe HAOMIONeHe)

C.A. MambiknHa"?, O.E. 3uHOBbBEBAY, [I.M.H., TpOd.',
O.H. Bockpecenckas, g.M.H., pod.', B.B. Pamees, g.m.H.},
H.C. llermoBa, k.m.H.%, B.B. [pnaiok, k.m.H.">, B.B. Oranos*

Anpec s nepercku: Codbst AsiekceeBHa MaMbIKiHa, sonyal80197@yandex.ru

Jna mmtuposanya: Mambiknaa C.A., 3nHoBbeBa O.E., BockpeceHckas O.H. n p. TpygHOCT! [MarHOCTVKY HEBPOIOTYECKOTO BapuaHTa
AL-ammonzosa (xmHnveckoe HabmogeHe). dddexruBHast dpapmakorepamst. 2023; 19 (24): 32-36.

DOI 10.33978/2307-3586-2023-19-24-32-36

B cmamve npoananusuposarvt 60npocvl narmozexe3a u OUazHoOCMu4eckozo noucka AL-amusnoudosa.
IIpedcmasnien Knunuveckuti cayuati He8ponoeuueckozo sapuarma AL-amunoudosa c nopaxeHuem
KOCIHO20 M0324, CKeTIeMHbIX Mbliil, nepugepueckux Hepeos KOHeUHOCMET! U Hey00HHO-KUUEUHO20
mpaxma (beccumnmomHvIM), BePOSTMHBIM NOpaceHuem nouex u muoxkapoa. Y navuermxu 50 nem
3a6onesaue 0eOIOMUPOBATIO € 08YCMOPOHHE20 KAPNATILHOZO MYHHENbHOZ0 CUHOpoma. B danvreriuem
NPUCOEOUHUTIUCHO MUONAMUUECKULL CUHOPOM, MaKpoenoccust. B nesponoeuueckom cmamyce

npu nocmynnieHuu OU3aApmpust cedcmeaue MAaxpoiocCu, NPOKCUMATIbHAST MbIUEUHAST CIA60CMb
HUNCHUX KOHEYHOCIELl, NOZIoscUmMenvHblil cumnmom Turens Ha yposHe KapnanvHozo, KyoumanvHozo,
PubynAPHO20 KAHATIOB C 08YX CHIOPOH, HAPYUEHUE HYBCBUMENLHOCHIU NO NOTIUHETIPONAMU1ECKOMY
muny — 6071e8dsi 2UNecme3usi 8 KOHEUHOCHISX N0 MUNY «NepUamoK» u «20nvy». [pu nabopamopHom
U UHCIPYMEHMATILHOM Memo0ax Uccied08aHUST BbisBTIeHbL 0eno3univl Amunoudad 8 CAu3UCOL
060710UKe DecHbl, CEHKAX COCY008 KOCHHO20 M032d. INEKMPOHELPOMUOPAPUS NOKA3ANA NEPEUUHO

AKCOHATIHOE NOPAdtEHUE HEPBOB KOHEUHOCHIeLl, UONbHAMAs INEKMPOMUOZPAPUS — NePBUHO-
Mblue HbLTi yposeHb nopasceHUs 6e3 NPUHAKos meKyuseti 0eHepeanulu.

Kntouesvie cnosa: AL-CIMLUZOL[()O3, MAKpPONIOCCUS, MYyHHEIbHAS HEBPONAMuUs, NepeUdHO aKCOHAIbHASA

no;zuueﬁponamuﬂ, muonamus

BBepenne

AL-avmnonpos (AL), v aMUION03 JIETKMX LieTIelt IMMY-
HOITIOOY/IMHOB, 00YC/IOB/IEH BHEK/IETOUHBIM OT/IOXKEHUEM
HepacTBOPUMBIX (pubpn, 06pa3oBaHHBIX MOHOK/IOHA/Ib-
HBIMM JIETKMMI LEMAMI MMMYHOIZIOOY/IMHOB (aHOMAjIbHBI-
MI VIMMYHOIZIOOY/IVHAMI), CeKPETHPYEMBIX K/IOHOM ITIas-
MaTM4ecKuX uiy B-kmeTok B KocTHOM Mosre [1]. AL Moxxer
OBITb CAMOCTOSITE/IBHBIM 3200/IEBAHIEM VI ACCOLIMMPOBAH-
HBIM C pa3/MYHbIMM IVTa3MOK/IETOYHBIMY OITyXO/LIMIL. Y 10—
15% HaIyeHToB ¢ MHO>KECTBEHHON MUEIOMOY Pa3BMBaeTCA
AL [2-5]. Ilo faHHBIM McCIenoBaHA, IPOBefeHHOro B Mayo
Clinic B 1990-2015 rr., pactipocTpaHeHHOCTb AL cocTaBiiaeT
1,2 na 100 ThIC. HaceNIeHNA U MMEET TEH/IEHIVIO K POCTY, YTO
CBA3QHO C YTy4IlIeHVeM Ka4yeCTBa AMarHOCTUKY, YBETYEHN-
eM IIPOO/DKMUTENBHOCTH YKM3HI MTALMEHTOB 6/1arofapsi BHe-
IpeHNI0 HOBBIX 3 PEKTUBHBIX METOJIOB JIeYeHus [6].
Krmanaeckast kapryiaa AL pasHoo6pasHa 11 3aBICHT OT JIOKa-
JIM3ALUI Y CTETIEHN TIOPKEHVsSI OPTaHOB M CUCTEM OpPraHM3-

Ma. [Tpu AL gacto (74% ctydaeB) B IATONOTMYECKIIL IPOLIECC
BOBJIEKAETCA CEPALE C Pa3BUTHEM TSKENION PECTPUKTVBHON
Kap/iIMOMMOIIATIY, HAPYLIEHNIT PUTMA, BHYTPUCEPHETHOMN
IIPOBOIMMOCTH, CEpPeYHO HeJoCTaToYHOCTH (66% Ccy4a-
eB) [7-10]. ITopaxxeHne movek, Habmogaemoe y 97% maru-
€HTOB, KIMHIYECKN TIPOAB/LAETCA IPpOTeNHypuell (penmy-
IL[eCTBEHHO a/IbOYMIHYpYeit), T0YeYHOI HeOCTaTOYHOCTBIO
(51%), Hedppotuyeckum cunppomom (63%) [7-10]. TTopaxe-
H1e xenygogHo-kuuteynoro tpakra (OKKT), kak mpasurio,
He COIPOBOXKHAETCS pasBuUTMEM cMMITOMOB. Hambomee
TSDKEBIMU OCTIOKHeHMAMMU co ctopoHbl JKKT sansatorca
cuHapoM Manbabcopouym (4%), nepdoparya CTeHOK Ku-
IIeYHMKa C KPOBOTEYEHNMEM, IHAMIYECKast KIIIeyHas He-
IPOXOUMOCTS [7, 8].

Y manmenToB ¢ AL B maTomormyeckuii porecc BOB/IEKaeTcs
nepudepudeckas comarideckas (o 20% ciydae) u aBTo-
HoMHaA (o 65% ciTydaeB) HepBHas cucTeMa. K npossieHusam
ABTOHOMHOJ HEBPOIIATHY OTHOCUTCS, B YaCTHOCTH, OPTOCTa-
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TI9ecKas runorensus (47-65% ciydaes). [Topakenue nepu-
(epyrdeckort cOMaTNYeCKol HEPBHOI CUCTEMBI COIIPOBOXKIA-
eTCsl TYHHENbHBIMY HelporaTusAMM (Yalle {BYCTOPOHHUM
CHHJIPOMOM 3aILICTHOTO KaHaja) — 10 25% ciy4aes, ceH-
COPHO-MOTOPHOJ IIEPBMYHO aKCOHA/IBHON IIONIMHENPOIIaTH -
eit — 15-35%. Kpome Toro, B muTepaType ONVCAHbI CTydan
MHO>XeCTBEHHOI MOHOHEJPOIATIV BepXHIX KOHEYHOCTeTT,
HOSICHUYHO-KPECTLIOBOI PaiMKYIONaTNy, KPaHUATbHOI
HeJpOIaTHH C IOpaKeHNeM O0OOHSATETbHOrO, [Ia30/{BITa-
TEJIBHOTO 1 IMIIEBOro HepBoB [11, 12].

C oTI0>KeHMeM aMIJIOVIA B MBIIIIIAX U CBA30YHOM allIapa-
Te accoumupyroTcsa guchonns (18%), mucarus (45%), Ma-
kpornoccns (33%), mepeMeXxaroIasncsa «XpoMOTa» HYDKHelt
wemocTy (607b U IIpexofsliiee 3aTPyAHEHNE IBYDKEHUI HIDK-
HeJl Ye/IF0CTY, BO3HUKAIOLIIVE TIPY IIPOfO/DKUTE/IbHOM JKeBa-
HIY, 0COOEHHO TBepHoil NI, a TAKKe BO BpeMs PasroBo-
pa) Wi OABBIBUX HIDKHeN democTy (25%) [12]. Hucdarns
MO)XET BOSHUKHYTb M3-32 MAKPOIJIOCCUY VIV OTIOKEHMS
aMMIOMIHOTO 6e/TKa HeMOCPENCTBEHHO B MBIIIIAX POTOL/IO-
TOYHOTO arIapara 1 IIpy IopaxeHuy miesopa [13].
AL-acconMypoBaHHOE IOPakKeHMe CKENETHBIX MBIIII] OT-
Meyaetcs B 1,5% crydaeB. OTHAKO 4acTOTa BCTPEYAEMOCTI,
TIO TaHHBIM Pa3HBIX aBTOPOB, BAPbMPYETCsl, TOCKOMbKY KIIN-
HMYeCKue IPU3HAKY He BCer/a MOATBEP)KAAIOTCs Tabopa-
TOPHO ¥ MOp(oIorndeck (1o AHHBIM OVOIICHY CKeTIeTHON
Mblnsl). He crnenyet nckmodaTh BOSMOXXHOCTD JIOKHOOTPU-
IaTe/IbHOTO Pe3y/IbTaTa MOP(ONIOrNYeCcKOro MCCIefOBaHNs
MBIIIIIBI, KOT/IA AEMO3UTBI aMIJION/A He 0OHAPY KMBAIOTCS
B OyomTare MbIIIEYHOI TKaHN. YpoBeHb KpearnHdocdo-
kuHaspl (KOK) B 11a3me KpoBU TaK)Ke MOXKET OCTaBaThCs
B IIpefieNax pepepeHCHBIX 3HAUEHWII MIM He3HAYUTENbHO
npesbiLath HopMy [12, 14]. Kimmunveckn nmopakeHne cke-
JIeTHBIX MblII Ipy AL iposiBisieTcst mpokcumabHoit (96%)
u/vimu guctambHOM (50%) MBILIEYHOI CTabOCThIO, MUATITUEN
(33%), arpodmeit (25%) mbo nceBgoruneprpodueri (3a cuet
OT/IOXKEHMA aMIIONAA B MblIax) (12%), KOHTpaKTypoi
(2%) [12].

HepBHo-MblI1IIeYHbIe HAPYILIEHNSI MOTYT OBITH ePBbIMI KITH-
HITYeCKVIMI IPOsIB/IeHNAMM AL U CTTy>XUTb OCHOBaHMEM LT
ofpallleH1s alieHTa K HEBPOJIOTY.

I[TpumepoM pelKyX BapMaHTOB IOPaXKEHNS ABIIAIOTCA aMI-
JIOMIHBIe OTIALIKY Ha KOXKe M CTIM3MCTBIX 0O0/MOUKaX, CKIIe-
POnepMOIIOTOOHBI CHHAPOM, reHepann3oBaHHas muMba-
JICHOIATIA.

B cyty pasHoo6pasus IposBIeHMIT ¥ OTCYTCTBUSA TIATOTHO-
MOHIYHBIX CHMIITOMOB 3ajiepXKKa inarHosa AL Moxer co-
CTaB/ATH J0 20 1 60Iee MeCALIEB, YTO 3HAYNTEHO CHIDKAeT
3¢ heKTMBHOCTD TOCTYIHOI B HACTOsALIEE BpeMsI ITATOTeHe-
TUYECKOIl TepaIny, YXy/las KadeCTBO KM3HY MAlVieHTOB
VI IIPOTHO3 B OTHOLLIEHUN €€ IIPOfO/DKUTETBHOCTIL.

KnuHuueckuin cnyyaii

IMarmentxa I. 51 roga noctymmia B KimHuky HepBHbIX 60-
nesneit (KHB) ¢ >xano6amu Ha oHeMeHwme, c1abocThb U 6omes-
HEHHOCTb, IPeMMYILECTBEHHO B KIUCTAX, YCUIMBABLINECH
TPV MBITbe TIOCY/ibl ¥ PYTO VHTEHCUBHOM paboTe KMUCTA-
MU, a TaKXe B HOYHOe BpeMsA. becniokonmu onemenue, cna-
60CTb, OTEYHOCTb TOJICHEN! U CTOII, TPYAHOCTH IIPY IIOfbe-
Me II0 JIECTHHIIE, IPOrpeccupylolliee YBeTMIeH) e Pa3MepOB
A3bIKa (He IOMeII[aics B onocTy pra). Kak crencrsume — men-

Hesponorua u ncuxmatpus

KNMHNUeCkaa npakTika

XOJIOTMYeCKyie OTPaHITIeHIIA PV OOLIEHI C PYTYMU JTEO{b-
M, 3HaYUTeNIbHOE CHIDKEHVIe (PYHKIMOHATBbHOCTH A3bIKA BO
BpeMdA IIpyeMa MMV, 3aTPYJHEHNU TIpU XKeBaHWUM, HedeT-
KOCTb peyIL.

C 2016 . HOABMUIOCDH OLIYILEHNE TTOKa/IbIBAHMsA, OHEMEHME
B PYKaXx, 4yBCTBO >KOKEHIA B ITa/IbljaX 00eux KucTeit. B cBAsm
C HapacTaHVeM CUMITOMATHKY B Te4eHNe TPeX MecsALeB Ma-
IMieHTKa 06paTuIach K HeBPOJIOTY.

ITpy HeBpONIOIMYECKOM OCMOTPE IIPU3HAKY IBYCTOPOHHETO
KapIa/JIbHOTO TYHHE/IbHOTO CMHJIpOMa. JIaHHbIE 37IEKTPO-
Hejipomumorpadum (QHMI): iBycTOpoHHee IOpa>KeHue IBY-
raTelbHbIX U YyBCTBUTEbHBIX BOTIOKOH CPEIMTHHOTO HEpBa
Ha yPOBHeE 3aILICTHOTO KaHa/a. YIbTPasByKOBOE UCCTIENOBa-
HJ€ KapIa/IbHbIX KaHA/I0B: KOMIIPECCHS CPEIMHHOTO HepBa
TIOJ], TIOTIEPEYHOM CBASKOM C JIBYX CTOPOH. JleueHne BuTa-
MJVHaMI TPyIIIBL B v MHMMOMTOpaMy XO/MHACTepasbl ObUIO
HeadexTHBHBIM, ¥ B 2017 T. BBIIIO/THEHA JBYCTOPOHHSIA
MMUKPOXUPYpPIUYecKas JeKOMIIPECCUSA CPEJMHHOIO HepBa
Ha YpOBHeE KapIIa/IbHOTO KaHa/a.

VI3BecTHO TaxoKe, 4TO B TeYEHME IIATH JIET MALVIEHTKa OTMe-
yajia 60/ U OrpaHuyeHe o6beMa IBVYDKEHUI B IJIeYeBbIX
U KONIeHHBIX cycTaBax. B Hayuno-nccnenobaTenbckoM mH-
cTutyTe peBMaronorun uM. B.A. HacoHoBoiT uckmodanu
PEeBMaTOVIHBII aPTPUT, CHCTEMHbIe 3a00/IeBaHIIsT COSTVHIL-
TE/IbHOM TKaHM.

B mapte 2019 1. 0TMe9a/10Ch TpOrpeccupyolliee yBenmdeHe
PasMepoB A3BIKa, YTO 3aTPYFHANO IIPYEM IINIIY, PeYb CTaja
Hepas6opunBoii. B 2020 r. u3-3a HapacTarolLlelf IPOKCUMAIb-
HOIt €71ab0CTH B HOTAX, MUA/ITUM MCK/TIOYA/IVCh BOCIIA/IN-
Te/IbHbIe MUOIIATVUM. JJaHHbIE MTONBYATON IEKTPOMMOTPa-
¢yn: TeHepaM30BaHHBII IIePBUYHO-MbIIIEYHBI YPOBEHb
HopaKeHNs 6e3 MPU3HAKOB TeKyllell feHepBanyy. C Lie/bio
YTOYHEH AMATHO32 M TAKTUKY JIeYeHNA MTAL[VIeHTKY TOCIIN-
ta;msuposamu B KHbB Ilepsoro MockoBckoro rocymapct-
BEHHOTO METMIMHCKOro yHuBepcnTeTa M. VI.M. CeueHoa.
ITpn ocMoTpe B OTHeNneHny obpaljany Ha cebs BHUMaHMe
PE3KO YBETIMYEHHDIN A3bIK, HECMBIKaHE YETIOCTH, UTO BbI-
HY>KZA/I0 IAIMeHTKY BbICOBBIBATb KOHYMK A3bIKA HAPYXKY.
ITo 60K0BOIT KPOMKE sI3bIKA BUJHE/NCH «OTIIEYATKI» 3yOOB.
ITaccuBHbIE M aKTUBHbIE IBVDKEHNS OTPAaHMYEHBI B IIeYe-
BBIX, JTy4e3aIICTHBIX, KOJICHHBIX CycTaBax ¢ (POPMIPOBAHN-
eM KOHTpakTyp. OTeK TojIeHel! 1 CTOII, MeNKMe TleTeX1ab-
Hble KPOBOV3/IVMSHIS Ha KOYKe ToTeHelt 1 befep.
Hesponmornyecknit cratyc: CoO3HaHMe ACHOE, IU3apTPUA
BC/IEAICTBYE MaKpOIIOCCUY, ucarum HeT, IIOTOYHBIe ped-
TIEKCBI COXPAHEHBI, CMMMeTPUYHbL. CHUMIITOMBI OpPa/IbHOTO
ABTOMATK3Ma OTCYTCTBYIOT. Ci/Ia aKCHa/IbHOM MYCKYIIaTypbl
mocTarouHast — 5 6awioB. IIpokcumarnbHast cmabocTb mepey-
Heit V1 3afjHel! [PYIIT MBI Gefep [0 4 6a/IoB, 3aTpyAHEeH s
IIpY TIOZTbeMe I10 IECTHULIE, BCTABAaHWUM U3 TIOTIOXKEHNA CUTIAL.
ToHyc MbILII] KOHEYHOCTelT He M3MeHeH. CyXOKUbHbIE ped-
JIEKChI Ha HOTaX XKMBbIE, CUMMETPUYHBIE, HA PyKaxX — HU3KIE,
CHMMeTpPUYHbIE, TATOIOTMYECKIX Ped/IeKCoB HeT. B mpoek-
IMY KapIIajIbHOTO, KYyOMUTAIBHOTO, PpuOY/LSIPHOTO KaHATIOB
C IBYX CTOPOH OIpefienseTcs: cumnToM Tunensa. Hapymue-
HJ€ 9yBCTBUTENLHOCTY IO TO/VHEBPOIIATIYECKOMY THITY —
6osmeBast TUIECTe3NsI B KOHEYHOCTSX 110 THUITY «IIEPYATOK»
U «ronbG». [JUHAMITYeCK e V1 CTAaTNYeCKIe KOOPANHATOPHbIE
Ipo6BI yoBIeTBOpUTeIbHble. OpTOCTaTIdecKas Ipobda oT-
punarenpHas. KorHuTyusHbIe QYHKIMM He HAPYLIEHBL.
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ITo garrpIM OHMI - mepBUYHO aKCOHATbHOE HMOpPaXKeHMe
HEPBOB KOHEYHOCTEN C MPEVMYIEeCTBEHHbIM NOPasKeHNEM
TOHKVX BOJIOKOH HEPBOB HIDKHMX KOHEYHOCTEN IO pe3yib-
TaTaM KO/YECTBEHHOTO CEHCOPHOTO TeCTMPOBAHMA.

B nepe6pociHaIbHOI SKUKOCTI IIATONIOTMH He BbIAB/IEHO.
XapakTep OpaKeHMA OCTAaBaJICA HEACHBIM, M3-3a BbIpa-
>KEHHOJ1 MaKpOIJIOCCUY BO3HUKIIO TONO3PEHNEe Ha aMIJIO-
uno3. B npenaparax cnmsncToit 060/10UKM IPSMOJT KUK
IpM OKpacke KOHIO-KPAaCHbIM aMIION/a He OOHAPY>KeHO.
TeMm He MeHee MaKpOITIOCCHUSA C BbIpa>KeHHBIMM Hapylie-
HIAMY QYHKIUM A3BIKA KaK ITATOTHOMOHJYHBI PU3HAK
ammtonsioda AL-Tuna cryxmia ocHOBaHueM Ajsl 6oree
HACTOIYMBOTO IMOMCKA aMIJIOMJA IO pe3ynbTaraM 6mo-
TICUY IPYTUX OPraHoB. 110 Tol1 XKe IpUYMHE OCYILECTBIAN-
Cs1 TIOUCK HeOOXOMMOIT IIPeAIOChUIKY /IS aMIION032
9TOTO TUIIA — MOHOK/IOHA/IbHON TaMMamnatuu. [Tpu ummy-
HOXMMITYECKOM VICCTIEIOBAaHNY GETKOB CBIBOPOTKY KPOBU
Y CYTOYHOI MOYM METOJOM MMMYHO(UKCALUM BbIAB/ICHA
npotenHypus benc-/bxoHca kanma 0,19 r/cyT u cnenosble
YPOBHM MOHOKJIOHATIbHBIX JIETKVMX Ljereii Kamma. IIpu xo-
JIMYECTBEHHOM MCCTIeIOBAHUM KOHLIEHTPAIA CBOOOIHBIX
JIETKMX IIeTell Kala cocTaBumia 493 Mmr/i, mnasmaTtn3a-
11 KOCTHOTO Mosra — 4%. Cpemy HUX METOINOM MMMY-
Ho¢eHOTHIIMPOBAaHUA 1,27% I/Ta3MaTUYECKUX KIETOK
(CD138+CD38+) obnagany abeppaHTHBIM (EHOTUIIOM
(CD45-CD19-CD56highCD27dimCD117-CD200high)
¥ 6bITY MOHOTUITYHBIMY TIO KaIlTIa JIETKOJA eIy MIMMYHO-
II06Y/IMHOB. DTOT ke abepPaHTHbII KIIOH I/TA3MaTIUYECKIX
kretok (CD56+, CD19-, kappa+) co 3penoit Mopcororueit
HOATBEP)KMIEH Pe3y/IbTaTaMy TPENAHOOMOIICHI TOfB3/{OLII-
HOJI KOCTH.

Huskas nmasMaTusanya KOCTHOTO MO3Ia, OTCYTCTBUE TH-
THepKa/IbLIMEMII, RHEMIM, TTIOYEYHOI HEOCTATOYHOCTH YKa-
3BIBA/IM HA OTHOCUTE/IBHYIO ZOOPOKAIeCTBEHHOCTD KIIOHA
ITa3MaTUYeCKNX KIeTOK. I1py BbINOHEHNY HUSKOTG030BO
KOMIIbIOTEpPHOJI TOMOrpaduu KocTell cKeyeTa 0OHapysKeH
TO/IBKO YMEPEHHO BBIP>KEHHBII T Y3HBI OCTEONOPO3,
04YaroB JIECTPYKLIMM KOCTeil He BblABNeHO. KoHcomupupo-
BaHHBIE TIEPETIOMBI OOKOBBIX OTPE3KOB pebep 4, 5 crpasa oT-
Ppa>kau HOCTIeICTBYA ITepeHeCeHHO 60Tee IeCATI JIET Ha3af
TPaBMBbI. ITO O3BOMIM/IO OKOHYATETHHO VICKTIOYNTb MHOXKE-
CTBEHHYIO MIETIOMY U XapaKTepy30BaTh I/IA3MOK/IETOYHYIO
JIMCKPA3NIo KaK JOOPOKAaueCTBEHHYIO B aCIIeKTe IIPOTpecc-
POBaHNA OIIyXO/IEBOTO IpoIiecca.

B 10 e BpeMs B TpeltaHOOMOIITaTe KOCTHOTO MO3Ta Hali[IeHbI
eMIVHIYHbIE KOHTOGU/IbHBIE JIETIO3UTHI aMOP(HOTO BellecT-
Ba, IIOJJO3pUTE/IbHBIE B OTHOLIEHMM ammnousosa. Ilpu ru-
CTOJIOTMYECKOM MCC/IEIOBAHNM TIOIKOXKHOI XKUPOBOI1 KJIET-
YaTKY, CIM3UCTON 000/IOUKYM JIBEHAILIATUIIEPCTHON KMUIIKI
[EIIO3UTOB aMMIOU/ia He OOHApY>KeHO AMMIONZO03 ObIT
HOATBEP)KIIEH PE3y/IbTaTaMy IYCTONIOTMIECKOTO MCCIENOBa-
HMsA OMONTATA [IeCHBI IIPU MUKPOCKOINMY KOHTO(IIBHOTO
MaTepuasa CTEHKM COCYfia B IIO/LAPM30BaHHOM cBeTe. Takum
06pa3oM, HeCMOTPI Ha OITYXO/IEBYI0 ZOOPOKAIeCTBEHHOCTD,
KJIOH 0071a/jaJ1 aMIIOMIOTEHHOCTBIO V1 TEM CaMbIM IOJIeXKaT
XMMIOTEPATIEBTIYECKON SMVMMHALIIL.

ITo mTOraM reHeTMYEeCKOro JMICCIAENOBAHNA CYXUX ILATEH
KPOBM MyTallMii TPAaHCTUPETVHA He BBIAB/IEHO, YTO OKOHYA-
TENbHO MCK/IIOYM/IO HACTIENCTBEHHBI TPAHCTUPETUHOBDIN
aMIIONTO3.

B Moue n3MeHeHMII He 0OHApy»eHO, PYHKIVA IOYeK CO-
XpaHHa (YpOBeHb KpeaTVHVHA — 75,7 MKMOJb/T (HopMa —
mo 115 Mkmonb/m), ypoBeHb obmeit KDK taxoke B HopMe —
64 En/n (Hopma — mo 190 Ep/m). ITpu sxokappuorpadum
TUIMYHBIX /I aMIWIOMT03a YTOMIIEHNsI CTEeHOK MMOKapza
U PeCTPUKTVBHBIX HAapYLIEHNI AMACTOMNYeCKOl PyHKIMN
He BbIABeHO. OIHaKO MOBBbIIIEH)e TPOIIOHNHA I 1o 76 Hr/n
(HopMa < 15,6 HI/M) yKa3bIBaJIo Ha aKTMBHOE TIOBPEXICHNE
KapAOMUOLINTOB, a oBbileHne NT-pro-BNP fo 1116 nr/mn
(mopMa - o 125 nr/mT) Ipy HOpMaIbHON (GUIIBTPaLYOHHOM
¢dyHKIY 10Yek (79 MI1/MIH) — Ha pa3BUBAIOLIVECS IIPOLIECCHI
AVaCTOMTIECKOM IIePErpy3KI JIEBOTO JKETyI0UKa. JTY JAHHbIE
TO3BOJIA/IM IIPOTHOSMPOBATh KIMHUYECKYI0 MaHU(pECTAINI0
AMIIOMIHOV KapAOTATHH B O/IVDKaliLiest epCrieKTHBe.

ITo ntoram o6c/nenOBaHNA YCTAHOB/IEH KIMHIYECKUII iyia-
THO3 CHCTEMHOT0 AL-aMummonsiosa ¢ NpeuMymieCTBeHHbIM
HopakeHMeM ITepudepriecKkoil HepBHOI CUCTeMbI (aKco-
HaJIbHas TONMHENPONATHs, SBYCTOPOHHMII KaplalbHbINA
TYHHEJIbHBI CHHIPOM), CKeJIeTHBIX MBIIIILY, sI3bIKA, KOCTHOTO
Mosra. CyOKIMHIYecKrte IPU3HAKY [IOPAKEHISI MVOKapaa
YKasbIBa/Ii Ha BBICOKMIT PUCK TeHepaIM3alyy aMIIoNa03a
B OmipKariiee BpeMs.

Hasnauena xumuorepanus: 6opresomut + ruknodocda-
MIJ, + JleKCcaMeTa30H. PekoMeHIOBaHbI IPOJO/DKEHME Tepa-
IV [0 JOCTYDKEHVA MOTHOV TeMaTO/I0TMYECKON peMICCHN
U TIOCTIEAYIOLIe! IPOTYBOPELVIAVBHOI TepaIi, HeBpOoIo-
TIYecKoe 0OCTejoBaHye B AMHAMIKE.

06cyxpeHne

ITpencraBneHHOe HAOMIOEHE IeMOHCTPUPYET HeTUITIHbIN
BapuaHT TeyeHusa AL-ammnonsosa, mpu KOTOpoOM HOIroe
BpeMs OTCYTCTBYeT IOpakeHNUe MOYeK, a IopaXkeHne ceph-
Ija TIPOSIB/IIETCS /INIIb He3HAUNTEbHBIMY OTKIOHEHIUAMNI
KOCBEHHBIX IIAPaMeTPOB 6e3 K/IMHIYECKN 3HAIMMOIl MaHH-
dbecraunn. B 6ombimacTBe cnydaes AL-amutonzosa yxe
B fie610Te 3a00/IeBaHNsI MMEIOT MeCTO IIPYU3HAKM CepHeYHOM
HEeJIOCTATOYHOCTY C TSDKEBIMY PeCTPYMKTMBHBIMY Hapylie-
HISIMI IMACTOMNYECKON (YHKIIMM JIEBOTO JKeMyfodKa [7, 9,
10]. AMmTonHasT KapIAMOIIATHst — OFHO M3 Hanbosee Hebma-
TONIPUATHBIX OPraHHBIX BOBJIEYEHNIT, IIPY KOTOPBIX CPEIHSIS
HPOJO/DKUTETBHOCTD JKU3HU B YCTIOBUAX €CTECTBEHHOTO
TedeHus1 3ab0/IeBaHNMs He TIpeBbliaeT 4-6 mecsues [7, 15].
B TO e BpeMs cpefHsis MPORO/DKUTENBHOCTD 3a00/IeBa-
Hyst 6e3 yueTa IperMYIeCTBEHHBIX OPraHHbIX BOB/IEYEHIT
He IIpeBbILIaeT 12 Mecsnes [6, 15]. B paccmarpuBaemom crry-
Jae 00IIas IUTENbHOCTb OONE3HM OT MEPBBIX POSABICHNIT
B BUJIe IBYCTOPOHHETO KapIalbHOTO TYHHEIBHOTO CHH/PO-
Ma COCTaBIIA 25 MECALIEB, YTO TOBOPUIO 06 OTHOCUTENBHO
6/IaronpuATHOM TeYeHnU 3200/IeBaHMsl 1 OBUIO CBS3aHO
C U30MpaTeNbHOI TPOITHOCTBIO MOHOK/IOHAIbHBIX MIMMYHO-
I7I06Y/IIHOB K OITpefie/leHHBIM TKaHAM. TPOIHOCTD B KaXKIOM
KOHKPETHOM CITy4ae MOKET ObITb Pas/IMIHOl, OFHAKO IpH-
poza TaKolt 1361 paTeIbHOCTI He COBCeM IOHATHA. 1o MHe-
Hyo R. Kyle v coaBr., OTHOCHTEIBHO H0Iee MATKIM TeYeHVIeM
OT/IMYAIOTCS BAPMAHTHI C IIPEVMYILECTBEHHBIM OPAKEHN-
eM IeprdepruecKoli HepBHON CUCTEMBI ¥ MATKMX TKaHell,
HOCKO/IbKY He 3aTPariBaloTCs XXMSHEHHO BaKHbIE OPTaHBL.
CpepnHsis IPOO/LKUTENBHOCTD 3a00/IEBaHNs B TAKOI CH-
TYally MOXKeT IOCTUTATh YeThIpex JieT [6, 15]. Mexnay TeM
yale repyudepudeckas MOMVHEBPONATHA C CAMOTO Hadajla
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COYEeTAaeTCs C MOPAKEHVEM aBTOHOMHON HEPBHOI CUCTEMBI,
YTO MPOABAETCA TAXKENON OPTOCTATUYECKO TUIIOTEH3M-
eif C IpM3HAKaMM JIMIOTUMUM U KPUTUIECKOI COCYMCTON
HepjocTaToyHOCTH. CpefHAA MPOfOLKUTENTbHOCTD JKU3HN
CHIDKAETCA JI0 6-8 MecsAIeB 1 BBIPAaBHMBAETCS B OTHOILEHIN
HeO/IaronpuUATHOCTI IIPOTHO3a C IOKa3aTe/ieM IPOJOTIKI-
TeTIbHOCTY KM3HM Y OO/IbHBIX aMITIOUI030M cepala [6,9, 10].
Taxum o6pasom, faxe B paMKax IPEUMYIIECTBEHHOTO IIOpa-
JKeHMsI HEPBHO CUCTEMbI MOTYT ObITb BAPMAHTBI TEUEHIS
3aboneBanms. TiiaTeNbHOE M3yYeHNe TAKUX BAPUAHTOB,
B TOM YMC/Ie HelpO(U3MOMOINMYeCKNMI METOfaMI, IMeeT
3HAYUTENBHYIO TEOPETUYECKYIO Y MPAKTUYECKYIO LIEeHHOCTbD.
B yacTHOCTH, C TEOpeTHYECKON TOYKM 3PEHMsA 3HAYEHME
UMeeT U3YyYeHNe MEXaHU3MOB PasBUTsA NONMHEBPOIATHH,
HPUUMH [IEPBIUYHO aKCOHAIBHOTO mopaxeHnst. OOCyxmaeT-
€A Tax>Ke TIOpaKeHVe CKEJIETHBIX MBIIIIL BCIEAICTBYE OT/IO-
JKEHMA JeTIO3UTOB aMIION/A B IEPUMUSUM U SHIOMU3UM,
KOTOpOe KJIMHUYECKN HPOSABTIALTCA MbIIIEYHOI CabOCThIO,
a IIpM 97MeKTOPOMMOrpaduit — yMeHbIlIeHIEM TTapaMeTPOB
HOTEHIVAJIOB ABUTaTe/IbHbIX efVHNLL ¥ VX NO/(asyelL.

C npaxTn4eckoil )ke TOYKM 3pEHNA U3ydeHUe BapUaHTOB
HOpaKeHMsI HEPBHOM CHUCTEMBI IIPY aMMU/IONT03€ TIO3BOMIAT
chOpMyIMpPOBaTh afieKBaTHbIE METONVUKY OLIEHKI IIPOTHO-
3a. Tak, Ha/MuMe CyOK/IMHIYIECKIX IIPU3HAKOB TTOPAXKEHIS
cepla y o0Cy>kaeMoli MallMeHTKN laeT OCHOBAHVIA OXKI-
JaTh IIPYICOEAVHEHNE M IPYTOro HeO/IaropyuATHOTO IpU3Ha-
Ka — OPTOCTaTHYECKOI TMIIOTEH3MUM, YTO CITY>KUT JIOTIOTHM-
Te/IbHbIM OCHOBAHMEM [I/Is1 6e30T/IaraTe/IbHOTO JIeYeH s,
OtcyTcTBIE TOPKEHMA XKU3HEHHO BaKHBIX OPTaHOB Y IIa-
LVIEHTKY CBUJETENbCTBYET O CBOEBPEMEHHOCTH YCTaHOBJIE-
HIA [JMaTHO3a, YTO MO3BOMIM/IO BOBpeMA MPUCTYINTD K Jie-
veHmio. TeM He MeHee 3HAYUTENbHBIN CTaX 3a00/IeBaHMA
K 3TOMY BPEMEHM B 1[e/IOM TOBOPUT O HETIO3BOMUTENIbHO
TIO3/THEN IMArHOCTYUKE, IPEBbICUBLIEN CPENHIE CPOKM TIPO-
[O/DKUTENBHOCTY 3a00/1eBaHs, rpyicyiye AL-aMmionzosy.
OpHolt 13 MPUYMH NO3HEN AMAaTHOCTUKY ABIAETCA HeTU-
MMYHOCTD KIMHIYECKOTO TedeHMs 3aboyeBaHns — 6e3 3Ha-
YUTEbHBIX BUCLIEPA/IbHBIX OPraHHbIX BoB/IedeHnit. [1o Beeit
BUIVIMOCTH, ITPY TAKOM TedeHmn AL-aMusonsiosa B KadecTBe
Ba)KHOTO MapKepa BO3MOXXHOTO aMIJION[I032 CTIETYeT PaccMa-
TPMBaTh Ha/II4ye [BYCTOPOHHETO KAapIaJIbHOTO TYHHEIbHO-
ro cupipoMa. Takoii 1e6r0T BeTpedaercs B 25% cmydaes [11].
OnHako He 04YeHb BBICOKAs YAaCTOTA 3TOTO CHHAPOMA CPeny
IpyTVX IposiBeHmit AL-ammmonnosa He O3BOIAET paclie-
HMBATb €70 KaK HaJeXHbI Kputepuii. BeposaTHo, cBoeBpe-
MeHHas IMarHoctyika AL-ammmonyiosa mpepmonaraet 6omee
YacToe, IOYTY Py TMHHOE IIPOBEfeHNEe MIMMYHOXMMIYECKOTO
VICC/IE{OBAHMS KPOBY C IIPUMEHEHMEM BbICOKOIYBCTBUTEb-
HBIX METOJIOB Y OOTIbHBIX ITO/HEPOTIATHEH.

AHanu3 IpYMEHEHHBIX METOfIOB BbIABIEHNA MOHOK/IOHAITb-
HOJi raMMaInaTii y JaHHOJ HMAlVEHTKH II03BOJIAET CENaTh
crIefytomiye BbIBofibl. MOHOK/IOHa/IbHAsA raMManaTys mpu AL-
aMIIONT03€ B OT/INYME OT MHOXKECTBEHHOI MMETOMBI XapaK-
TEPU3YeTCsl OIMTOCEKPETOPHBIM XapakTepoM. B yacTHOCTH,
YPOBHY MOHOKJIOHA/IBHBIX IMMYHOITIOOY/IIHOB MOTYT BBLSB-
TIATbCA B HU3KUX C/IENOBBIX KommrdecTax. [1o sToit mpuunnze
B HEBPOJIOTMYECKOI ITPAKTUKE He CTIeflyeT OTPaHNIMBATbCA
HpUMeHEeHNeM TO/IbKO 7IeKTPodopesa, faxe B KOMOMHALINI
¢ UMMYHOUMKCcalyell. Y BceX IalyieHTOB OBHOBPEMEHHO He-
00XO[VIMO TIPOBOANUTD KOMIYECTBEHHYIO OLIEHKY CBOOOIHBIX

Hesponorua u ncuxmatpus

KNMHNUeCkaa npakTika

JIETKVIX LieTIell IMMYHOIIOOy/HOB MeTofioM Freelite. VIMeHHO
3TOT METOJ II03BOJIJI OKA3aTh IIPEMMYILeCTBEHHOE TIOBbI-
I1IeHye CBOOOIHbIX KaIllla-/IerKyiX IieTeli MIMMYHOIZIOOY/IHOB
0 493Mr/71 ¥ TeM CaMbIM OATBEPANUTH MOHOK/IOHA/IbHBII Xa-
paKTep ceKpeLu 3TUX GeIKOB.
Y manueHTKV OTMEYasyiCh OIpefieNleHHble TPYAHOCTY IIpY
MOpQOTIOTIYECKOil MATHOCTIKe aMIIONI03a, TOTpedoBa-
Jlach TMOBTOPHAsI OMOIICKS PasHbIX opraHoB. O6HAPY>XUTh
AMWJIONT YEATIOCH TOTIBKO B 30HE IPOonudepariy aMiuIOonzo-
TeHHOTO K/IOHA IIA3MATIYeCKIX K/IETOK — TPelraHo01onTare
U B 30He, 00BIYHO MasIoMH(OPMATHBHOI /IS AUATHOCTUKY
aMIyIony03a, — AecHe. IIpu 9TOM Majible KONMMYeCTBa aMu-
JIoUfA B BUfie €NVHIYHBIX [IETIOSUTOB IIPY 3HAYUTENBHO
[UTUTENIBHOCTY 3a00/IeBaHIs CBUJIETETbCTBOBA/IN O AEVICTBI-
TeJIbHO MeJlJICHHBIX TeMIIaX IIPOrPecCHpOBaHA aMIIONT03a.
9TO B CBOIO OYepeNb OIPEREIIO HesICHOCTh KIMHIYECKNX
IIPOSIB/ICHNIT ¥ COOTBETCTBEHHO TPYFHOCTI CBOEBPEMEHHOM
IVArHOCTUKM.
Jlokanmy3anyst BBIIBTIEHHBIX [EMO3UTOB 3aCTAB/ISET BCIIOM-
HUTbD TIONY/APHYIO B 1950-60-€ IT. KIacCuuKaIyIo aMyo-
uposa H. Heller, cormacHo xoTopoit Bce popMbI ammionsoza
TIOfIpasfie/IsIy Ha IIePUKO/UIAT€HOBBIE U TIEPYPETHKY/LAPHbIE
¢dopmbl gemosnuny ammionsa. [lepupeTKyIApHbIN aMu-
JIOVI03, COITIACHO JAHHOI KIacCU(UKALNM, COIPOBOXKIAI
IPEVMYIeCTBEHHO PeTUKY/IVHOBbIE BOIOKHA MHTEPCTULIVA
V1 BBI3BIBAJI IVIABHBIM 00pa30M BHMCILIEpa/IbHOE IIOPaKeHNe —
Hedponaruo, nopaxenue YKKT, meuens. [TepykoriareHoBbII
AMIIONI03 OTK/IA[bIBAJICS B OCHOBHOM B MBIIIIIIAX, CEPALIE,
HepBHOI cucteMe [16, 17]. Bugumo, Takoil mpenmyIect-
BEHHOIT JIeTI03NUIIel1 aMuIonsia 00yCIOB/IeHbl HeHpOopMa-
TUBHOCTD OMOIICKY KVIIIEYHNKA U OTCYTCTBYe Hedpporarny,
HO B TO ke BpeMs1 3¢ eKTUBHOCTb OMOTICHY IeCHBI U [IOpayKe-
Hyie MblIleqHo1 TKaH. B rienom xmaccndmkarys H. Heller ce-
roHs HeakTyanbHa. Ho He/mHmM 6yfeT BCIOMHNUTD O Hell,
KOI'7Ia IIOHAJJ00MTCA OOBACHUTD IIPEVIMYIIECTBEHHYIO TPOII-
HOCTb aMIIOMJA K OIIpeieNIeHHbIM TKaHAM. B OonbimHcTBe
cy4aes Haubornee apdekTusHOI (50-75%) MoKanusanueit
VIS CKPUHVHIOBBIX OMOIICHIT Ha TIPeAMET aMIIOU03a CUlL-
TaeTCs OMOTICHS TIPSAMOIT VTN JBEHA/IIATUAIIEPCTHON KIIIKIL
B 10 e Bpems Oyoncys fecHel 3¢ ek TBHA b B 25-50%
crnydae [18]. Ha crenyromem srame 1enecoobpasHa 61o-
TICHs1 TIOPOKEHHOTO OpraHa — MOYKI, Ie4eHb, MUOKAPT, HEpB.
HecmoTpst Ha 6oree CyILeCTBEHHYIO MHBA3UBHOCTb TAKOIl
6roncu, ee HpOpMATUBHOCTD HocTuraer 90-100% [7, 18].
IIpencraBneHHOe HabMOEHNE IEMOHCTPYPYET, 4TO afieKBaT-
Has OLieHKa K/IMHMYECKVX IPOsBIeHNIT 03BoMAeT addek-
TUBHO JICIIO/Ib30BATh TAK)Ke AIp1Opy MeHee MHPOPMATIBHbIE
30HBI L1 OMOIICHIL.
MynbrucrucreMHOCTb TopaxkeHys (KocTHbI Mo3r, JKKT, cxe-
JIeTHbIe MBILIIBL, IOYKY, CeppLie, Iepudepuueckyie HepBEL),
Heo6XOfMIMOCTh CBOEBPEMEHHOI AMAarHOCTHKY 3a60/IeBa-
HMSA 1 Havya/Ia aHTUIUIA3MALIUTAPHON XMMMOTEepANyt TIpek-
HOJIAral0T MEXAVCHMUIUIMHAPHBIN TOIXON, C IPYUB/IEYeHIeM
Bpayell pasHbIX CHIeLVa/IBHOCTENL: HEBPOJIOTOB, FeMAaTOJIOTOB,
KapyMosIoroB, He(poIoroB, racTPO3HTEPOIOrOB, PeBMAaTo-
JIOTOB.
Dunancuposanue. Viccnedosarue He umeno
CHOHCOPCKOTLL NOOOEPHCKUL.
Kongnuxm unmepecos. Asmopuoi 3asensiom
00 OMCymcmauY KOHPauKmMa uHmepecos.
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Systemic AL-Amyloidosis Associated with Multiple Myeloma (Clinical Case)
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The article discusses the issues of pathogenesis and diagnostic search for AL-amyloidosis. A clinical case

of a neurological variant of AL-amyloidosis with damage to the bone marrow, skeletal muscles, peripheral nerves
of the extremities and gastrointestinal tract (asymptomatic), probable kidney and myocardial damage is presented.
In a 50-year-old patient, the disease debuted with bilateral carpal tunnel syndrome. Later, myopathic syndrome,
macroglossia joined. In the neurological status at admission: dysarthria due to macroglossia; proximal muscle
weakness of the lower extremities; a positive symptom of Tinel at the level of the carpal, cubital, fibular channels

on both sides; a violation of sensitivity according to the polyneuropathic type — painful hypesthesia in the extremities
according to the type of gloves’ and golf’. With laboratory and instrumental methods of research, deposits

of amyloid were detected in the gingival mucosa, in the walls of bone marrow vessels electroneuromyography
revealed a primary axonal lesion of the nerves of the extremities. Needle electroneuromyography revealed a primary
muscle lesion level without signs of current denervation.

Key words: AL-amyloidosis; macroglossia; tunnel neuropathy; primary axonal polyneuropathy; myopathy
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