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Diseases of light chains
I.G. Rekhtina, L.S. Birukova

Knroueswoie cnosa.: nezxue uenu, MHOICeCmMeEeeHHaA MUejloMda, AMUNIOUOO3.

benok benc-Jxonca (BJ) monayyun cBoe Ha3BaHUE
10 UMEHU AHITIMHCKOro 6roxumuka Henry Bence Jones,
OGHAPYKUBIIETO ETO B MOUE Y OOJIBHOTO MHOKECTBEHHOM
muenomort (MM) B 1845 1 [1]. ITosanee, B 1962 1, 6bU10 yeTa-
HOBJICHO, YTO OesIoK BJ mpe/icTasisieT cOO0¥ IETKUE 1Eenu
MOHOKJIOHAJIBHOTO UMMYHOIJIOOY/INHA, CUHTE3UPYEMOTO
KIOHOM B-mumonntos [19, 72].

Monexynapnas Macca 6enka B] He npesbimaer 22 k/a.
B MOUY€ OH MOXET IPUCYTCTBOBATD KAK B BUJIE HUZKOMOJIE-
KYJAPHBIX (pparMeHToB (5—18 K/1a), Tak 1 0Opa30BbIBATH
JuMepsl (44 k/1a), a Taroke 60J1e€ KPYIIHBIE TONIUMEPHI [31].

B 3aBCHMOCTH OT aMUHOKHCJIOTHOM ITOCTIEA0BATENIBHOCTA
BBIZICJIAIOT JIBA TUIA JIETKUX IIENEH — Kanma (k) U 1IMo6/1a
(A). KoHTpO/b 32 MX CUHTE30M OCYILECTB/SICTCA T€HAMH,
JIOKAJIM30BAHHBIMU HA 2-1 (K-1IE€NEN) ¥ 22-1 XPOMOCOMAX
(A-miemeit). Jlerkas 1enb UMMYHOIVIOOYIMHA COCTOUT U3
JBYX JJOMEHOB: IIOCTOSIHHOI'O U BapuabenbHoro [13]. Ilo-
CTOSTHHBIH (DPATMEHT BBIIONHAET 3(P(PEKTOPHBIE (DYHKIIUU
— CBA3BIBAHME C PELIENITOPOM KIETKHU, AKTUBALINA KACKAAA
KOMIUIEMEHTA U Apyrue [31]. OT CTpyKTypBI BApUAOEIBHOIO
JOMEHA 32aBUCAT (PUBUKO-XMMHUYECKUE CBOMCTBA JICTKUX
LeTer 1 UX HePOTOKCHYHOCTS [67).
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Cexperus 6enka BJ Habmiofaercs: mpu mapanpoTen-
HEMHUYECKUX reMOOIACTO3aX (MHOXECTBEHHON MUETIOME,
MaKpOITIOOYIMHEMUN Banp/IeHCTpEMA), INTa3MOKIETOUHBIX
JUCKPA3HUAX (AL-aMmIoniose, 60NE3HU IETTO3UTOB JIETKAX
LIETIEN), PEKE MPU XPOHUUECKOM TUMpOIenKo3e, B-kie-
TOYHBIX IMM(POMAX. BO3ZMOKHA MAMONATIYECKASA CEKPELINA
6enka B] (MGUS).

CeKpeTupyACch B KPOBb, JIETKUE LICIIH, KAK U Ipyrue 6e-
KU C MOJIEKYJIAPHOMN Maccor MeHee 40 ka, IErKo IIPoXo-
JAT CKBO3b IIOYEYHBIN (DUIIBTP, 3aXBATBIBAIOTCA KICTKAMU
MIPOKCUMAJIBHBIX KAHAIBLIEB U BIM30COMAX PACICIUIAIOTCA
JO OJIMI'OIENTUOB U AMUHOKUCIOT. IIpOAyKTHI Jerpaza-
LAY OEJIKOB OCTYIIAIOT OOPATHO B KPOBb X METAOOIU3UPY-
1071¢s. IIpu IPEBBIIEHNH PEA6COPOLIMOHHO CIIOCOOHOCTH
TTOYEYHBIX KAHAIBIIEB 6ETIOK BJ 3KCKPETHPYETCS C MOYOH.
JaKe HE3HAYUTEIBHOE CHIDKEHUE CKOPOCTH KIYOOUKOBOM
(priBrpanuy NPUBOAUT K IOBBIIIEHHUIO KOHLEHTPALUN
JIerkux 1eneu B kposd [50, 70, 74].

Benok B] MOXKET CTaTh IPUUUHON OPAKEHUA PAZIAY-
HBIX OPI'aHOB U TKaHel. Hanbosee 4acTo OpraHoM-Mu-
HIEHBIO ABJIAIOTCA IIOYKH, TAK KAK B HUX IIPOUCXOAUT
KaTa0O0/IM3M JIETKHUX LIeNel. B maTorene3e OpraHHbIxX M0-
BPEKICHUI (B TOM YUCIE M HE(PPOTOKCUIHOCTH) OIIPEIE-
JLIIOLIEE 3HAYCHUE UMEIOT (PU3UKO-XUMHUUECKUE CBOMCTBA
nerkux nenet (40, 71]. Onucansl Cryuan BBICOKOI'O YPOBHA
3KCKpenuu 6e1Ka B] B TeueHue AMUTENbHOIO BpEMEHU
6e3 HapymmeHus GyHkuuu novek [41, 78]. Tem HEe MeHee
He(ppOonmaTUA — BEAYIIEE KIMHUYECKOE IIPOSABICHHUE TIPU
MOHOKJIOHAJIBHBIX ['AMMANATHUAX. B MOMEHT JUAarHOCTUKU
MM CHIKeHuE KIMPEHCa KPeATUHNHA BBIABIAIOT B 50%
cry4gaes [39).

B 3aBUCHUMOCTH OT CTPYKTYPBL JIETKUE LIEIN MOIYT
BBI3BIBATD IIOBPEKACHUA PA3IMYHBIX OTAEIOB HE(PPOHA:
KAHAJIbLIEB WIN KIYOOYKOB, BO3MOXKHO TAKKE COUETAH-
HOE nopaxeHue. [Ipu Bo3enicTBuM Oeska B] Ha KIeTKu
MPOKCUMAIBHBIX OT/EJIOB KAHAIBLEB PA3BUBAIOTCS CHUH-
JPOMBL KAaHAJIbLEBLIX JUCHYHKIUNA (IPUOOPETEHHBIN
cuHzapoM PankoHn). [TopakeHNs IUCTAIBHBIX KAHAJIbLICB
MPUBOAAT K NWIMHIPOBOM He(PPONATUH. [JPYIrie TUIILI
JIETKUX LIENEN MOIyT OOPA30BBIBATD JEMO3UTEL HE(PU-
OpUIIAPHON U PUOPUWIIAPHON CTPYKTYPBL, KOTOPBIE
OTKJIAZBIBAIOTCS B KIIyOOUKAX, BBI3bIBASL UX [IOBPEKICHHE.
B narorenese 06pa3oBaHud JCNO3UTOB IIPUAAIOT 3HA-
YEHUE TAKUM CTPYKTYPHBIM AHOMAJIUAM JIETKUX LIETIEH,
KaK M3MEHEHUE AMUHOKHUCIOTHOM IIOCIEL0BATEBHOCTH,
HAPYIIECHUE IVINKO3WINPOBAHUSA, JVINHBI MOJIEKYJL, CIIO-
COOHOCTH K IONMMEPU3ALUHN U ATPEraLUH, IIOBLIIICHNAE
I'UAPOPOOHOCTH, UTO CIIOCOOCTBYET UX AAI€3UU B TKAHAX
[5,15, 23,49, 62,73, 76]. [1pu 60/I€3HU JICTIO3UTOB JICTKUX
Lienen yame HaOMOoAAETCA CEKPELUA MOHOKIOHA/IbHBIX
K-1IeTen, mpu AL-amuionjiose — A-tiereti [62, 75). Croco6-
HOCTB K OOPA30BAHHIO AMWIOW/IA CBA3BIBAIOT C HAPYLICHU-
€M [TOJIMMEPU3ALUU JIETKUX LIeTIeH (TIOTEPEN TPETUYHON U
YETBEPTUYHOM CTPYKTYPHI). HaX01ACh B YaCTUYHO Pa3BEP-
HYTOM COCTOSIHUH, OHU JIETKO ATPETUPYIOTCA B IIPOTO(PUIIA-
MEHTBI U (PUOPULIBL [32]. OFHAKIBI HAUABIIUCD, [IPOLIECC
IIPOrPECCUPYET IKCIIOHEHITUATIBHO.

L. TyOymonaTuu
1. Cunopomst Kananvueavlx OUCPHYHKUULE

bBenok BJ MOXeT BBI3BIBATD (DYHKIIMOHAIBLHLIE HAPY-
HICHUA KIETOK ITOYEYHBIX KAHAJIDbLEB IIPU OTCYTCTBUU

[IOYEYHOH HEJOCTATOYHOCTH U UBMEHEHUN B OUOIITATE
1oy [21]. B pane nceneposanmii [10, 12, 24] ycraHoBeHa
HMHI'MOMPYIOAS CIOCOOHOCTb MOHOKIOHAIbHBIX JIETKUX
nenest Ha Na-K-AT®-a3y KIETOK KaHAIBLIEBOTO SMUTENN,
YTO IPUBOAUT K HAPYIICHIAM PeadbCcopOLMn. JInChyHKIMA
MIPOKCHUMAJIBHBIX OT/IEJIOB KAHAIbLIEB (IPUOOPETEHHBIN
cuHAPOM DAHKOHU) CONPOBOKAAETCA HOPMOITIUKEMHU-
YECKOH IVIIOKO3YPUEH, aMUHOALUAypUEH, hocdarypuel,
JIM30LMYPHUEI, IPOKCUMAIbHBIM KAHAIBLIEBBIM A1[UJ030M
[52]. CunppoM PaHKOHU YAIIE PA3BUBACTCA IIPU CEKPELIN
6enKa BJ x-tra, HabmoaaeTcs py BSUToTeKyert MM min
MOXET 34/I0/ITO IPEAMECTBOBATh MAaHU(pECTAINU MM.
[TopaxeHUsl JUCTAIBHBIX KAHAJbLIEB XaPAKTEPUIYIOTCH
JUCTAIbHBIM KAHAIBIIEBBIM A1IH/I030M, MTHOIZIA HE(PPOT€H-
HBIM J1a0€TOM [51]. OMCAHBI TAKKE CIy9an JUCHYHKIINAN
KAK [IPOKCUMATBHBIX, TAK U JIACTATBHBIX KaHAIBIIEB [6).
CHMKEHHE KOHLICHTPALXOHHON CIIOCOOHOCTH U pead-
COpOLMM HATPHUA MOXKET IIPUBECTU K ACTUAPATALIIH, YTO
VBETMUUBAET PUCK PAZBUTHUA IWINHAPOBOM HEPPOIIATHN
1 OCTPOY IOUEYHON HETOCTATOUHOCTH.

[TomasneHue cekpenuu 6enka B] MOXKET MpUBECTH K
IIOJIHOMY BOCCTAHOBJICHUIO (DYHKIIMI KAHABLIEB.

2. Huaunoposeasn negpponamusn

[Tosi TEPMUHOM «ITUIIMHJPOBAsI HeponaTus» (cast
nephropathy) IOHUMAIOT NOPAKEHUE NTOYEK BCIEICTBUE
popMUpOBAHUA OETKOBBLIX MPELUIUTATOB (LUIUHIPOB
WX CJIETIKOB) B IUCTAIbHBIX KAHAIbIIAX XU COOUPATEIbHBIX
TpyOKax. [Ipyu CBETOBOH MUKPOCKONIUU BBIABIAIOT GOJIb-
IINE, IJIOTHBIE, CBETONPENOMIIAIONINE CJIETTKU KAHATIBLIEB C
XAPAKTEPHON MHOI'OCIONHON CTPYKTYPOI, KOTOPBIE 303U~
HOMWIBHBL MOTYT 661 LU K-Ton0KuTenbHbI [60]. BOKpyT
CJIENIKOB BU/IHBI SNIUTEIUAIbHBIE KICTKH, JUM(POLUTEL,
HENTPOQHIIBL, TUTAHTCKUE KIETKH MOHOIIUTAPHON WK Ma-
KpoarasbHOM PUPO/IbL, YACTO C BKIIIOUEHUAMU OETKOBBIX
parmenTOB. XapakrepHa aTpodust KaHATBIIEB, (PUOPO3
uHTepcTUyA. Kiybouku u 6a301bHad MEMOPAHA KaHAJIb-
11€B HE MTOPAKAIOTCA [57]. IIpH a51eKTPOHHON MUKPOCKOIIUHU
CJIENIKK MOI'YT BBIVIAAETD IJIOTHBIMU 1 TOMOI'€HHBIMU, 4
MOT'YT ObITb TOXOKUMU Ha (puOpruiel. Hapsany ¢ 6enkom BJ
B CJIETIKAX IIPUCYTCTBYET 6€710K TamMa—XopcBesuia, IHOT 1A
a1bOyMuH, C3-(paxiys KOMILIEMEHTA, OJIMKIOHAIbHbIE
JICTKHC U TSDKEJIbIC TETU U P. [59].

HunuHaposas HEPPONATUL XAPAKTEPUSYETCS BbI-
COKHUM YPOBHEM a30TeMUHU (KpeaTuHUH 0,8 U BhIIIE
MMOJIb/T), B KOCTHOM MO3I'€ BBIABIIAIOT OOIBINOE KOIU-
4yecTBO (Gonee 30%) IIa3MaTUYECKUX KIETOK [57]. Dd-
(pexruBHOE TeueHre MM MOXKET NPUBECTHU K YIIYIIIEHUIO
(PYHKLIUU IIOUEK.

I1. I'momepyomaTun
1. Bone3ns 0eno3umos nezKkux yeneil

bonesns genosutos ierkux nenett (JJ11) asraerca Hau-
60J1€€ YACTBIM BAPUAHTOM OOJIE3HU ICTIO3UTOB MOHOKJIO-
HAJIBHBIX UMMYHOITIOOYIUHOB (NAMIDD). B 50% citydaes
6onesnb JJIL asaercsa ocnoxuenuem MM [31]. IIpumepno
y 25% NaIMEHTOB OTCYTCTBYIOT IIPU3HAKK JIMM(DOIIPOIHN-
(pepaTUBHOIO 3260/1€BAHNS, XOTS IPHU UMMYHODIyopec-
LIEHTHOM HCCJIEJOBAHUN KOCTHOI'O MO3I'd YaCTO YaeTCs
BBIABUTD KJIOH IUIA3MATUYECKUX KIETOK, CHHTE3UPYIOIUX
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JIETKUE LIENTN TAKOTI'O JKE TUIIA, YTO U B COCTABE JIENIO3UTOB
[31]. B HEKOTOPBIX CIIY4asAX B OCIEAYIONEM PA3BUBACTCA
BSUIOTEKYI A (MHAONEHTHAS) MM [9, 44]. [Tpu oTCyTCTBUM
JMATHOCTUYECKUX Kputepues MM 6one3ns JIJI1 paccma-
TPUBAETCS KAK CAMOCTOSITE/IbHOE 3a6071eBaHuE [4, 65].

Knmanueckas KapTnHa CXO/JHA ¢ AL-amuiounjo-
30M, IJIABHBIM OOPA30M IOPAXKAIOTCSA MOYKUA U CEPALIE,
3HAYUTENIBHO PEXE Jpyrue oprausl [7, 31]. Boiasasgior
[IPOTEUHYPUIO, YaIE YMEPEHHYIO, HE IIPEBIMIAIONYIO 1
I'/CyT, THOI'[Jd MACCUBHYIO, 6€3 I'€MAaTyPUU U TUIIEPTCH3UU.
XapakrepHa ObICTPONPOrPECCUPYIONIA IOYEUHASA HEO-
CTATOYHOCTD, KOTOPAS BBIAB/IACTCA B MOMEHT AUATHOCTUKA
y96% marreHToB. B cpejiHeM Yepes 2 Tofia OT Hauana 3460~
JIEBAHUAY 57% OOJIbHBIX Pa3BUBACTCS YPEMU, TPEOYIOIAS
JIEYCHUS IPOTPAMMHBIM I'€MOIHANTH30M [61].

[Tpu OpaKEHNY CEPALIA BOZHUKAIOT HAPYIICHUA PUTMA
U [IPOBOAUMOCTH, CEPACYHAS HEJOCTATOYHOCTb [2].

ITpu CBETOBOM MUKPOCKOIIUH BBIABIAIOT HOLYAAPHbBIN
ME3AHTUAIbHBIA CKIEPO3 [57], MIHOT/Ja KITyOOUKHU BBITJIAIAT
HEN3MEHEHHBIMU WU C PACIIUPEHUEM Me3aHTuyMa [31].
J1arHo3 noATBEPKAAIOT HA OCHOBAHUY JJIEKTPOHHOHU U
HUMMYHO(IIyOPECLIEHTHON MUKPOCKOIIAN OHOITATA TOYUKH,
TIO3BOJIAIONIEN OOHAPYKUTH JICTIO3UTHI, PACIIONOKEHHBIE
CYO3HIOTENNUAIBHO U B 0a3a7IbHOU MEMOPAHE KITyOOUKOB,
KaHAJIBLIEB, 4 TAKKE ME3AHTUYME. JIETIO3UTBI UMEIOT I'Pa-
HYJIIPHYIO, IVIOTHYIO, HEPUOPWIIAPHYIO (aMOP(HYIO)
CTPYKTYPY, He OKpainBaroTca Kouro-kpacuoim, IITMK-mo-
JIO’KATENbHBIE. JIOIIONHUTEIbHBIM METOLOM ABIACTCS
HCCIIEJOBAHUE C UMMYHOIIEPOKCHUA30M K JIETKUM LICIIAM
[31]. B 85% cirydaes ygaeTcs BbLABUTD CEKPELIMIO MOHOKJIO-
HAJIbHBIX JIETKUX [IETIE€ B CIBOPOTKE UJIA MOYE, UCIIONb3Ys
METO/ UMMYHO(PUKCALIMH. Pexe aparpoTenH OYTH BECh
OTKJIA/IBIBACTCS B BUJIE IETIO3UTOB BO BHYTPEHHUX OPrdHax,
ME/IMAHA BBUKUBAEMOCTH COCTABISIET 4 Toj1a [61]. [IpUYHHBL
CMEPTH — KaxeKcud (44%), TeMOPParu4ecKui CUHIPOM
(17%), kapopuommonarus (11%), nudexumu (8%) 1 gpyrue
(20%). Jleuenune npOBOJUTCA MO MPUHIANAM TEPATUU
MM, y4uTBIBasA CXOACTBO MATOTEHE3A ITUX 3200JIEBAHUM.
Hcnonb3yercss KOMOMHAIMS MeN(aTaHa U IPETHU30II0-
Ha, nporpamma VAD. Yiydienus BBBKUBAEMOCTH YAAIOCH
JOOUTLCS C IPUMEHEHUEM BEICOKOAO3HOU XUMUOTEPAIINU
1 TOCJIEAYIOMEN TPAHCIUIAHTALMEN NTePU(pEPUIECKUX
CTBOJIOBBIX KJIETOK.

TpancruianTanyA IOYKU HE IIPUBEJIA K CYIECTBEHHOMY
VIY4IIEHUIO IIPOrHO34. B IOaBIAIomeM GOIbIINHCTBE
ciny4aes (B CPEHEM depe3 33 MeC.) pa3BUIACh OOE3Hb
JUILT TpaHCcrmaHTaTa. MeuaHa BbLKUBAEMOCTH OOIBHBIX
cocraswma 6,1 roaa 3, 38, 47].

2. AL-amunouoo3

AL-aMuiionio3 (IEPBUYHBIN AMIJION/IO3, TAPAAMUTION -
J103) — [TATOJIOTUA, IIPU KOTOPO¥ B TKAHAX OTK/IA/[bIBAIOTCSA
6EIIKOBBIE IENO3UTHL (PUOPUIUIAPHON CTPYKTYPBL, COAEPKa-
1€ MOHOKJIOHAJIbHBIE JIETKHUE LETH. 3A00/IEBAHNE XAPAK-
TEPUIYETCS KIOHAIBHON IJIA3MOKIECTOYHOM JIMCKPA3UCH
KOCTHOT'O MO3Ta (TUIA3MOIIUTO3, HE PEBbIIAIomuil 10%),
CEeKperueit MOHOKIOHATbHBIX JIETKUX Teneit (B 76% —
L-Tuna). [TapanporenH 0OOHAPYKUBAIOT B CHIBOPOTKE 1/
WA MOYE METOZIOM AIEKTpOopesa B 50% ciydaes, 6oiee
YYBCTBUTETLHBIM METOJIOM UMMYHO(DUKCATTHH — Y 80—96%
narueHToB ¢ AL-ammnonzosom [5, 20, 32, 55]. B 20% ciy-
4a€eB [IPUYUHON pa3BuTud AL-amMmuionjo3a asingerca MM
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[43]. [Ipu AL-amunonzgosze 1 MM MOryT Ha6JII0aThCA
CXOJJHBIE IJUTOI'CHETUUECKUE AHOMAINU — TPAHCIOKA-
uug 14q, genenua 13q [33]. OTnoxeHne aMUIOUJHBIX
(puOPMWILL B MEKKIETOUHBIX IPOCTPAHCTBAX BHYTPEHHUX
OPI'aHOB IIPUBOAUT K IIPOIPECCUPYIOMIEMY HAPYLICHUIO
UX (DYHKIMH.

IToMMMO JIETKUX LIENIEH B COCTAB AMUJIOM/A BXOIAT
BBICOKOMOJIEKYJISIPHBIH [TTMKOJIM3UPOBAHHBINA IIPOTEUH
(«SAP-KOMIIOHEHT aMUJIOU/]A CBIBOPOTKU»), AMIOJIUIIO-
NpOTEUH E, KOTOPBIE TAKKE CIIOCOOCTBYIOT (POPMUPOBA-
HUIO (PUOPHIUL U UX CTA0WIN3anuu [23)].

3a60eBaHME YaITIEe BELIBIAETCA Y JIUIL B BO3pacTe 50-70
JIET, XAPAKTEPU3YETCA CUCTEMHBIM ITOPAKEHUEM, PEKE
OTMEYAETCSl U30IUPOBAHHOE BOBJICUCHUE OTAEC/IBHBIX OP-
I'aHOB. Beylue KIMHUYECKUE IPOSABICHUS IEPBUYHOIO
AMUION03d — HEPPOTUIECKUN CUHAPOM (IIOYEUHAS
HEIOCTATOYHOCTb MOXKET OTCYTCTBOBATD MU IIPUCOEIH-
HUTHCA MTO3XKE), 3ACTONHAA CEPJICUHAST HEJOCTATOUHOCTD,
nepueprdecKas i BEreTaTUBHAA HEMPOITATHA, TETATOME-
TN, IPOIPECCUPYIONTAs KAXEKCHL

[TopaskeHue NOYEK IPUBOAUT K PA3BUTHIO HEPPOTHU-
YECKOI'0 CMH/POMA € NEPUPEPUUECKUMU U IIOJIOCTHBIMU
OTEKAMH, OLHAKO IIPOIPECCUPYIONIAS TOYCYHAS HELOCTA-
TOYHOCTb HAOMIOAAETCA JOCTATOUHO peaKo. [Tpu cBeToBON
MHKPOCKOIIMM OUONTATA IIOYKH BBIABIAIOT PACIIMPEHUE
ME3AHTUAJIBHOI'O MATPUKCA. B MHTEPCTUIIMY U MEXKIOIb-
KOBBIX aPTEPUAX OOHAPYKUBAIOT AMOP(HBIE BHEKIETOYHO
PACIIONIOKEHHBIE, S303UHOMUILHO OKPAMUBACMBIE [ie-
NO3UTHL [IpH 3JIEKTPOHHON MUKPOCKOIIMH B KIYOOUKAX,
HMHTEPCTULIMH, APTEPUOJIAX, MEKIONBKOBBIX APTEPHUAX
OOHAPYKUBAIOT AMWIOW/THBIE (DUOPUJLIBL

[TpumepHO y 20% OOJNBHBIX BEAYIIEE KIMHUYECKOE
IIPOABJICHUE AMIWION/I034 — IOPAKEHUE CEPALIA IO TUILY
PECTPUKTHUBHOM KapAuOMUONIATUN. PasBuBaercsa cep-
JOEYHASA HEJOCTATOYHOCTD, Yalle MPABOKEIYAOYKOBAS
(ITONIOKUTENbHBIA BEHHBIN IYJIbC, IEPUpEPUIECKUE
OTEKH, IF€NATOMETA/INA ), THOIIA COYETAIONIAACH C HU3KUM
CEP/ICYHBIM BBIOPOCOM M OPTOCTATUYECKOHN TUITOTOHUCH.
BO3MOKHBI HAPYIIEHN PUTMA U IIPOBOSUMOCTH. B psage
CJIY4YAEB, AAKE IIPU CUHYCOBOM PUTME, B IIPEACEPAUUA MOTYT
06PA30BBIBATHECA TPOMOBI [ 17], B CBA3M C 4EM IOBBIIICH PUCK
TpoM603M60MH. Ha OKI BBIABIAIOT CHIKEHNE BOJIBTAKA
B CTAHAPTHBIX OTBEJCHUSAX.

V 20% 601bHBIX IEPBUYHBIM AMUIOWUI030M BBISBIISIOT
nepudEPUIECKyIO MONMUHEUPOIATUIO, IIPOSBIAIOIYIOCS
MAPECTE3UAMH, MBIIIEYHON C/1A00CTBIO, HAPYLUIECHUEM
9YBCTBUTEILHOCTH [63]. CeHCOpHAs HEMPOIATHSA OObIYU-
HO CUMMETPHYHA, 60JI€€ BHIPAKEHA HA HOI'dX, MOXKET
COTIPOBOKATHCA OOJEBBIMU OLIYIMIEHUAMU. MOTOpHAs
HEHPONATHs BCTPEUAETCSL PEAKO. XapaAKTEPEH CUHIPOM
«KaPIAJIbHOIO KaHAIA (TYHHEIA )», KOTOPBII MOXKET IIPe]-
MIECTBOBATD PA3BEPHYTON KIMHUKE AMIWIONUIO34 B TCUCHUE
MHOI'UXJIET. BereraruBHas HEHPOIATHA YACTO COYETACTCA
C nepuEepUIECKON 1 MPOABIAETCI OPTOCTATUIECKOU
TUIIOTEH3UEN, UMIIOTEHIINEN, HAPYIIEHUEM MOTOPUKA
KEJY/JOUHO-KUIIECYHOI'O TPAKTA, OLIOPOKHEHHS MOYEBOI'O
Iy3bIPsL, AHTUJPO3OM.

V 10% 601bHBIX OTMEYAETCS OTIOKECHUE AMUION/IA B
A3BIKE (MAKPOIVIOCCHA), YTO MOXKET IIPUBECTU K OOCTPYK-
LM JbIXATEIbHBIX ITyTEH, HOYHOMY aITHO3, CO34ATh TPY/-
HOCTH IIPY KEBAHUH. [TOpaKeHME KETyJOYHO-KUILIEYHOTO
TPaKTa COIPOBOXAAETCS UYYBCTBOM OBICTPO HACKHIIIAEMO-
CTH, AUAPEEI, TOCTOAHHOM TOIIHOTOU, ITOTEPEN MACCHI
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TEea, CHHIPOMOM MaTbaOCOpPOITU. BO3MOXKHBI OCIOXKHE-
HUA — 11epOpaLys KUIIKA, KPOBOTEYEHHE. Y 25% OObHBIX
OTMEYAETCSA I'E€NIATOMET AU,

Yacron u cepbe3HON NPOOIEMO IpU AL-aMUION03€
ABJSIETCA TEMOPPArUIECKUI CUHIPOM [54]. [IpuunnHon
KPOBOTOYMBOCTH CJIYKUT IMOBBIIIECHHASA IPOHULIAEMOCTD
COCYJOB B PE3Y/IBIATE OTIOKEHNA AMWIONA B IHIOTEINH,
YTO IIPUBOJUT K ITYPIIyPE (XapaKTEPHA IEPUOPOUTAIBLHAS
IIYPIypa — «I71432 EHOTA»), OIIMCAHBI TSKETIbIE KPOBOTEYE-
HIS [IOCJI€ OMOIICHY IIEUEHU U IIOYKU.

[Tpu AL-amumionzio3e BO3MOXKHO IIOPAKECHHUE PA3INY-
HBIX OPTaHOB U TKAHEH: KOKU U MATKUX TKAHEH, CYCTABOB,
KOCTHOI'O MO3I'd, I'OJIOCOBBIX CBA3O0K, HA/JIIOYCUYHHKOB,
IIATOBU/IHOM JKEJIE3BL, TUM(PATUUECKUX Y3JI0B U JIP.

Juarnos AL-aMWIon03a OCHOBAH Ha OOHAPYKEHUN
AMWION/A B OUONTATE IIOPAKEHHOI'O OPraHA WIN TKAHU
(TIouKy, eYeHu, CEPALA, MOJKOKHON KUPOBOU KIICT-
YATKU IEPEAHEN OPIOIMHON CTEHKH) M IOATBEPIKACHNAN
€ro MMMYHOXMMHYECKOT'O THIIA. B THCTOIOIMYeCKOM
IIpEenapare aMWION/ OKpaImnuBaeTcsa KOHIO-KpacHbIM,
IIPU NOJIAPU3ALIUOHHON MUKPOCKOIIUHN XAPAKTE€PUBYETCA
3€JICHBIM CBETONPEIOMICHAEM. CIEAYET OTMETUTD OIIAC-
HOCTb OGMOIICHH BHYTPEHHUX OPrdHOB IIPU AMUJIOUL03€
B CBA3U C PA3BUTHUEM TPYAHO OCTAHABINBACMBIX KPOBOT-
edeHnH. [IpUYnHOI MOCIEHUX ABIAECTCA MTOPAKEHUE
COCY/IOB, a4 TAKKE OTHOCUTEBHBIN AE(PUIUT IUIA3MEHHBIX
(paxTOpPOB CBEPTHIBAHUA, AACOPOUPYEMBIX AMUIOUTOM.
[ToaTOMY PEKOMEHJOBAHO HAUUHATD OOC/IEAOBAHNE OOJIb-
HOT'O C IIOIBITKY BBIABUTb AMUJIOW]] B OMONTATE ITOJKOK-
HO-KMPOBOM KIETYATKH JKUBOTA, IIPAMON KUIIKY, I'YOHOM
CJIIOHHOM KeJIe3bl, uTo yaaeTcs B 80% ciryuaes [18, 43, 48],
Llenecoobpa3Ha TPENaHOOUOICHS KOCTHOTO MO3T'a, TAK
KaK OOHAPYKEHUE AMUION/A ITATOTHOMOHHUYHO UMEHHO
it AL-tuna [32]. Berasus AL-aMuionsi B GMONTATE OHOIO
oprana (WIM TKaHN), He CJICAYET BLITOTHATD IIOC/IEAYIOIE
6uorncum. PacpocTpaHEHHOCTb IPOLECCA OLIEHUBAIOT HA
OCHOBAHMH KIMHUYECKUX JAHHDIX.

13 HEMHBA3ZKMBHBIX METO/IOB UCIIOIb3yeTCs SAP-CTHH-
nurpadus, NO3BOJLIOMAS JUATHOCTUPOBATD OTIOKCHUS
AL-aMmiIonza B pa3IndHbIX OPIaHAX U OLIEHUBATD IIPOLIECC
B IMHAMUKE [34—306].

JuddepeHuanbiblil AUATHO3 IPOBOJAT C APYIUMU
(bopMaMu aMUJIOM/I034, B IIEPBYIO OYEPEADL C HACIEN-
CTBEHHBIM, IIPH KOTOPOM TAKKE BO3MOXHA CEKPELUs
nmapanporerHa [46]. B HEKOTOPBIX CIyYasx HEOOXOUMO
uccnegopanue JHK v mocnenoBaTeIbHOCTH AMUHOKUCIOT
B AMWJIOMJHBIX (pubpmiax. Heo6Xoqumo UCKIIOYeHue
MHOKECTBEHHOM MMEJIOMBI U JPYTUX B-mumponponu-
(pepaTUBHBIX OINyXOJIEH, IPHU KOTOPBIX AL-aMHUION/103
paccMaTpUBAIOT KAK OCJIOKHEHUE,

[IpOrHo3 npu NEPBUYHOM AMUIOUI03€E IIOXOM: 6€3
crienu@uueckoro geyeHus 80% OO0MbHBIX TOTMOAIOT B
Te4deHUE 2 €T [54]. OCHOBHBIE IPUYMHBI CMEPTU — CEP-
JEYHAS HEOCTATOYHOCTD, II0YEUHASA HEAOCTATOYHOCTD,
CEIICUC, KaxeKcusa. OQHAKO 3(PEKTUBHAA TEPANIU, IPU
KOTOPOH YA€TCA IIOAABUTDH NPOJYKIIUIO JIETKUX LIETICH,
MOZKET IPUBECTHU K CTAOMIN3ALUH COCTOSHUA U PETPECCUN
AMUJIOW/THBIX JIETI03UTOB [16, 30, 32, 35].

B neyennn AL-aMMIION/I032 UCTIONB3YIOT IIUTOCTATH-
YECKHE IIPENAPATLL IPUMeHAeMble Ipu MM. OTueTIMBbIC
YCTEXH CBA3AHbI C TPUMEHEHNEM MHTEHCHUBHBIX PEKIMOB
XUMHOTEPANUH. [Ipy UCIOIB30BAHUM OOJIEE «MAIKUX>
IIO/IXO/JJOB K JIEYEHHUIO (HAIIPUMEP, TEPAIUU Medana-

HOM U IIPEJHU30IOHOM B CTAH/JAPTHBIX /1033X) 3 PEKT
HACTYIIAET ME/UIEHHO U 6OJIBbHON MOXET NOTMOHYTD 10
34BEPILICHMS KypCa JICUEHMs. B TO JKe BpeMA MHTCHCUBHbIC
IIPOrPAMMBI XUMUOTEPAIIUN CONPOBOKAAIOTCA OOJIBbIIEN
TOKCUYHOCTBIO U CBA3AHHOM C JICYUCHUEM JICTATBHOCTBIO.
B cBA3M € 3TUM BBIOOP TAKTUKH JICUCHHA IIPEACTABIACTCSA
UPE3BLIYANHO BAKHBIM.

IIporoxoa MP (mendanaH + mpegHU30I0H). Dh-
pexrusen y 20—-30% narueHToB C MEAUAHOIM BLDKIBAEMO-
ctu 18 mecanieB. OHAKO y OTBETUBIINX HA JICUEHNE BEIKU-
BAEMOCTD COCTABILIET 89 MeC. [25,42]. D PeKT nocTuraeTcs
MEUICHHO — B CPEOHEM 4€PE3 I'Ofl OT HAYAIA JICYCHHS.
Tepanus 1okazaHa naueHTaM, KOTOPbIM HEBO3MOXKHO
IIPOBECTU O0JIEE NHTEHCUBHOE JIEUCHUE,

Tepanmua VAD. Hau6onee appexrrBHa (YUCIO MTO-
JIOKUTEBbHBIX OTBETOB 54%), MEMAHA BLKUBAEMOCTH
50 Mec. B nacrosmee BpeMs AB/ACTCA TEPAIUECH NIEPBOK
JIMHUN Y GONBHBIX 10 70 71eT [32, 68, 77]. IIpOTHBOMOKA3aHA
IIPY KIMHUYECKUX TPOSBICHUAX CEPACYHOI HEJOCTATOY-
HOCTH, BETCTATUBHOU M BBIPAKEHHON NEeprUQepUIeCKOn
HENPOMATUN.

JleueHHE BBICOKHMH J03aMH JE€KCAMETAa30HA
(HDD) MOXeET OBbITh NMPOBEJEHO OOJBHBIM, UMEIONUM
IIPOTUBOIIOKA3AHMA K APYIUM IIPOIPAMMAM TEPANNH, A
TAKKE [TPU PEPPAKTEPHOCTU K IIPEIIECTBYIONIECN TEPATINHA
MP.T10 IaHHBIM Psifia ABTOPOB [25, 27, 56], 3(HEKTUBHOCTS
BBICOKHX JIO3 IEKCAMETA30HA HWKE (34%), UeM IIPU Tepa-
iy VAD U CpeHUMU JO3AMU MEI(PATAHA.

OJHAKO Pe3y/IBIaThl MHOI'OLICHTPOBOI'O IIPOCIEKTUB-
HOT'O KIMHIYECKOro uccrenosans B CIIA [16] moaTsepiu-
711 60J1€€ BBICOKYIO 3(PPEKTUBHOCTD STOU IPOTPAMMBI (45%
OTBETOB Ha JICYCHUE; IBYXJICTHSIS BEIKUBAEMOCTD — 60%).

Cpemumue 10361 Mendanana (IDM). Tepanus BKITIO-
YA€T CPEIHIO0 03y Mendanana (25 Mr/M*), BBOAUMYIO
BHYTPUBEHHO C UHTEPBATAMU 4 HEAEIN. DPPEKTUBHOCTD
cpasHuMa ¢ Tepanuert VAD [45]. MOXKeT NCIONb30BAThCA
[IPYU HATMYNU TPOTUBOIOKA3AHUI K Tepanuu VAD, a Takoke
pedpaKTEPHOCTH K IPOBOAUMOMY JIEUEHHIO (B TOM YUCIIE
n VAD).

BBICOKO03HAA XHMHOTEPAIIHA C IIOCIEAYIOM e
TPAaHCIUIAHTAHEH epudepHIeCKHX CTBOTOBBIX
xi1erok (PBSCT). B Hacrosiree Bpemst HAKOILIEH OOJIbIION
OIBIT IPUMEHEHNS BBICOKO/JO3HOM XxumuoTepanuu (BIXT)
C MOCJIEAYIOMIEN TPAHCIIAaHTALUEN epUEepUIeCKUX
CTBOJIOBBIX KJIETOK [11, 26,29, 53, 58, 66]. BIXT nozsosnsier
B 60% CITy4aeB JOOUTBCS PEIPECCUI AMUIOUIHBIX OTIIO-
JKEHUI, OOHAKO COIIPOBOKIACTCA BLICOKOU JIETATIBHOCTBIO
(21-39%). BOXT npOoTUBONOKA3aHA GOJIBHBIM C KIUHU-
YECKUMU [IPU3HAKAMU OPAKEHUS CEP/LIA, CUMIITOMAMU
BEr€TATUBHOM HEMPOITATHH, SIIU30/AMU KPDOBOTEYEHUA U3
KETYIOYHO-KAIIEYHOI'O TPAKT4A, B TEPMUHAIBHON CTAUU
XIIH, B Bo3pacrte crapue 70 JeT, IpU NOPAKEHUH Oosiee
IBYX BHYTPEHHUX OPraHoB. BIXT MOKeT ObITh IPOBECHA
GONBbHBIM, OTHOCAIIMMCA K I'PYIIIE XOPOIIETO IPOrHO32a
(HET KIMHWUYECKUX NPU3HAKOB CEPJIEYHOI HENOCTATOY-
HOCTH, IOPAKEHUE HE HOJIEE /IBYX OPraHOB, KIYOOUYKOBas
pusrpanus 6onee 50 MI/MUH), 4 TAKKE IIPU OTCYTCTBUN
a(pdexTa Ha IPEIECTBYIOMYIO TEPAIIUIO.

TaxkuM 0OPa30M, CYIIECTBYET 1ETIbIH CIIEKTP GOIE3HEN,
BBI3BAHHBIX MOHOKJIOHATIbHBIMH JIETKUMH LICTIAMH, BbI-
3BIBAIOIMX KAK HE3HAUNTE/bHbIE HAPYIIEHUS [I0YEYHbIX
KAaHAJIBIIEB, TAK XU HEOOPATHUMBIE OPI'aHHBIE [IOBPEKICHUSA
C IVIOXUM IIPOTHO30M. TKECTb NOPAKEHMA IIOYEK YACTO
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