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Difficulties in diagnostics and treat-
ment of AL-amyloidosis (the review
of the literature and own cases
report)

V. V. Ryzhko, A. A. Klodzinskij, E. J. Varlamova,
O. M. Sorkina, M. S. Sataeva, I. I. Kalinina, M. Zh. Aleksanjan

SUMMARY

AL-amyloidosis is a rare and prognostic unfavorable
di which unsatisfactory results of treatment. We
present the review of the literature and two cases report of
successful treatment with bortezomib and dexamethasone

of AL-amyloidosis.

In both cases patients had a chronic kidney insufficiency
and organ dysfunctions. Stem cell transplantation was
impossible, and previous therapy was ineffective. Treatment
with bortezomib in the reduced doses and dexamethasone
has led to considerable decrease in secretion of Bence-
Jones protein and clinical improvement and was accompa-
nied by a several serious, but reversible side effect.
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CJI0KHOCTH JUATHOCTUKH U JIEYEHUS
AL-amusionniosa: 0630p JMTEpaTyphl
U coOCTBeHHbIe HAOJIIONEeHUS

B. B. Powacko, A. A. Knodsunckuil, E. 0. Bapaanosa, O. M. Copkuna,
M. C. Camaesa, H. H. Kaaununa, M. )K. Arekcansan

PE®EPAT

AL-amunongos — pegkoe M NpOorHOCTUYECKU HebraronpusatHoe 3abore-
BaHve, peaynbraTtbl Jle4YeHUss KOTOPOro OCTalTCA HeynoBneTBOPUTENb-
HbIMU. TMpuBOAATCA 0630p NUTEpaTypbl N ABa KIMHUYECKMX HabmogeHns
ycrewHoro npumeHenunsa npu AL-ammnnongose 6opte3ommba B coHeTaHUN
C fekcameTa3oHoM. B o6omx cnyyasx y naumeHToB MMenach XpoHuyeckas
noyeyHas HeOOCTaTOMHOCTb M OpraHHble MopaxeHus. TpaHcnnaHTauus
CTBOJIOBbIX KIETOK Oblfla HEBO3MOXHA, a NPOBOAMMAas paHee Tepanus
ManosddeKkTnBHa. JleyeHne 60pTe30MMOOM B pedyLmMpOBaHHbIX 003ax U
JeKcameTas3oHOM MPUBESIO K 3HAYUTENBHOMY CHUDKEHUIO ceKpeummn 6erka
BeHc-[xoHca 1 KNMMHUYECKOMY YyYLLIEHWUIO U CONPOBOXAaNoch PgoMm ce-
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Pbe3HbIX, HO 06PaTUMbIX MOBOYHBLIX 3PEEKTOB.

Kntoyesbie cnosa
AL-ammnnonagos, mmenoma, 60pTe3oMmb, AEKCAMETA30H.

NCTOPUSA BOMPOCA

[Tox TepMHHOM «aMHJIONI03>» OOBEUHS -
10T OOJIbLIYI0 U Pa3HOOOpasHylo pyIy
3aboJ/ieBaHUid, 0OLIMM MPU3HAKOM KOTO-
pbIX SIBJISIETCS BHEKJIETOYHOE JIeNOHUPO-
BaHME aHOMaJIbHbIX HEPACTBOPUMBIX (H-
OpuaLisipHbIx OesikoB. [TosTomy ¢ TOuKM
3peHHUst COBPEMEHHOI0 NMaToJIora aMUJIOH -
J103 SIBJISICTCS OJHUM M3 BHIOB OEJKOBOM
CTPOMAJIbHO-COCYUCTOH AUCTPODHH.
MurepecHo, 4To M3 ABYX HCTOpHUE-
CKHMX Ha3BaHWH JaHHOTO AMCIPOTEHHO3a
HH OJIHO He OTpakaeT ero 6eJIKOBOH IpH-
ponel. [TepBoe omucanue 3Toil maToJM0THHU
6b110 cienano ente B XVII B. Teodunom
Bone.! ABTOp  NpHUBOAMT  orucaHHe
M3MECHEHHUII CceJIe3eHKH Yy NalueHTa ¢ ab-
CLIECCOM MeYeHH, Ha3blBasi €€ «CaroBoi»,
MOCKOJIbKY Ha paspese  yBeJIHYEHHOH
M YIUIOTHEHHOM CeJIe3eHKH HMMEJIUCh
JKeJITOBATO-CEpble Y4aCTKH, HallOMHHAIO-
111Me 3epHa caro — KPyrbl U3 KpaxmaJa,
MOJIy9aeMoro 13 CepAleBHHBI CTBOJIA
caroso#i najbmbl (Metroxylon sahu).?
Onnako nepBoe HazBaHue 3abogie-
BaHUIO ] aBCTpUiickui natosor Kapa
¢on Pokuranckuii B 1844 r. B orsinune

ot T. boHe, oH BcTpeTnics ¢ GoJiee mac-
CUBHOH  MH(UIbTPALMEl  aMHJIOUIOM,
NPU KOTOPOH €ro OTJIOKEHHUS He MOX0KH
Ha BKparJieHusl 3epeH caro, a MpuaaioT
BHYTPEHHHM OpraHam Mpu MakKpoCKO-
MUUECKOM HCCJIE/IOBAHUU  XapaKTepHbIH
skupHblit BUA. [Tostomy K. Pokurtanckuii
Ha3BaJ/l 3Ty NATOJIOIHIO «caslbHOH 6oJle3-
Hbio» (uut. o R. A. Kyle, 2001).3

B 1853 r. Bblnaonmics HeMelKn#
narosor Pynoned Bupxo  ob6partun
BHUMaHHe Ha TO, YTO BELIECTBO, KOTOPOE
OTKJIa/IbIBAETCST B OpraHax Mpu «cajibHOK
6oJie3HH», MOA0OHO — KpaxmaJgy, T0oJ
JIeAiCTBHEM Hojla W CEepPHOH  KHCJIOTHI
OKpallluBaeTcst B CHHUil 1BeT. OH Ha3BaJ
9Ty cyOCTaHUMIoO aMuioua (OoT rped.
amylon — KpaxmaJg), a 3a6ojieBaHHe —
amusion103.* HeemMoTpst Ha To 4TO aMuJION]T
npejcrapJsieT coO0i BelleCTBO OeKOBOH
NPUPOJbl, HE SBJSSCH HH YIJIEBOJIOM,
HU JIMITWJIOM, JIO HACTOSIIIEr0 BpPEMeHH
UCIOBb3YEeTCs TEPMHH, TIPEIOKEHHBIH
P. BupxoBbIM.

B Hameit cTpane 60sblLIOH BKIaL B
pasBUTHE MpeACTaBIeHUH 06 aMUJION/103€e
BHecan E. M. Tapees, U. E. Tapeesa,
B. B. Cepos, O. M. Bunorpajnosa.'

[eMaTONOrM4eckmMin HayyHbli LeHTp PAMH, MockBa
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B 1997 . R. Carrell u D. Lomas BBe/in TepMHH «KOH(pOpMa -
LHOHHbIe 00J/1e3HU». [Toj 3TUM TepMHHOM OHM MOHUMaJH 3a60-
JIeBaHUsl, MPU KOTOPbIX KOHCTHTYTHBHbIE OEJIKH MOfBEpratores
MOCTTPAHC/ISALIMOHHBIM U3MEHEHUSIM, B pe3yJsibTaTe yero npouc-
XOJUT arperaiysi pparMeHTOB 3THX NPOTEMHOB U OTJ0KEHHE HX
B TKaHsix.” [1pn KoHopMaLMOHHBIX 3a00JIeBaHHUSIX HOPMAJIbHBIE
6eJIKM UBMEHSIIOT CBOIO TPETHYHYIO HJIH UeTBEPTHUHYIO CTPYKTYPY
B pe3yJ/ibTaTe B3aUMOICHCTBHUSA C NMATOJOTHYECKHM OCJIKOM, T. €.
OJIMH MOJIUIENTHL U3MEHSIET POCTPAHCTBEHHYIO YKJIAJIKY IPYTHX
0€3 yuacTHsl HyKJEHHOBBIX KHCJIOT. B pesyJisTare 1noj BAUsiHHeM
OJTHOH MaTOJIOTHUECKON MOJIEKYJIbl TPOUCKOIUT TPaHChOpPMALIHs
OJIHO} KOHCTUTYTUBHOMN MOJIEKY.JIbl B €€ [1aTOJIOTHYeCKUE aHaJIoT,
a B Jla/IbHeHLIeM HaKOIJIeHHE [1aTOJI0TMUeCKUX OeJIKOBbIX MOJIe-
KYJ1 HOCUT JIABUHOOOPA3HbLil XapakTep.

Hecmorpsi Ha TO uTO TepMMH «KoH(OpMalHOHHblE 60-
JesHn» 6ojiee TOYHO OTPaKaeT CYLIHOCTb MPOUCXOJSLIEro,
OH siBJisieTcs eule Gosiee OOLIMM, YEM TEPMHH «aMHJIOHI03>.
Cnekrp 3a60J/1€BaHUI STOM IPYMIbI OFPOMEH U BKJIIOYAET 0KOJI0
40 Hoszosorudecknx opm.® [ToMUMO pas/HuHBIX BapHAHTOB
CHCTEMHOT0 aMHMJIOMJ103a K HUM OTHOCSITCS PHOHHBIE O0JIC3HU
1 GoJie3Hb Asiblirefimepa.

BUAbI AMWUJIOWAOB W UX OBLLUE CBOUCTBA

B Hacrosiiiee Bpemsi WIEHTU(HULHMPOBAHO OKOJIO 25 GeJKOB,
KOTOpble  MOryT 00pa3oBbIBATb aMHJIOWAHBIE  (PUOPUILILI
in vivo.” Ha OuWoxuMHuecKo# HIEHTH(UKALMH OeJIKOB-
TpeJllIeCTBEHHHKOB MOCTPOEHA COBPeMeHHasi KjaacCHpHKallHst
amuJono3a (tabi. 1).

Buauasie NpUBOJAMTCS THN aMWJIOWJA, 3aTeM yKa3blBaeTcs
6esoK-mipeauiecTBeHHuK. Ilepsasi mponucHas Oyksa «A»
O3HayaeT CJI0BO «aMUJION]», 32 Hell cylellyeT 0003HaYeHHe KOH-
KPETHOTO (UOPHJISPHOrO OeJiKa: A — aMHUJIOWIHbIH TPOTEHH,
L — Jerkue uenu UMMyHOrJIOOyJMHOB, ' — TpaHCTHpeTHH
(cemetinible hopMbl), S — TpaHCTHPETHH (CcTapuecKue hopMbl)
U T L

Hecmorpsi Ha MHOroo6pasue mpeaieCTBEHHHKOB, BCe
AMHJIOW/IBl  JIOCTATOYHO CXOAHBI MeXKay coOoH 1o (U3HKO-
XUMHUECKHM CBOMCTBAM: T1J10Xas1 PACTBOPUMOCTD, YCTOHYHBOCTh
K JeficTBUIO MpoTeas, a Takke ocoOble MOJsPU3aLUOHHO-
ONTHYeCKHE  CBOHCTBA  (MMXPOM3M U [OJIOXKHTEJbHAS
aHuzoTponusi). BaxKHbIM CBOMCTBOM aMUJIOMJIOB sIBJISIETCS
TaKkKe KOHTO(MJIHUS, IHPOKO HMCIOJIb3yeMast 11s1 AMarHOCTHKH

[ N,
<:> <:> Puec. 1.
N:
MonekynspHas
: E CTPYKTypa KOHro
KpacHoro®

amuion1o3a. KoHroduiusi, wiv crnocoGHOCTb OKpalllMBaThCsl
KOHTO KPacHbIM, CBsI3aHa C yMOPSI0Y€HHOCTBIO MOJIEKYJISIPHON
CTPYKTYpbl amusionnia. MoJiekysa KOHro KpacHoro (puc. 1)
CHMMETPHUHA, U ee pa3Mep M03BOJISIET €fl BCTPAauBATLCs MEXKILY
OJIHOTHITHBIMH aMUJIOUIHBIMH (PUOPHILIAMH.

Bce cBoiictBa  aMMJIOWAHBIX  (PUOPHJIT  TIOJHOCTBIO
OOBSICHSIOTCS  MX  YJBTPAcTPyKTypHOil opranusdauuei. Ilo
JIAHHBIM PEHTreHOBCKOH Judpaxunn 1 MP-cnekrpockomnun,
Kakziast U3 aMUJIOMIHBIX (PUOPHIIT COCTOUT H3 HECKOJbKHX (OT
4 1o 5—6) nepervieTeHHbIX MPOTOGHOPUT (oHrOMepPOR ).
Paamep amwionnnoil ¢pubpusibl Bapbupyet ot 6 o 10 Hw.!!
AmunonsiHast nporodubpuIa  MMEeT MeHbIIHH pasMep U
npejicTaBJsieT co00H T0JyI0 HAHOTPYOOUKYy JUIMHON 3—4 HM,
B KOTOPOi TMOJIHIENTHIHAS Lielb UMeeT [B-CKIanuatyio yJb-
TpacTpyKTypy, hopmupyst crnupasb (puc. 2). Butku crnupasnan
MOJIEPKUBAIOTCST BOAOPOAHBIMH CBsi3siMu Mexkay CO-rpymroft
npeabiayuiero 1 NH-rpynnoi nocnenyioiero ButkoB. Haw-
60J1ee 4acTo MpoToPuOPUMILI COCTOAT U3 20—30 aMUHOKHCIIOT.
Opnnako u 6o0J1ee KOPOTKHE MEeNTH/IbI U3 4 —6 aMUHOKHCIOT MOTYT
06pa30BbIBATH THITHYHbIE AMHJIOM/IHbIE HAHOTPYGOUKH. !> Bosee
toro, M. Reches u E. Gazit (2003) 6bl10 nokasaHo, 4To jaxe
JUIMENTHAHBI (DparMeHT, He OKpallUBasiCh KOHIO KpacHbIM,
Kak M 0oJiee KpyIHble aMUJIOMIHbIE MENTHIIbI, MOXKeT 06/1a/1aTh
CBOWCTBAMHU JIBOIHOTO JiyuernpesiomneHus. >

JHpyrue, He MeHee BaxKHble /ISl KJIMHHUIMCTA OCOGEHHO-
CTH — BBICOKAs yCTOMUMBOCTb AMHJIOW/IOB K JIEHCTBHIO 1pOTEa3
¥ TIJI0Xast paCTBOPUMOCTb — CB$I3aHbl C MX TPETHUHOH CTPYKTY-
po#, T. €. yKaanKoi npoubpuss B hpubpuibl. [To muorokpar-
HOCTH TMOBTOPEHUS OAHOTHITHBIX CBS3EH CTPYKTypa aMUJIOUIHBIX
MOJMMEPOB YeM-TO HAMOMHHACT KPHCTAJIMUECKYIO pelIeTKy.
[TosTOMy He BHI3bIBAET YAMBJCHHS TOT (haKT, YTO MEXaHH3MBI
caHoreHesa opraHuaMa B GOJIBIIMHCTBE CJIy4aeB HE B COCTOSIHUH
obecneynTb pe3opOlHio aMUIIOUIHBIX IC[TO3UTOB.

B Hacrosiiee Bpemsi, HeCMOTPSI Ha 3HAYUTEJIbHbIE YCIIEXH
B paclin(poBKe CTPYKTYpbl aMHJIOWAHBIX (DUOPHJI, OCTaeTcs
MHoro HesicHoro. Hanpumep, Kakum 06pa3oM NPOUCXOAUT 06b-
e/lMHeHHe MexKIy co00# pubput u GopMUpOBaHHE COGCTBEHHO
aMHUJION/1a, KaKoBa poJib He(UOPHIISPHBIX KOMIIOHEHTOB, YeM
0O'BSICHSIETCS CTOJIb BBICOKAS! YyCTOHUMBOCTb aMHJIOW/IOB U JIP.

Tabnuua 1. OCHOBHbIE BMbI amMunonaos®

Twn 6enka

amunonaa OCHOBHOI UCTOYHUK CBsi3aHHble 3a60neBaHUs Jlokanuzauusa
[MepBUYHbIA amnnono3
AL Tlerkue uenn nMMyHOrno6ynnHoB Muenoma ﬂg:::ﬁ,Cﬁgﬁxge);(mﬂycizze::ﬁ::::im}:zm
VIMmyHOrno6ynuHcekpeTupytoLne MMM oMbl
AA CbIBOPOTOYHbIN A-NPOTEUH (ct,-rN06YNNH) PeBmatongHbIn apTput A3bIK, cepAve, XKT
XpoHnyeckne nHdekunn (Ty6epkynes, nenpa, 6pOHX03KTaTN4eCKas 60N1e3Hb,
XPOHMYECKNA OCTEOMUENUT)
AA CbIBOPOTOYHBIA A-NPOTEVH (& ,-TM0GYNNH) B01e3Hb XOmKKMHA eyeHb, NOYKK, Cene3eHka
BocnanuTenbHble 3a601€BaHNA MO4EBOTO My3bIps
AA CbIBOPOTOUHbIN A-NPOTEUH (c ,-rMoGynut)  CemeitHasi CpeAu3eMHOMOPCKas IMXOpajka leyeHb, NOYKKM, ceneseHka
AF TpaHcTupeTus™ (npeanbbymuH) CeMeitHbIA aMnnonao3 (NOpTyranbCKuii, LWBEACKMIA U Ap.) Mepuchepuyeckme HepBbl, NOYKK
CepaeyHblit amunongo3 Cepaue
AS TpaHCTUpeTUH (NpeanbbymuH) CeHUNbHbIN amnnongos )?(:?1‘322’ CENeseHka, NOMXENyA0Has
LlepebpanbHas amunonaHas aHruonatus Cocynpl mo3ra
AE TpeALecTBEHHIKI NeNTUAHbIX TOPMOHOB MenynnspHbiii pak LUTOBIAHOM Xenesbl MeGTHO B onyxonsx
(Hanpumep, KanbUNUTOHNHA) AnEHOMbI 13 KNETOK OCTPOBKOBOrO annaparta noxenya04Hom xenesbl
AD HeussecTeH JInxeHONAHbIA aMunonao3 Koxa (nepma)
Nt A4 nenTin unu 6enoK — NpeALIECTBEHHMK  DONE3Hb AnbLirevivepa HeiipochnbpunnsipHble cnneTenuns, GnaLuku

B-amunonga Cunppom [layHa

¥ COCYAbl MO3ra (aHrnonarus)

* TpaHCTMPeTUH — 660K, 06ecneymBatoLLii TPRHCNOPT TUPOKCUHA M peTuHONA. MNpexHee Ha3BaHMe 6ef1ka — TUPOKCUHCBA3bLIBAOLLNA NpeanboyMUH — 6bIN0 AAHO 32 NOBLILLEHHYH N0

OTHOLLEHIO K anbOyMUHY MOBUALHOCTb NPK 3NeKTPOopese.
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NMepBuyHbIii amunonno3

Pue. 2. f-cknagyartasi CTPpyKTypa aMmunongHoro nentu-
na (pparmeHT). 3eneHbIM U CUHUM LIBETOM OTMEYEHbI
hparMeHTbl NenTuaa ¢ pasnmyHol BTOPUHHON CTPYKTY-
poit (A. Marchler-Bauer, 2007)"

AL-AMUIIOUA03 N MHOXECTBEHHAAI MUENIOMA

Onxum 13 HauGoJiee pacrpocTpaHeHHbIX BUIOB aMHJION103a SIB-
asiercst AL-amusionnos (AL-A), 3a6ojieBaeMOCTb KOTOPBIM Ha-
xomutes B mpenenax b,1—12,8 ciyuasi Ha | MuiH HacesieHHs B
ron.'6

Cexpeliys JIErKUX Lierell IMMyHOTJI06YIMHOB T1aTOJIOTHYe -
CKHM KJIOHOM TIOCT(OJIIHKYJISIPHBIX B-/iiMbounToB niu mias-
MOLMTOB sIBJIieTCsl 06/IUraTHBIM Tpu3HakoM AL-A 1 nossosser
OTHECTH JIaHHOe 3a60JieBaHHe HAapsily ¢ MOHOKJIOHA/ILHOW ram-
Manartueil HeytrouHeHHoro 3Hauenusi (MI'H3), muoxkectBenHoi
muesomoil (MM) u makpornobynunemueil Bambaencerpema K
rpyre napanpoTeMHeMHuyeckux remoosacrodoB. AL-A moxer
NPeJCTaB/IsATL COO0H MePBUUHBIA (PeHOMEH WJIM HAXOAUThCS B
accolMaLuy ¢ IpyruMu 3a00/1€BAHUAMH U3 STON MPYIIbL, TAKUMH
kak MI'H3 u MM.'9Tax, y 10— 15 % nauuentos ¢ MM pa3Bu-
Baercst AL-A.'"18 C npyroii croponsl, y natuentos ¢ AL-A npu
JUINTEIbHOM TeYe€HHH 3a60JIeBaHUsT MOTYT MOSIBUTHCS IIPU3HAKH,
TUNHYHbIE a1t MM 19

Ecan AL-A cuuraeTcsi J0CTaTOYHO peiKUM 3aboJeBa-
HueM, To MM BbISIB/ISIETCST U BCTPEUAETCsT B 4eJOBEUECKOH
nonyJasiuMu HecpaBHeHHO uamie (4,3 caydas wa 100 000
Hacesienus B rof), coctapss 10 % Bcex remo6acTo30B.222
Hecmotpst Ha pasanuHyio pacrnpocTpaHeHHOCTb, 06a 3a6oJe-
BaHMsl upe3BbluaiiHo OJiM3kn natoreneruvecku. [1pu AL-A,
Kak u npy MM, B pesyJibTaTe COMaTHUECKUX THIIEPMyTaLHil
¥ peapaH:KUPOBKH IeHOB BapHaOeJsbHbIX Yy4aCTKOB HMMYHO-
ry100y/IMHOB 06pa3yeTcs KJIOH KJAETOK, NPOAYyLUPYIOLIHUH OHY
U3 JIETKUX Llelen.

Besikom-nipeniiectBeHHUKOM 1pu AL-A siBjisieTcsi MOHOKJIO-
HaJIbHast Jierkasi Lelb HMMYHOTVIOOYJIHHA, yallle BCero A-H30THra.
CooTHolenue «/4 npu AL-A coctapasieT 06biuHo 1:3, Torna kak
B HOpMe NPeoBafaloT K-1enH U OTHOLIeHHE K/A KosieG1eTes oT
0,26 50 1,65, cocrapasisi B cpeqrem 0,6.2° CHuKeHre HHIEKCaA
/% menee 0,3 no3BoJIsIeT NpeNoNaraTh HaJHUKe TOMyJIsIUHN
MJ1a3MaTHIYECKUX KJIETOK, MPOIYLUPYIOLINX MOHOKJIOHAIBbHYIO
A-1ieb, 4TO JI0CTaTOYHO XapakrepHo st AL-A. Hanportus, npu
MM uyaliie BCTpeyaeTcesi ceKpelist K-U30THIa JIErKUX Lenen.!

AL-A — He eMHCTBeHHOE 3a00J/1€BaHNE, IPH KOTOPOM Ma-
Jlast ceKpeldst pparMeHTOB UMMYHOTJIOGY/IMHA HMeeT GOoJIbLiIne
nocaencreus. G. Merlini u M. J. Stone B cBoeM 0630pe K 3TOi
rpynne orHecan Hapsity ¢ AL-amusounnoszom takke POEMS-
CHHJIPOM, 060JIe3Hb HEAMMJIOUIHOTO JIENOHUPOBAHHSI MOHO-
KJIoHa/bHOro uMMyHorsio6ysnHa (LCDD, ot aura. light chain
deposition disease ), KpHOKPUCTANLIOTIOOYJIHHEMHUIO U [JIOMEPY-
JIOHEPUT C JIENO3UTAMH MOHOKJIOHAJIBHOTO UMMYHOTJIOOYJIHHA,
OpraHu30BaHHLIMHU B Bijle MUKpOTpyGouek (GOMMID, ot anrJ.
glomerulonephritis with organized microtubular monoclonal
immunoglobulin deposits, niu nMmyHoTakronaHblit HeppuT).'®

SIBsisiercst JiM IePBUYHBIN AMHJIOMI03 OTTYXO0JI€BbIM 3a60J1e-
BaHrem? OTBETHTD Ha 3TOT BOMNPOC HE TaK MPOCTO, KaK KaXKeTcst
Ha MepBbIHA B3MIsAA. DTO, HECOMHEHHO, KJOHAIbHOE 3aboJieBa-
nue. OfHaKo, B OTJIMUMeE OT, Hanpumep, MM, KJIOH TJIa3MaTH-
YECKHX KJIETOK JO0CTATOYHO MaJ M MPAaKTHYECKH OTCYTCTBYIOT
OMyX0JIeBast «IJIIOC TKAHb>» U PU3HAKH, C 9THM CBsi3aHHble. Tem
He meHee 1pu AL-A 3aKOHOMEPHO Pa3BHBAIOTCS BbIPaXKEHHbIE
OpraHHble HapylleHHsl, CBsI3aHHble ¢ HH(UIbTPALHel aMHJIOH]1-
HBIMH MaccaMi. DTOT Napajioke MepPBUYHOIO AMUJIOM103a MOZKHO
0O'BSICHUTD C MO3ULHI KOHPOPMALIHOHHOK TEOPHH: aMHJIOMIHbIE
npoToUOPUIIBl  CIOCOGHBl  M3MEHSITh  TTPOCTPAHCTBEHHYIO
CTPYKTYPY CBOMX HOPMaJIbHbIX aHAJIOr0B.?

KINMHUYECKASA KAPTUHA

[TepBHYHBIH aMMUJIOHI03 BCTpedyaeTcsi MPEUMYIIECTBEHHO BO
BTOPOH TMOJIOBHHE JKU3HU C MeJauaHo# Boadpacta 60 Jet, He-
CKOJIbKO uallle y MykuuH.?* AL-A siBisieTcst CHCTEeMHbBIM 3a-
GonesanreM, 1y 70 % NauMeHTOB K MOMEHTY JIMATHOCTHKH B
MPOLIECC BOBJIEUEHO HE MeHee JIByX OpraHos,?! XoTsi BO3MOXK-

" TMouku |
74%

Mpouee
15%

Cepaue
60%

MNMeyeHb

. MepuaptukynspHas
amunounaHas uHbunsTpaLms

27%
nHC*
18-22% Makpornoccust I'Iop,qen!pcmom
OTEK

-

lMepuopbuTtansHas

nypnypa

Puc. 3. KnuHnyeckne npossnenms AL-
amunongosa u nx vyactora?'

* MHC — nepudepnyeckas HepeHas
cuctema

Hectpykuus
HorTen
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Ha W MOHOOpraHHasi Jokanusauus. JIo6oil opran MoxxeT ObITh
UHUILTPUPOBAH aMusionoM ipu AL-A, 3a HCKJIIOUeHHEM ro-
JIOBHOTO Mo3ra.

KnnHuueckue nposiBieHUsl aMHIIOU103a Pa3HOOOPa3Hbl U B
NepBylo ouepellb ONPeesaioTes TOMUKON MPeUMyLIeCTBEHHOTO
nopaxeHusi. Haunbosiee yacto npu 1nepBHYHOM aMHJIOHI03€ B
TMpoliecC BOBJEKAIOTCS MOYKH, Cepile, TedeHb U rnepudepuye-
cKasi HepBHasi chcTeMa (puc. 3).

AmMusioniHble Macchl B MEPBYIO ouepeib HHQHUIBTPHPYIOT
KIyGOuKkd movek, uto y 50 % nNaluMeHToB COMpOBOXKAAETCS
pasBuTHEM He(hPOTHIECKOTO cChHpoMa, ay 18 Y% — movednoii
HeoctatoyHocTeio. Jlns MM taxkke XapakTepHa BbICOKasl
npotennypusi, gocturaowmas B 10 % ciyuaen HedpoTHuECKOro
ypoBHsi.? TeM He MeHee MPH STHX MOHOKJIOHAJILHBIX FAMMATaTHsIX
MMEIOTCSl Pa3/IMyis B YaCTOTE PA3BUTHS MTOYEYHOH HeJoCTaTou-
HocTH: npu MM noveunasi yHKLHS YXy/ILIAETCs CYLLeCTBEHHO
yaule, paHblie U B O0JbLICH CTeIEHHU.

Hedporuueckuii cungpom npu MM 06bIYHO HETIOMHBIT, T. €.
He NMPUBOJIMT K aHacapKe, BbIPayKeHHOM runoaibOyMHHEeMUH, [H-
nepxoJieCTepMHEMHH, U MAaCCHBHAs POTeHHYpUsi 00ycJIoB/IeHA
neperpyskoit kaHasblieB 6eskom benc-Ilxonca, a He noBblLe-
HHEeM MPOHHIIaeMOCTH Kny60ukoB. [1py nepBuuHoM amMuoniose
He()pOTHIECKHUI CHHAPOM MOJHBIH, XapaKTepHU3yeTcsl ceseK-
TUBHOH KJIyOOUKOBOIH NpPOTEMHypUeH H runoanbOyMUHEMHUer
C Pa3BUTHEM OTEYHOTO CHHAPOMA, KOTOPBIH MOXKET AOCTHUTaTh
CTeMeHH aHacapKH.

3nauntesbio pexke (10 %) amusons oTKIanblBaeTcs B
MHTEPCTULIMH U KaHAJbLEBOH CHCTeMe M0YeK, BbI3bIBasi Pa3BH-
THe MOYEUHOH TUCHYHKINH Ge3 CyIIeCTBEHHO! MPOTEHHYpHH.?
YpoBeHb CyTOUHOH MPOTEHHYPHUHM He OKa3blBAET BJHAHUA Ha
BbIXKHBAEMOCTb, HO TECHO CBs3aH C BEPOSITHOCTLIO Pa3BUTHS
MOYEUHOH He0CTaTOUHOCTH.2” BhIpaXKeHHOCTh MPOTEHHYPHH 3a-
BHCHT OT THIA JIETKOH LIEMH. ¥ MalMeHTOB C SKCKpeluel Heska
Benc-/IxkoHca A Meanana cyTouHbIX MoTepb GeJika CoCTaBJisieT
4,6 r/cyr, Torna Kak npu skckpeuuu k-teneii — 1,09 r/cyr.?
OtHollenue k/A Npu aMHI0M103€ ¢ HePOTHIECKUM CHHIPOMOM
npubmikaeres k 0,2, T. e. eute Huxe, uem npu AL-A Ges He-
¢portnyeckoro cunapoma. MiMeHHo A-1ienu B GoJibLiiell cTerneHu
CKJIOHHBI 00Pa30BbIBATH 3-CKaaayatbie yJabTPacTpyKTyphl, M0-
BpeXK/JaTh KJIYOOUKOBbIH anmapar rnoyek u 6osiee THIHYHBI 151
AL-A. Mennana BbKHBA€MOCTH MalMEHTOB, Y KOTOPBIX C MOYOH
IKCKpETHpyeTCs Jierkast Uerb A-Tuna, coctaBisiet 1 roxu cylie-
CTBEHHO HH2KE, UeM Y MalMEeHTOB, Y KOTOPLIX B MOUe BbISIBJISETCS
Jierkas k-1enb WK Boobule oTcyTeTByeT 6es1ok benc-/Ixonca
(2,5rona).””

MoueBofi ocaok MpH aMHIOHAHONH HedpormaTHu 0OBIYHO
ckyaHblil. Paamep nouek npu AL-A 1o gaHHbIM yibTpacoHorpa-
(buH yallle BCEro OCTAETCs B Ipejiesiax HopMbl. 2

[Mopaxenue cepaa B 37 % CJIyuaes BbI3bIBAET CEPIEUHYIO
HEJI0CTATOYHOCTb, Yallle PeCTPUKTHBHOTO THMA, W/WM Hapy-
LLICHUS Cep/ieYHoro puTMma. [lernoHupoBanie aMuIona B TKaHU
MHOKap/a NPUBOAUT JIHIIL K YMEPEHHOU KOHLEHTPHYECKOH IH-
nepTpodHK 2KeJYI0UKOB TIPH HOPMaJIbHBIX Pa3Mepax MoJiocTei.
®pakupst u3rHaHusl 0CTaeTCsl HOPMaJIbHON MJIH HE3HAUMTEIBHO
yMeHblIeHHOH. B 0CHOBHOM cTpajaeT crnocoGHOCTb PUTHAHON
MYCKYJIaTypbl MHOKap/la 2KeJTyI0UKOB K pacc/1abyeHHIO B ePHO],
JIHACTOJIBI, T. €. TIPH aMUJIoM103€ NpeobJiafiaeT JMacTOJNHYECKHI
TN JUChYHKIKMK MHOKapaa.®® XapakrepeH HH3KHI BOJIbTaX
KL [Tomumo IxoKI u DK a/ist olieHKH MHOKapauaJsbHOM
auceyHkird nmpu AL-A nosieaHo Henosib3oBaTh OTHOCHTENBHO
JIOCTYIHBIE U JIETKO BOCTIPOU3BOJAUMbBIC GMOXMMHUYECKHE T10Ka3a-
Tesn — N-KOHLEBOH (pparMeHT HATPUIypeTHUECKOro NenTuia
tuna B (NT-proB) u tpononun T. [lepBbiil U3 HUX siBJIsIEeTCS
Ba)KHbIM MapKepoM XPOHHYECKOH Cep/IeuHOl HeJ0CTATOYHOCTH,
BTOPOHl — BbICOKOCNELH(HUEH /151 MHOKap/a U TOBbIIIAETCs
Jlaxke Npy MHUHMMaJIbHOM JIM3UCEe KapJAHOMHOLIUTOB. YPOBEHb
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9THUX OHOMapPKEPOB XOPOLLIO KOPPEJHPYET C MoKa3aTessiMH Bbl-
Kupaemoctu.??

AMHUIONZI03 TIeUeHH COTIPOBOXKIAETCS renaroMeranueil u
TMOBBILIEHUEM aKTHBHOCTH L1eJI04HOH (pocdartasbl B CHIBOPOTKE
KPOBH. YBeJMUeHHE TeueHH MOXKeT ObITh TaKkKe 0OyCJIOBJEHO
BEHO3HBIM 3aCTOEM, CBSI3aHHBIM C MPaBOXKEJYIOUKOBOH HEI0-
CTaTOYHOCTBIO Ha (hOHE CePAEUHOr0 aMUIION103a. [ernaTomeraJus
B pe3yJibrare CreliruecKoro nopaxeHust o6bluHO Gosiee Bbl-
paxkeHa, ¥ reveHb B 3TOM cJtydae GoJiee MI0THOH KOHCUCTEHINH.
[ToBblllleHHe MapKepoB XoJsiectasa, HEerponoplroHaabHOe Bbi-
paXKeHHOCTH rernaToMerasuu, Haooaaercsy 25 % TALHEHTOB
MOKeT ObITh 3HAUMTEbHBIM, TOCKOJIbKY aMHJIOML0TKIAIbIBAETCS]
CyO3HIOTEHANBHO B [IEPUCHHYCOMIHOM MpocTpaHcTe ucce.?
[enaToUuTh! JUTUTENbHOE BPEMSI B [IPOLIECC HEMOCPEICTBEHHO He
BOBJIEKAIOTCS, TI09TOMY LIUTOJIHTHUECKHI CHHIPOM JIMOO OTCYT-
CTBYET, MO0 yMepeHHbIH. OHUM W3 MPOSIBJIECHUI aMUJION103a
NeueHn MOXKET ObITb CHHIPOM TOPTa/IbHON IHIIEPTEH3UH Jaxe
B OTCYTCTBHE wLMppo3a. l[unepOusvpyOGUHEMHS M TNPHU3HAKH
MeUeHOYHOH HEJI0CTATOUHOCTH 0OHAPYKUBAIOTCSI CPABHUTE/BHO
PEJIKO ¥ CBHIETEJILCTBYIOT O TJI0XOM porHose.® B nekoTopbix
CJlydasix neyeHb MOXKeET ObITh €IHHCTBEHHBIM OPTaHOM TIPH Tep-
BUYHOM aMHJIOWI03€, B KOTOPOM 0OHAPYKHBAIOTCST aMUJIOMJIHbIE
JeNo3uThl.*® BO3MOXKHO TakKe MOpa)KeHHe CeJIe3€HKU, COMpPo-
BOZKJIAI011eeCs] CrIJIeHOMEeraJjineil U rureperieHU3MOoM.

Bossieuenne nepucepuyeckoil HEPBHOH CHCTEMbI [pH
aMHUJIOH/103€ MOZKET ObIThb IBOSIKHM — 3aTparuBaTh Kak COMaTH-
YeCKHIl, TaK M BEereTaTHBHBIN OT/1e/1. XapaKkTrepHa CHMMETpHYHast
JIUCTa/IbHast CEHCOPHAst MOJIMHEHPOTIaTHsl, KOTOpast MOCTENeHHO
Nporpeccupyer ¢ TPHUCOEMHEHHEM MOTOPHOTO KOMIOHEHTa.
[ToMHMO HerocpeaCTBEHHONH aMHUJIOWIHONH HH(UJIBTPALUH CO-
CY/IOB HEPBHBIX CTBOJIOB /ISl aMMJIOH/103a O4Y€Hb XapaKTepHb
TyHHeJIbHbIE CUHIPOMBI, CBSI3aHHbIE C MEXaHHYECKHM C/IaBJIeHHU -
€M HEPBOB CyX0KHJ/IbHBIMH BJIara/MIIaMH B €CTECTBEHHBIX Y3KHX
(h16PO3HO-MBILICUHBIX KaHA/AX.

KsmHuueckne  mposiBjieHus  aBTOHOMHOH — Hellponartuu
OMpEIEJISIOTCS] B [IEPBYIO OUepe/lb MOPaXKEHHEM BereTaTHBHbIX
raurjueB OPIOIIHON TMOJIOCTH W BKJIOYAIOT PBOTY WJH [MHJIO-
pocnasm, auapeto wian 3anop.’® Kpome Toro, ¢ nopaxennem
BEreTaTHBHONH HEPBHOH CHCTEMbl CBsI3aHbl OpPTOCTATHUECKast
TUMOTEH3UsI, 0OMOPOKH, SPEKTHIIbHAS IMCHYHKILHS.

K Gosiee penxuM, MeHee MPOTHOCTHYECKH 3HAYMMBIM, HO
JIOCTATOUHO XapakTepHbIM Juist AL-A nipusnakam MOXKHO OTHECTH
CHMITOMBI, CBSI3aHHbIE C aMHJIOMIHONH HH(UIBTPALIMEN MSATKHX
TKaHell (MakporJioccusi, MOAKOXKHbIE Y3Jbl, MHQUJIBTpALHUS
NepUapTHKYJISIPHBIX TKAHEH, yBeJHUeHHE MOAHHKHEUEIOCTHON
CJIIOHHON KeJie3bl, XPHUIIOTa), H3MEHEHHsI MPUIATKOB KOXKH
(amonenust, auctpocdusi HOTTeH ), MOpaXKeHHe MEJKHX COCYI0B
K01 (nmepropOuTanbHas myprnypa) (cM. puc. 3). ITH CHMITOMBI
JIOCTATOUHO MO3JHNE U TOSIBJSIIOTCS Y2Ke MPH Pa3BepHYTOMH Kap-
THHE aMHJIOMJIHOTO MOPAXKEHHsT BHYTPEHHHUX OPraHoB.

ONATHOCTUKA

[TepBHYHBI aMHJIOK03 MOXKET ObITh 3aMOJ03PEH Yy MalKeHTOB
C HeOO'bSICHUMON NPOTEUHYPHEH, KapAoMHonaTHel ¢ npeobsa-
JIaHHEM JIHACTOJMUECKOH AMC(hYHKLMH, renaToMeranei, code-
Talollelcsl ¢ CHHAPOMOM X0J1eCTasa, nepudepudeckor ceHcop-
HOJ1 HJIH CEHCOPHO-MOTOPHOH Helponartheil, 0cOOeHHO Y JIHLL, He
3J10yNOTPEOJAIOLINX aJIKOTOJIEM.

[Ipy MM Ha pa3BuUTHE aMHUJIOMI03a MOXKET YyKa3blBaTh
KJ1yOOUKOBasi NPOTEHHYPUSl C PA3BUTHEM THI10aNbOYMUHEMHH U
OTEKOB, BO3HMKHOBEHHE TyHHEJBHBIX CHHAPOMOB (4allle BCEro
CHH/IPOMA KapnaJslbHOro KaHajla), 3acTOHHOH cepleyHol He-
JIOCTaTOYHOCTH TIPH HOPMaJbHOH (hpakunu M3rHaHus. BaxkHo,
YTO MapaJijieJIu3M MexKily OpraHHbIMH HApYLICHUSIMH U YPOBHEM
CEeKpeLUH, KaK IPaBUJI0, OTCYTCTBYeT.

KJIMHUYECKAS OHKOTEMATOJIOTMSI



NMepBuyHbIii amunonno3

Juarnos AL-amusionoza MoxeT ObiTh YCTAHOBJIEH Ha

OCHOBAHUMU:

1) noxaTBepKaeHHS ACMOHUPOBAHUA AMHJIOUIHBIX MacC B TKa-
HSIX;

2) TNOoATBEPXK/EHUST MOHOKJIOHAJNBbHOH Mposiidepalnun MocT-
(hOJITHKYISIPHBIX B-K/I€TOK U/IH T/1a3MOLIUTOB.
[TonTBEepAUTL IeTIOHMPOBAHME AMMJIOMHBIX MACC B TKaHsIX

MOJKHO, BBITIOJIHUB OHOTICHIO MOPAXKEHHOr0 OpraHa ¢ OKpacKom

MOJIy4eHHOr0 MaTepHasa KOHIO0 KPacHbIM M HCC/Ie/lOBAaHHEM B

TMOJISIPU30BAHHOM CBETE, a B CJIOXKHDIX C/TydasiX — 3JICKTPOHHOM

MHKpockonueil. OfHaKo, yUMTbIBAsI, YTO K MOMEHTY JIMArHOCTH-

KU B OOJIbILIMHCTBE CJ1yuaeB aMMJIOMI03 IpelcTaBJsieT coOoH

pacmpocTpaHeHHBIH MPOIeCC, aMUIOUHBIE MACChl MOTYT OBITh

00Hapy’KeHbl NMPAKTUUECKH B J100OH TKaHW, cojepxKallell co-

cynpl.’” Hanbosiee 4acto HCMosib3oBasach OMOTCHS JIECHBI M

npsmMoil Kuiiku. [TockoJIbKy MpH aMHIOW/103€ CYLLeCTBYeT PUCK

MOBbILIEHHOH KPOBOTOUHBOCTH, OoJiee MPOCTOH U Ge30macHok

NpoLeypolt sBJsieTcsl GUONCHS MOJKOXKHON KMPOBOH KJeTdyar-

k1. Xopoulel aJbTepHaTHBOH OHOMCHH ABJSCTCS TEXHUYCCKH

npocTasi TOHKOWTOJIbHAs aCMMpalMsl TMOJKOXKHOTO »KMpa H3
nepesHeil GPIOLIHON CTEHKH (pHC. 4) ¢ MOC/eIYyIOUINM HCCe10-

BaHMEM COJIeP2KaHHsT aMHJIOM/IA C MOMOILbIO HMMYHO(EpMEHT-

Horo aHa/nsa.*® YyBCTBUTEILHOCT M CIIEUHPHUIHOCTD JaHHOTO

METOJa COCTABJSIeT cOOTBeTCTBeHHO 88 u 97 %. Heob6xomu-

MOCTb B GHOINCHH MOPAXKEHHOTO OpraHa BO3HHKAeT He yvalle,

uem B 10 % ciyuaen.’” B OCHOBHOM 3TO OTHOCHTCS K CJlydasiM

MPEUMYLIECTBEHHO MOHOOPTaHHOM JIOKaU3allui aMUJION]103a.
Btopoii o6si3aTe bHbIN 371eMeHT quarHoctuk AL-A — 310

TMO/TBEPK/IEHIE MOHOKJIOHAJIBHOH TTpoJiHdepaliiy rniasmaruye-

CKHX KJIETOK Wi B-mimdonutos. Kaxercs, 4To MoATBEpaUTD

9TO JIOCTAaTOYHO MPOCTO: CJICAYET BHIMOJHUTH HMMYHOXUMHUE-

CKOe HCCJlefloBaHue ChIBOPOTKH KpoBM M Moun. O6Hapy:xeHue

MOHOKJ/IOHA/IbHOH CEKPeLMH OJHO3HAYHO MOATBEPIKIAeT Ha-

Jauune B-kjertounoit nposucepatnn. st guarnoctukn AL-A

HEOOXOAUMO BbISIBUTb HE MPOCTO MOHOKJIOHA/IBHYIO CEKPELHIO,

a CBOOOJIHbIE JIETKHE LIEMH B CbIBOPOTKE KPOBH WK Moue. Oji-

HaKO 3/IeCb UMEIOTCS OMpeseeHHble CN0KHOCTH. Bo-nepBbix,

npu AL-A cekpersi MoxeT ObITb He3HAUMTENBLHOH JlaxKe MpH

BbIPAXKEHHBIX OPraHHBIX MOPAKEHUSAX U /51 €€ MOATBEPIKICHHS

MOTYT MOTPe6OBATLCS UYBCTBUTE/bHbBIE METO/bl UCCE0BAHMUS

(ucriosib30BaHHe UMMYHO(MHKCALIMH, HarnpuMep). Bo-BTopsIx, B

PEKUX CJTyyasix 1axKe ¢ MOMOlLLbIo HMMyHOouKcalmy npu AL-A B

CBLIBOPOTKE KPOBH He ylaeTcsl BLIABUTD OeJiok bene-JlxkoHea, 4to

0O'bSICHSIETCS €70 BBICOKOH ah(hMHHOCTBIO K TKAHAM H ObICTPhIM

ylaJeHueM U3 KpoBoToKa.*® B-TpeTbHX, NMpH BBICOKOM YpOBHE

CeKpelMH y TalMeHTa C MoI03peHHeM Ha MepBHYHbIH aMHJION103

BCEraa CJeIyeT MCKMIOYHTh CoYeTaHHe ¢ JPYrMMH 3abojeBa-

Puc. 4. Acnupauus NoaKOXHOro Xupa 13 nepegHert GprOLLHOM CTEHKK (1rna
16 G)*”

www.medprint.ru

HUSIMH, CONPOBOXKIAIOLIMMUCA MOHOKJIOHAJIbHOH rammanaTuell
(B mepByto ouepeab, MM 1 UMMyHOrIOOYIHHCEKPETUPYIOLLIHE
JIMMOMBI ), TIOSTOMY TPH TI0/I03PEHUH Ha MePBUUHbIH aMUJIOU-
J103 U MOATBEPIKICHHH HAJTHYHST MOHOKJ/IOHANBLHON raMManaTHH,
0COOEHHO MPH BLICOKOH CEKpeLMH MapanpoTenHa, Hy»KHO Bbl-
MOJIHUTh LIUTOJIOTUYECKOE M THUCTOJIOTHYECKOEe HCC/el0BaHHe
KOCTHOT'O MO3ra, NP1 HeoOXOAUMOCTH JIOMOJHEHHbIE HMMYHOTH-
CTOXMMHUYECKHM HCCJICJ0BAaHHEM H POTOYHOH LIMTOMETPHEH.

Oco6ble C/I0?KHOCTH BO3HMKAIOT B Tpynre MalueHToB
crapmie 70 jer. C ofHOH CTOPOHBI, y JIMI[ STOH BO3PaCTHOH
KaTeropuu BO3MOXKHO DPa3BHTHE CEHMJIBLHOIO aMHJIOM03a, C
apyroii — Beicoka (10 10 %) pacnipoctpanennocts MI'H3.
[TosToMy y MOXKHJIBIX MALMEHTOB 2KeJaTeNbHO TPOBECHHE JI0-
MOJIHUTEJIbHBIX HCCJIe0BAHUI, HAMPaBJICHHbIX HA UCKJIOUEHHE
JIPYTHX BAPUAHTOB AMUJIOU1034.

JIEYEHUE

JleueHue TMEPBMUHOTO aMMJIOM03a MPEACTABJSET OGOJbLIME
CJIOKHOCTH, M €r0 pe3yJ/ibTaThl B HACTOSILLEE BPEMSsI HEJb3st CUH-
TaTh ypoBaeTBoputeabHbIMU. [To manubim G. Merlini u coasr.
(2006), oueHHBIIMX BbDKMBaeMOCTb 868 maimpentoB ¢ AL-A,
ee MeMana coctasJsiia 3,8 rojaa, D-JIeTHsIST BbKUBAEMOCTh —
46 %, 10-netusis — 31 %.2 Jlns nevenust AL-A nerosayior
cxembl MP (mendanan + npennusosion), M2 (BUHKPUCTHH, JIO-
MYCTHH HJIH KapMyCTHH, MeJipasiaH, MPeJIHU30/0H, LHKI0(poC-
tan), VAD (BUHKPUCTHH, aIpUAMHLIMH, BLICOKHE J03bl JIEK-
caMeTa30Ha), BBICOKOJO3HYIO XMMHOTEpAINHI0 MeJdataHoM ¢
noc/Ie/lytoliell ayToNOrMUHON TpaHCiaHTauuel nepudgepude-
CKHX CTBOJIOBBIX KJI1€TOK. Kak 1 mpn MM, Kaxk/blil U3 CyLlecTBy-
IOLLMX METOJIOB MMeeT HeKoTopble HefoctaTku. Hanpumep, ne-
T0JIb30BaHHE CXEM C BKJIOUEHHEM MeJjiasaHa OrpaHHUHBAET
€ro MHEJIOTOKCHYHOCTb W PUCK Pa3BUTHS BTOPHUHBIX OMyXoJel,
ocoBGeHHo y MoJiofibix naienTos.? [IpocnexkTiBHOE paHioMu-
3UpPOBAaHHOE CPaBHUTENbHOE HccaenoBanne cxeM MP u M2 ne
BBISIBUJIO pa3jinunii B BbiKHBaeMoCTH. ! DhheKTHBHOCTD CXeMbl
VAD npu AL-A B Hacrosilllee BpeMsi He MOJATBEP:K/eHA B KJIH-
HUYECKHX MCCJIe/IOBAHUSIX. Posib BBICOKOIO3HONH XMMHOTEpAIHH
1 TPAHCIJIaHTALNH B JieueHd AL-A OLLeHHTD CJI0KHO, MOCKOJIb-
Ky GOJIbHbIE ¢ aMHJIOMIHON MH(UIBTPALUEl cepaua u moJHop-
FaHHBIMH MOPAXKEHUSIMU He SIBJISIOTCS KaHIHIATAMK /15 TPOBe-
JIeHUS] MTHTEHCHBHOH Teparuiu, HO B IPyTIIe NalHeHTOB MOJIOJOTO
BO3pacTa 3TH METOJpbl JIeUeHUs] MOTYT ObIThb MPHOPHTETHBIMH.
MmetoTest oTaesbHble coobLieHns o jedeHun AL-A nekcamera-
30HOM B KOMOHHALIMHK C TaJHI0MHUI0M, " teHanupomuaom,*® Gop-
Te3oMr6oM.

OcoOblit HHTEPEC TIPEACTABJSET UCMOJIb30BAHNE B JIEUEHHH
AL-A 6oprezomnba, siBJstiollierocs creuupuieckum HHrHOUTO-
pom 26S-npoTeacombl.” 26S-npoTeacombl MpeICTaBIsIOT CO-
6Ol BHICOKOMOJIEKYJISIDHbIE MYJILTHMEPHbIE SHEPrO3aBUCHMbIE
MPOTEHHA3bI, OCYLIECTB/SIOUINE CEJNEKTHBHYIO JErpafallhio
6eJKOB B 1MTO30Jie 3yKaport.'®7 MmenHno 26S-nporeacombl
UrpaloT BaXKHYIO POJib B 00PA30BAHHH M3 JIETKUX Llerell HMMy-
HOTJIOGYJIMHOB  OJIFOMEPOB MJIH MPOTOPUOPHILI, CHOCOGHBIX
K 00pa3oBaHuIo B-CKaanyathiX CTPyKTyp. B Hacrosiiee Bpems
3aBeplieHa ToJbKo | hasa wuccsenoBaHns 3(hheKTHBHOCTH
6oprezomnba y naiueHTos ¢ cucremibiM AL-A.* B s1oit cBsizn
MHTEpEC MPeJICTaB/IsIeT KJAMHUYEeCKast WIIIOCTPALUst TPUMEHEHHST
6opre3omuba y natuentos ¢ AL-A u MM.

Knnuunyecknii npumep 1

[Taunent E., 58 ner, na6monaercs 8 'HLL PAMH ¢ Hos6psi 2006 .
Cunraet ce6s1 6os1bHbIM ¢ ocent 2005 T, Kor/1a BriepBble MOSIBUJINCH G0Jb
B [JIe4eBbIX, KOJIEHHBIX CYCTaBax, LIEHHOM OT/lesie O3BOHOUHHUKA, G0Jib
1 oHemenue B obsactu [—III manbua npaBoit KUCTH, yCHIUBAIOLLIMECS
HOUbIO, C1a6OCTh, HE COOTBETCTBYIOIIASI HATPY3KE, CHHMKEHHE MAaCChl
Tesia. Bbia 06¢/1e/10BaH B yC/I0BHUSIX HEBPOJIOTHUECKOTO OTIeIeHUsT. Dbliu
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BbISIBJICHBI JI0PCONATUS LLEHHOro OT/eJsa 03BOHOYHHKA, KaprasbHbli
TYHHEJIbHBIH cHHApOM. JleueHHe HeCTePOWAHBIMU [POTHBOBOCHAJIM-
TeJIbHBIMH [pernapaTaMmu, BATaMUHAMH Ipyinbl B, KaBUHTOHOM shdeKTa
He jasio. J1/1s yTOUHeHHs reHe3a CyCTaBHOrO CHHAPOMA M MCKJIIOUEHUS
peBMaTOUIHOrO apTputa Obl1 00C/el0BaH B PEBMATOJOMHYECKOM OT-
JIeJIEHHH KJIMHHYeCKOH OosbHULBL. [Ipeanonoxenust 0 peBMaTOHIHOM
apTpuTe, CUCTEMHONH KpacHOH BosiyaHKe ObIM OTBeprHyTbl. Hesbssi
OblJI0 HCK/IOYNTh NMApaHEONJIaCTHICCKUH cuHapoM. [lanHble B MoJsib3y
COJIMJIHOK  3JI0KAYeCTBEHHON OMYyXOJH Yy TalHeHTa OTCYTCTBOBAJIH.
JI1s MCK/IOYeHHsT mapanpoTeMHEMHYEeCKOro reMo0sactosa NauueHTy
MPOBEICHO HCCJIEIOBAHME acrupara KOCTHOTO MO3ra, MoKasaBliee
yBeJMUEHHe KOJIMYeCTBA MIa3MaTHIeCKHX KIeToK 10 19 %, a Takke
MMMYyHOXMMHYECKOE MCCJICI0BAHUE, BbisIBUBLICE CEKpelHlo Oeska
Bene-Jlxonca k — BJk (konuentpauus B move 0,27 /).

s yrounenus muarnosa HanpasgeH B [HLL PAMH, rne 6bun
BepPU(HUIMPOBAH JIMarH03 MHOXKECTBEHHOH MHEJIOMbI, HIMMYHOXHMHYE-
ckuit Bapuant BJx IIB crapguu. Ha moment ycranosienust qpartosa y
nanneHTa HMeJIMCh NPU3HAKH MHEJIOMHOH He)POTaTHH U MOYeUHOi He-
JoctatouHocTd (mMoueBnHa 11,1 MMOJIL/ a1, KpeaTHHUH 254 MKMOJIb/J1,
Kasmit 5,3 MMoJib/ 1), anemus (Hb 87 r/m). Ocreonutnueckue ovaru He
oGHapyKMBaJIHCh, HO UMeJHCh U(hY3HbI 0CTEONOPO3 U yMepeHHas!
runepxanbipeMus (2,42 MMob/a). TIoMUMO BLIDA’KeHHBIX 0CCAJNTHH
¥ apTpasiruy, TpeOyloLUX MPUMEHEHUs! aHalIbIeTHKOB, TSKECTb CO-
CTOsIHUSA GOJILHOrO Obll1a 00YCJIOBJIEHA CePAEYHOH HEe0CTATOUHOCTBIO!
MMeJId MeCTO aKpOLMaHO3, OPTOIHO3, TAaXUIHO3 (0 25 B MUHYTY) H
Taxukapaust (95 B MHHYTY) B [IOKO€, MACCHBHBIE MJIOTHbIE OTEKH HIXKHHUX
KOHEYHOCTEH ¢ pacnpocTpaHeHHeM Ha MepeHIOn OPIOLIHYI0 CTEHKY,
BOJISIHKA [10J10CTeH (ACLHUT, THAPOTOPAKC).

[To nanubiM  OxoKI BbisiBJIeHBl yMepEHHbIH T[HAPONEpPUKAPL,
runepTpodust MHOKap/aa JeBOro KeJlyllouKa KOHLIEHTPHYECKOro THIA,
HEJI0CTATOYHOCTb MUTPAJILHOTO H TPUKYCIHAANBHOTO KJlanaHoB (peryp-
rutauust | crenenu), HapylieHHe AMacTOMUeCKOi (yHKUMH 110 | Tumy,
Jusataums Jesoro npeacepaus. [lpu sTom cokpartuTesibHas cnoco6-
HOCTh MHOKAp/a Oblia coxpatta (ppaxuus uarnanus 73 %).

[Ipu Y3U opranos 6piownoi nosoctu u KT GpioiHoro cermenra
MOMHMO acliuTa BhIsiBJIsIach renartomerasus (Jesas jos 121 X 61 mm,
npasas joas 150 X 100 mm). Pagmep cenieaeHKd B rpejiesiax HOPMBI.
JlaHHbIX 32 OPTAJIbHYIO THIIEPTEH3HIO He ObLJIO.

[TopaxxeHne cepeyHOl MbILILBI 110 THITy PeCTPUKTHBHON Kapa1o-
MATHH C BbIPa’KEHHbIMHU KJAMHUYECKHMH NPOSABICHUSMH OUBEHTPUKYJIAP-
HOl CepIeYHO HeJI0CTaTOUHOCTH M KapaslbHbIi TYHHeJIbHbIH CHHIPOM,
a Takke JByCTOPOHHEEe yBeJIMYeHHE MOUEJIOCTHBIX CJIOHHBIX 2KeJ1e3 He
YKJIA/IbIBAJIUCh B KJIHHMYECKYIO KapTHHY, XapaKTePHYIO /s MUEJOMHOM
60J1€3HH 1 M03BOJIsIH 3anono3putb AL-A. Kinnnueckoe npejronozxke-
HHe OblJ10 MOATBEPKIAEHO TMCTOJOMHYECKUM UCCIIeI0BAHHEM [TOIKOXKHOM
JKUPOBOH KJ1€TYAaTKH MepejiHeil OPIOLHON CTEeHKH.

BousbHoMy B ycsousix THLL PAMH npoesieHo 3 kypca xumuorepa-
nuu 1o cxeme VAD (BUHKPUCTHH, aipuaMHLKH, T€KCAMETA30H ) U Jieue-
HHUe, HalPaBJIeHHOE Ha KOPPEKLIMIO BOJHO-3/IEKTPOUTHBIX HAapyLLeHUH
U TPOSIBJIEHUH CepleuHOl HeloCTaTOYHOCTH. OTeYHO-aCUUTHYECKHUi
CHHJIPOM perpeccupoBall, KJMHHYeCKHe [POSIBJICHUS KapaHa/lbHOH
JUCOYHKINH 3HAUMTEIbHO YMEHDLIMIUCh. DosieBoil cunapom Ha done
npueMa jleKcaMeTa3oHa YMeHblUaJIcsl, HO B IlepepblBax Mex1y KypcaMu
BO30OHOBJISIICS C MPEXKHE HHTEHCUBHOCTbIO. B KOHTpOJIbHOM HMMY-
HOXUMHUECKOM HccsieioBatun ot 23 anpessi 2007 r. cekpelyst 6esika
BJk 6bina 6e3 0coGoii qunaMuki (KouuenTtpauusi B Moue — 0,19 r/
cyt). [lpoBeneno 2 kypca Tepanuu 1o npotokosy M2, Ho oTBeta He
noJydero. Hanporus, o6pariana na ce6s BHUMaHKe TEHACHLHUS K POCTY
yposusa BJk (konuentpaimsi B Moue — 0,25 r/cyr). Koncratiposano
pesucrentHoe Teyenne MM. Kpome Toro, y nauueHnTa Hapactasu npu-
3HAKH aMMJIOMIHOTO MOPayKeHHsl BHYTPEHHUX OPraHoOB M COXpaHsiach
MHTEHCHBHAs! 60JIb B KUCTSIX, 00yC0BJAEHHASI KOMIIPECCHeil CpeIMHHOTO
HepBa.

YuutbiBas He3((EKTHBHOCTb Tepanyyi NepBoi JMHUH, OBbLIO Ha-
yaTo Jeuenue GopTe3oMHGOM (M3 pacueta | mr/m2 B BHe GOJIOCHOI
HHDbEKLHH B Teuenne 3—5 ¢ B 1,4, 8 u 1 1-# iHu LKKIA) B KOMOMHALIMH
¢ nekcametazoHoM (20 mr B 1 —4-1i eHb 1MKa) ¢ epepbiBoM ¢ 12-ro
no 21-it jeub. Kpome Toro, B KOMIJIEKCHOH Teparuu MpPUMEHSIIUChH
6uccocdoHarsbl.

[IpoBeneno 4 kypca tepanuu. [IaTeiii Kype Obla npepBaH B CBSI3U
C pasBUTHEM TOKCHUECKOro 3(deKra JieueHusi B BUIE MNPOPY3HOi
auapen. JlocTUTHYTO yJydlleHHe: KyNUpoBaHHe OOJM B KHUCTSX, 00y-
CJIOBJICHHON CHHIPOMOM 3arlsiCTHOrO KaHajla, MCYUe3HOBEHHE OJIbILLIKH,
paclipeHue ABUraTe/bHOro pexkuma. HanGosiee peMOHCTpaTHBHBIM
OblJ10 3HAUUTEJIbHOE CHIZKEHHUE ceKpelnd Bk u Hopmasnusauus ypoBHs
nosiukaonabubix IgG (tadu. 2). Takxke BbIpaXKeHHBIM ObIIO U YMEHb-
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lieHre cyTouHo# skekpeuun BJi ¢ 0,12 r/cyT J10 CJIEJJOBBIX KOJIMUECTB
(tabJ. 3).

Tabnuua 2. Pe3ynsratbl IMMYHOXMMWYECKOrO UCCeA0BaHNA 6enKkoB
CbIBOPOTKM KpoBW nauueHTa E., 58 net

3ﬂeKTpOd)0peTVIHeCKOE ncecnefoBaHune 6enkos CbIBOPOTKK

benkoBble dhpakumm Hopma, % 27.12.2006 08.11.2007
Anb6yMuH 52,4-69,4 51,5 57,8
[No6yNnHbI
Anbcha 1 1,3-3,9 53 37
Anbtha 2 54-11,6 12,0 10,9
Bera 9,0-17,4 14,4 14,5
Tamma 9,3-20,3 16,8 13,1%*

Konu4ecTtBeHHoe nccnegoBaHme 6eKoB CbIBOPOTKM KPOBU
[Mokasarenb Hopma 27.12.2006 08.11.2007
1gG 95-235 ME/mn 80 145
IgA 55-250 ME/mn 75 150
IgM 60-405 ME/mn 45 4
K/A 1,1-2,9 3,0 24
Kpnorno6ynuHbl HET HET HET

* M-rpagueHT B y1-30He 06pa3oBaH napanpoTenHom BJk u coctasnset 10,4 % obLuero
6enka cbIBOpoTKM (5,3 r/n).

** T1aT0NOrM4eCKNX rpafeHToB He BbIABIIEHO.

Ta6nuua 3. Pe3ynsratbl IMMYHOXMMWYECKOrO UCCef0BaHNA 6enKkos
KOHLIeHTp1pOBaHHO Mo4m naumnerTa E., 58 net

benkosas thpakums 27.12.2006 08.11.2007
AnbOyMUH +++ +++
Anbcpal ++ ++
Anba2 + -
beral ++ ++
bera2 +
Famma M(BJ)’ ++7

* M-rpagneHT B y1-2-30He 06pa3osaH 6enkom BJi 1 coctasnset 11,8 %, unn 0,08 r/n
(0,12 r/cyT).

** CnepoBoe konn4ecTso BJk B y1-30He.

HauGosee cepbesHbM MOGOUHBIM  3(P(EKTOM Tepanuu OblIo
pas3BUTHE IHApEH C IKCHKO30M, THMOTOHHEH W MpepeHasbHOl 0CTpoit
MOYeYHOH HEA0CTATOYHOCThIO, MOoTpeOOoBaBIlel MPOBEACHHUS ceaHca
remMojiaIu3a. YKasaHHoe 1o0o4Hoe jaeicTBHEe ObIO 3aUKCHPOBAHO
BO BpeMsl MSITOr0 Kypca Teparuu, MpuyeM CUMITOMbl HMeJIH XPOHOJ0-
TMYECKYI0 CBSI3b C BBeleHHeM GopTe30MH0a, B CBSI3H C UeM Kypc Oblil
npepsad. [Ipn sToM npesbiLylue Kypebl JeueHHsl He COIPOBOKIAINChH
HeOJIaroNpPUATHLIME [IPOSIBICHUSMH CO CTOPOHbBI IHIIEBAPUTE/LHON
cucteMbl. OJIHAKO yxKe 1oc/e MepBoro Kypca ObliM 3aMKCHPOBAHbL
yMepEeHHble [IPU3HAKM CEHCOPHOH MOJIMHEHpONaTHH, KOTOpble OblI
CTaGWJILHBIMU Ha NPOTSKEHHH MOCJIELYIOLLUX KypCcoB U He TpeOoBaJu
OTMEHbI pernapara Wik KOppeKLUH ero 103bl. S1BJeHUH remarosoruye-
CKOH TOKCHYHOCTH, MH(EKIHOHHbIX OCJ0KHEHHI W JPYrHX MOOGOUHBIX
3¢ deKToB y naipenTa He HabJ/I01ANOCh.

Knuunyeckwii npumep 2

[Tauwent O., 54 roxaa, vaémonaercss B [HILL PAMH ¢ asrycra 2005 .
Je6ior 3a6oneBanus B uione 2005 1. ¢ ocTpoit 60/ B XKHBOTE, IHAPCH.
TocnuranuanpoBan B MHGEKLUHOHHYIO OOJILHHULY, [Jl€ B TeueHHe He-
CKOJIbKHX JIHeH pa3Buiach aHypus. MHdexunonHoro 3sa6osieBaHusi
He BLISIBJICHO; B CBSI3H C aHypHueil, runepkajnemueii (7,27 MMoab/ i),
asoremueil (Kpeatunin 932 MKMOJIb/ 1) iepeBe/ieH B oT/ieen e Hedpo-
peaHuMaLMK JUIst poBejieHHst reMoaranuaa. CocTosiHue cTaGUIn3Hpo-
BaJIoCh, BOCCTAHOBMJICS inype3 10 1,5—2,0 J1, ogHako nouevnast Hesio-
CTaTOUYHOCTb He pa3pelin/iach, NPOIOJIKAIUCH CeaHChl reMoanauaa. B
n1a60paTopHbIX aHasimzax: anemus (Hb 80 r/n), nosbimenue COD 1o
50 MM/4, ymepeHHble runonpotensemus (60 r/J1) i runoanL6yMUHeMHs
(31 /1) npu cytounoii nporennypuu 2,16 r/cyr.

Jlist yrouHeHusi Xxapakrepa mopaxeHusi nouek 14 utoas 2005 r.
BBIMOJIHEHA GUOTICHS MOYKH; MPH HMMyHO(MIIOOPECHEHTHOM HCCIeN10-
BaHUK BbISIBJICHO A-NIO3UTHBHOE OKpAILIMBAHHE ATHIHYHBIX LHJIHHIPOB,
3aMOJIHSIIOLIMX MPOCBET GOMBLUIMHCTBA KaHa/bleB. Takke HMeJI0 MecTo
BbIPAXKEHHOE CKIEPO3UPOBaHHE KyGOUKOB, HO AMOHHPOBAHHE JIETKHX
uernei B HUX 0TCyTCTBOBaJO. [Ipeanonoxkenne o0 MM Gbl1o NoATBEPXK-
JIEHO JIAHHBIMM HMMYHOXHMHUYECKOTO HCCJIEI0BAHUST CbIBOPOTKH KPOBH

(cnenobie kosuuectsa BJA) u Moun (BJA 0,43 r/cyt), a Takke 1uto-
KJIMHUYECKAS OHKOTEMATOJIOTMSI



NMepBuyHbIii amunonno3

|
Puc. 6. YBenuueHve nOQHENOCTHBIX CIIOHHBIX
xenea y naumenta O., 54 roga

JIOTHYECKUM HCC/Ie/IOBAHHEM KOCTHOTO MO3ra (1JiasMouuTsbl 14,2 %).
Occasrniecknii CHHAPOM H JECTPYKTHBHblE M3MEHEHHsl B KOCTSIX Y
nanneHTa OTCyTCTBOBAIH.

[Taipenty nposeseHo 3 Kypca tepanuu no nporpamme VAD u
omuH — 1o M2, Ha doHe uero rnoJyueHo crabuIbHOe CHHXKEHHE CeKpe-
unn BJA (B chiBopoTKe He BhisiBasercs, B Moue — 0,15 r/cy). [Tpose-
JIeHre XUMHOTePAIHH CONPOBOXKAAI0ChH PA3IHIHBIME HH(EKIIMOHHBIMH
OCJIOZKHEHHSIMH (CTOMATHT, TTHEBMOHHSI, PPaMOTPHIATE/IBHBIN CEMNCHC).

C urosist 2007 1. naumenTa 6ecriokonsa uuTencusHas 6oub B 1—111
naJiblie KUCTeH, YCHJIMBAIOLLAsiCs! [IPH ToJIbeMe PYK, BO BPEMsl CEaHCOB
reMoaManuaa v B HOuHoe BpeMs. Bosib HOCHMa Kryuuil, HHOTAA pas-
pBIBAIOLLMI XapaKTep W Hapylliajga HouHOl coH. [TpoBoaumast Teparnwsi
C BKJIIOUEHHEM BMTAMHHOB, KOPPEKIHEl YPOBHsI KaJlbLust U J00aBJe-
HHeM dunencuHa sdgpexra He umesna. Cumnrom Pasnena (maccusHoe
crubaHue M pasrubaHue KHCTH B Jyuye3arsiCTHOM CyCTaBe YCHJIHBaeT
OlLyIlIeHHe OHEeMEHHs], MOKaJIbIBAHUs W GOJIM) Pe3KO MOJIOXKHTEJEH ¢
AByX ctopoH. [lpu snexrpomuorpaduueckoM HccIel0BaHHH BbISB-
JIeHo Tpy6oe MopakeHHe JIBUraTebHbIX W UyBCTBHUTEJBLHLIX BOJIOKOH
CPeIMHHOTO HepBa B 06/1aCTH KaprajbHOTO KaHajla Mo CMelIaHHOMY
THIy — aKCOHA/IbHO-AeMHeJIHHU3NpYyIoleMy. TakxKe NalMeHT OTMETH/
3HAYKMTE/IbHOE yBEeJIHUEHHE 513bIKa M CBSI3aHHbIE C HUM 3aTPYy/HEHHUSI T1PH
pasroBope.

[Tpu ocmMoTpe — sA3BIK yBeJHMUEH, 10 KpasM MMeeT CJeibl OTre-
4aTKOB 3y0OB 1 MHOTOUHCJIEHHBIX IPUKYCOB, CpeHHast 60po3aa pe3ko
BbIpazkeHa (puc. 5).

Kpome Toro, Bo3pociia BeIpaKeHHOCTb CepAeYHON HeJ0CTaTou-
HOCTH C yCHJIEHHEM OJIbILIKH U CHHXKEHHEM MePeHOCHMOCTH (hu3Hye-
ckoti narpysku. 1o nannbim 9xoKI™ dpaxiins narnanus cuusuIach ¢
55110 43 %), pasBuIach UJIATaLUs BCEX 0JI0CTEN Ceplla, YBEJUUH-
Jlach THIEPTPOdHsT CTEHOK JIEBOTO KeJly0uKa (MeXKKesya0uKoBast
neperopojika 15 MM, 3ajHsisl CTeHKa J1eBOT0 KeJqyaouka 14 Mm).

K jmarHocTrueckd BaXKHBIM MPH3HAKAM, MMEBLIHMCS y Talii-
eHTa, HeOoOXOIUMO TaKkKe OTHeCTH Ge360sIe3HeHHOe yBeJHUeHHe
TMOIEIOCTHBIX CJIOHHBIX 2Keqie3 (pHc. 6) W MepHOANIeCcKH CITOHTAHHO
TOSIBJISIIOLLHECS] HA KOXKE MePe/IHel IOBEPXHOCTH IPYHON KJIETKH, XKH-
BOTa, PyK H 0COGEHHO YacTo NnapaopOUTaIbLHO reMopparuieckue nsiTHa
KPacHOBAaTOrO 1[BETA, HEMPABU/IBHOH (OPMBI, HAMOMHHAIOLIEH KIISIKCY
(puc. 7). HecmoTpst Ha oTCyTCTBHE KaKHX-J1M0O OTKJOHEHHH B reMo-
CTa3HorpamMMe M TIPOBOLMPYIOLIMX MPHUMH, y TalkeHTa HaGJIoa10Ch
peLMBHpYIOLiee KeyA0UHO-KHIIeUHoe KpoBoTeueHHe. B ikesmyixe
U JIBeHAAUATHIIEPCTHON KHLIKe Oblid 0OHAapy»KeHbl MHOXKECTBEHHble
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Puc. 7 (A n b). KoxHble
remopparuu y naumeHta
0., 54 ropa

CJIMBHbBIC 5PO3UH U HHPUILTPATHBHEIC H3MEHEHHS CITU3UCTOH 0GOMOUKH.
AnasiornuHast KapTHHa B CHTMOBHJIHOH KHILIKe.

[Taimenty BbinmosiHeHa GHOMCHS MOJAKOXKHON *KUPOBOH KJIeTUATKH
nepejHei OPIOLIHON CTEHKH H CIM3UCTONH 000JI0UKH CUTMOBHIHON KHLL -
KU, MPH OKPaCKe KOHIO KPACHBIM 0OHAPYKEHbI MACCHBHbIE OTJIOXKEHHST
amuonaa (puc. 8). Ilpy HMMyHOrHCTOXHMHUYECKOM HCCJ/IE0BAHHH
JIETIOHUPOBAHHbBIE MACChI A-[TO3UTHBHBI.

Takum oGpasom, y mnaupeHta Ha (hoHe TepMHHAJILHON CTaUH
XPOHMUECKOH TIOUeUHOH HEeJ0CTATOYHOCTH JAayKe TMPH OTHOCHTENbHOI
HU3KOH CEKPELMM MaparnpoTenHa, AOCTHTHYTOH Moc/e TMPOBEACHHS
KypCOB TOJIUXMMHOTEpPANMK B TeueHHe OTHOCHTENbHO HeGOJIbIIOro
npomexyTKa Bpemenn (menee 1 roga), passuicst AL-amumnonnos. Hud-
(epenuuanbhast auartoctnka ¢ AH-amunonnozom He npeacrasisiia
0COObIX CJI0?KHOCTEH, MOCKOJILKY MalMEHT HAXOAMJICS HA MOCTOSTHHOM
reMoaManua3e B TeueHHe 3 JIeT, TOTAA KaK «IHaJM3HBIH aMHIOMI03,
CBSI3AHHBIN C OTJIOKEHHEM f3,-MUKPOIJIOOYJIHHA, PAa3BHBACTCSH M03Ke
(7 ser u Gosee).* Tak ke kak u npu AH-amusonnose, y naiuenra
MMEJHCh BbIPAXKEHHBIE MPOSIBJACHHUS CHHAPOMA 3arsiCTHOTO KaHalja,
HO OTCYTCTBOBAJ/IM 3HAUMTEJ/IbHbIE CYCTABHbIE M KOCTHbIE MOPAXKEHHUSI.
Hakownen, y naiuenta oGHapy:KeHO TpPEUMYyLIECTBEHHOE OTJIOXKEHHE
B MOAKOKHOH KHPOBOH KJeTYaTKe JIETKHX Iernel, COOTBETCTBYIOIIHX
MMMYHOXHMHYECKOMY BapHAHTY MUEJIOMBI.

Kak nsBectHo, MpHU aMH/ION03e UMeETCs ONpejiesieHHast opra-
HOTPOMHOCTb, 3aBUCSIIAs OT GHOXMMHUECKOTro Bapuanrta. B nannom
ciayyae HabJI04a/10Ch PEUMYLIECTBEHHOE [Opa)<eHHe JIepMBl,
CYXOXKHJIH, MBIIIL, (cepale, A3bIK), KMIIEYHHKA U COCYIOB TIPH OT-
CYTCTBHMHM BBIPa)KCHHBIX U3MEHCHHH pasmepa M (QyHKLUHMH TMe4YeHU U
CeJIe3eHKH, UTO MOXKET paccMaTpHBaThCsl KaK OHA H3 XapaKTepHbIX
KJIHHMYECKHX O0CcOOeHHOCTeH aMMJ/I0M103a, acCOLMMPOBAHHOTO C
MHEJIOMHO# 60J1e3Hb10.5

Brictpoe nporpeccupoBanue AL-A ¢ pasBHUTHEM KJIHHHKH TsKe-
JIOTO MOpaKeHHsl BHYTPEHHHUX OPraHoB, 0COGEHHO MHOKapja, co3jlaeT
peasibHyI0 Yrpo3y A/1s »KH3HH. EuHCTBEHHBIM coco6oM Bo3zeHCTBHS
Ha 9TOT NPOLIECC, YYUTbIBAs €r0 CUCTEMHBIl Xapakrep, Obl10 MpoOBe-
JIeHre XUMHOTepaInu, KoTopasl, yMeHblIlasl WX MpeKpariasi ceKpewuio
aAMHUJIOMJIOT€HHBIX MTPOTEHHOB (B 0cobeHHOCTH, Geska BJ), moxkeT npu-
BOJUTD K PACCAChIBAHNIO aMUJIOU/HBIX OTJI02KeHHH.?! OlHaKO B JaHHOM
cllyyae TpejiiecTsylolas Tepanus no nporpammam VAD n M2 ne
M03BOJINJIA TIPELYNPEANTD WK NPHOCTAHOBUTHL pasButhe AL-A. Kpome
TOr0, OHA IJ10XO 1€PEHOCUIACH NALIUEHTOM, CONPOBOKANACh PA3BUTH -
eM MHEJIOTOKCHUECKOT0 arpaHyJoluTo3a H Pa3aniHbIX HH(EKIIHMOHHBIX
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B. B. PbixKo u ap.

Puc. 8. MaccuBHbIE OTNIOXEHUS amunonaa B Aepme (A) 1 crnmancTor 060s104ke
curmMoBuaHoN kuwkm (B) y naumenta O., 54 roga. Okpacka KOHro KpacHbIM.
Manoe yBenuyeHve

ocjioxHeHul. HeManoBaykHbIM  00CTOSITE/ILCTBOM, MPENSTCTBYIOLUIUM
NPUMEHEHHIO aHAJIOTHYHBIX MTPOrpaMM y MaikeHTa, Oblja XpoHHIecKast
noyevHasi HeIOCTaTOUHOCThL W HapacTalollasi KapuaJjbHast IMChyHKIHS.
B cBsi3u ¢ 9TUM naiueHTy OblI POBEJIEH GoJiee «MSITKUI» Kypc Teparun
60pTe30MHOOM 1 IeKCaMeTa30HOoM,* ananTHpoBaHHbIH JUIs MAlMEHTOB C
MouevHON HeJI0CTaTOUHOCThI0. BopresomnG BBOMMM B petyliipoBaHHOI
Jl03e U3 pacuera 1 MF/M2 B 1,4,8u 1 1-ii t1u Kypca, nekcamertason 20 mr
BHYTpUBEHHO B 1, 2, 4,5, 8,9, 11 1 12-i1 1HH. YuuThIBasi BBICOKHH PUCK
YKEJYIOUHO - KHILIEYHBIX KPOBOTEUEHHI, ¢ MepBOro jHs Kypca Obll Ha-
3Hauen pabenposod 1o 20 mr/cyr.

[lepeHocumocTb Tepanuu Obl1a YIOBJIETBOPHUTENbHONH. M3 He-
JKeJIaTe/IbHBIX 3PPEKTOB Cle/lyeT OTMETHTL MPUOABKY MAcChl Tejia Kak
3a CUeT yBeJIMUEHHsl YKUPOBBIX OTJOXKEHHH, TaK M 3a CUeT 3a/lepPiKKU
JKUJIKOCTH, TIpUUEM TMocJenHee MoTpeGoBaio yBeauueHus obbema
yabrpaduibTpaunu. C nepBoro JiHs Kypca B 3HAYHTEJNbHOH CTEreHH
yMeHbLINIach 60JIb B KHCTSIX, UTO, CKOPee BCEro, CBSA3aHO ¢ MPOTUBO-
BOCTIA/IUTEbHBIM 3 deKToM Jekcameraszona. [locne mnposeneHns
NepBOro Kypca HMeJoch CHHKeHWe nporeunypuu benc-JDxonca (c
0,15 10 0,02 r/cyr).

B Hacrosiliee BpeMmsi 3aBeplleHO TpH Kypca Teparuu. JKCKpPelust
6esika benc-JI:koHca ¢ Mouoii B TeueHue 8 Mec. COXpaHsieTCsl Ha HU3KOM
yposte (0,01 r/cyr). HecmoTpsi Ha TO uTO BHe MpHeMa JeKcaMeTa3oHa
y TNauueHTa coxpaHsercs 0oJb B pyKaX, MEPUOAMYECKH BO3HHUKAIOT
reMopparuy Ha KoxKe pasJjiMuHoi JIOKaJIH3aluu, He U3MEHHJIACh CTeMNeHb
BBIDA’KEHHOCTH MaKpOIJIOCCHH, Pe3yJbTaThl TIPOBEJIEHHOI Teparnnu Bee
JK€ MOXKHO OLIEHHTb Kak TOJIOKHTe/IbHbIe. 3a 3TOT MEepPHOoA y NalueHTa
He OTMEUEeHO TPHU3HAKOB MPOrpecCUpoBaHust 3a00/eBaHUs U, UTO OCO-
GeHHO BayKHO, He YBEJMUYMJIACh CTEeNeHb BBIPAXKEHHOCTH CepPIeUHOMN
HEI0CTaTOUHOCTH. Kpome Toro, oTcyTCTBOBa/IM MOBTOPHbIE KHILIEUHbIE
KPOBOTEUEHHS.
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[TpoGieMbl AHATHOCTUKU U JIeUeHHsl TePBUYHOTO aMUJIOUIO0-
3a, HeCMOTPsl Ha 0oJiee YeM MOJYyTOPOBEKOBYIO UCTOPHUIO €T0
U3yueHUsl, 1ajekn oT pazpeulenusi. Haubosee panukanbHblii
1 3((EKTUBHBII MeTOJ — BBICOKOJI03HAA XUMUOTEpAMHus C
MOJUIEPKKOH CTBOJIOBLIMM KJI€TKAMH WJIM aJlJIOTeHHast TpaHe-
MJIaHTalLMsl KOCTHOTO Mo3ra y OOJIbLUMHCTBA MaLUMeHTOB He-
npHeMJsIeMbl B CBSI3H C HAJHYMEM OPTaHHbIX MOPayKeHUH WJIK
Bo3pactoM. Jlpyrue MeTosbl JeueHnsI MOTYT ObITh 3P (hEeKTHB-
Hbl TOJILKO B TOM CJlyyae, €CJlM CIOCOOHbI 1aBaTh BbICOKHH
MPOLIEHT TeMaTOJIOTHYeCKHX OTBETOB M MPUBOIUTbL K 3HAUM-
TeJbHOMY (BIJIOTH 0 UMMYHOXMMMYECKOH DPEMHCCHH) CHH-
JKEHHI0 KOJIUYeCcTBA CBOOOJHBIX JIETKHUX Lieneldl UMMYHOTJIO-
6yauHoB. ToJbKO B 3TOM cjlydae MOXKHO PACCUMTBIBATH Ha
3aMeJIeHHe TeMIOB JeMOHUPOBAHUS AMUJIOUIHBIX (DHOPUJLI
U TPOrpPeCCUPOBAHUST aMUJIOUAHOTO MOPaKeHUs] BHYTPEHHUX
OpraHoB.

B nipuBeneHHbIX HabJIOIEHUSAX HA (hOHE Teparui 6opTe30-
MHOOM M JI€EKCAMETA30HOM Y/AJI0Ch JOOUTLCSI 3HAUMTEJIBHOTO
U CTOHKOro yMeHblleHHsl 3Kckpeluu Oejika benc-JlxKoHca.
BaxHO OTMETHTb, YTO J103a JieKcameTa3oHa Obljla CHUKeHa J10
20 mr, a 6oprezomu6a — j10 1 mr/m2 (npu MM pekomenjyemast
craprosasi 103a 1,3 mr/m2).

K coxanenuto, Ha CerofHsILIHUI JeHb METOOB KOJH-
YECTBEHHOH OLIEHKH CTEMEeHH BbIPAXKEHHOCTH aMUJIOUAHOMN
HH(UILTPALIMH BHYTPEHHHUX OpraHoB He paspaborano. Ilaxe
NpUMEHEHHe TI03UTPOHHO-IMUCCHOHHON TOMOrpaduu  J1aet
BO3MOXKHOCTb TIPOBECTH JIMIIb KAyeCTBEHHYIO OUEHKY. B
JIAHHOM cJlyuae B GoJiblIeld CTerneHH BayKHbl JIOCTHTHYThIE KJIH-
HUUeCcKoe yJyulleHue U cTabuu3alus TeueHnst 3a60seBaHMusl.
Y NauMeHToB He MPOrpeccUpyeT cepieuHast He0CTaTOYHOCTb,
KpOMe TOro, reMopparuieckuii CHHIPOM Bblpa:KeH yMEpPeHHO.
B onHoM u3 HaOJ/I0AEHUH 3HAYMTEJBHO yMeHbLIMJIACh 00Jb,
00yCJIOBJIEHHAs! CHHIPOMOM 3allsiCTHOIO KaHaJla.

ToxcuuHOCTL TIPOBEIEHHOH Tepamuu Oblla AOCTATOUHO
YMEPEHHOM, XOTsl HesJb3sl CKasaTh, YTO HMEBLIHE MeCTO
no6ounble 3pdeKThl OblIKM He3HauuMbl. [losuHeiiponaTus,
ofMH M3 HauboJsiee 4acTbIX MOGOUHBLIX 3()(HEKTOB Tepamuu
60pTe30MHOOM, JOCTATOYHO BbLIPAKEHHAST U CYLLECTBEHHO
VXY/LIAIoNIAs KAuecTBO KU3HH, Obliia oOpatumoi. C apyroi
CTOPOHBI, TaKol GoJiee peiKHil M, Kazasoch Obl, MaJO3HAYH -
Mblil TOOGOUHBIN 3 heKT eueHnst 60pTe30MUOOM, KaK uapes,
npuBeJ y nauueHTa K 06e3BOKUBAHUIO W PA3BHTHIO OCTPOH
MOYeYHOH HEN0CTaTOYHOCTH, NOTpeCOoBaBLIeHd MPOBeIEHHUS
remMojiMa/iu3a. B Halnx HaOJ/MOAEHHSIX Mbl HE BCTPETHJIHCH C
TSKEJIBIMH CEPAEUHO-COCYAUCTBIMH OCJIOKHEHUSIMH Tepanuu
60pTe30MHUOOM, HECMOTPSI Ha UCXOAHYIO KapAHaJbHYIO CKOM-
[IPOMETHPOBAHHOCTb MALUEHTOB, YTO, BO3MOXKHO, CBSI3aHO C
UCKJIIOUEHHEM M3 CXeMbl Tepanuy aHTPALMKJINHOB U C pely-
LMPOBaHHOMN 10301 6opTesomuba.

Takum o6pa3om, B HEKOTOPBIX CJydasx Tepanus Gopre-
30MHOOM B COUETAHHH C JEKCAMETa30HOM TIPHU TEPBHUHOM
AMUJIOH/103€¢ MOXKET OBITh IOCTATOYHO S(P(PEKTUBHBIM METOAOM
Tepanuu, TMO3BOJSIIOIMM 3aMe/VIHTh TPOTPecCHPOBAHUE 3a-
60oJieBaHHs U MTOJYUHTh KJIHHUYECKOE YaIydlleHHe.

bJIATOJAPHOCTK

ABTOpbI cTaTby BbipaXkatoT 651arogapHoOCTb rN1aBHO-
My pefaKTopy XypHana «KnnHu4yeckasi OHKorema-
Tonorusi» g-py mex. Hayk, npogh. M. A. BonkoBowi 3a
HeoLeHNMYIo NMomMoLYb B MOATOTOBKE CTaTbH.

KIMHUYECKAS OHKOIEMATOJIOTHS!
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