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I'BY PO «O6nacTHOM KIMHUYECKUI KapHOIOTHIECKUN AUCIIaHCEPY,
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Ps3aHckuil rocynapCcTBEHHBIM MEIULIMHCKUN YHUBEPCUTET
uM. akaj. WL.I1. [TaBnoBa, yn. BeicokoBonbTHas, 9,

390026, r. Psizanb, Poccuiickas deneparust (2)

B crarbe mpeacTraBi/ieHbl COBPEMEHHbIC JaHHbIC 0 KJIMHHKE, IMATHOCTHKE, Tudde-
PEeHUMATBHOM IMATHOCTHKE, JIeYeHUH U NPOorHo3e npu AL-amunonaose.

B pe3yabTaTe comarnuyeckux myrauuii npu AL-amuiounoze opmMupyercsi aHOMAJIb-
HBIH KJIOH IJIa3MaTHYeCKUX KJIE€TOK KOCTHOI0 MO03ra, KOTOpPble BhIPA0aTHIBAKOT aMUJIOU/I0-
reHHbIEe JIerKHe LeNmH MMMYHOIVIO0YJIMHOB, OTKJAAbIBAIOIIMECH B BHAE HEPACTBOPUMBIX
AMWIOHIHBIX (GUOPW/LT B TKaHAX opraHoB-muineHeil. Kiaunumueckass kapruna AL-
aMWIOH1032 MHOT000pa3Ha M ONpeae/sieTcsl NPeUMYILIeCTBeHHbIM BOBJICYeHHEM B I1AT0J10-
THYeCKUI NMPOoLecc TeX WIN UHbIX OPraHoB. OJHUM M3 CaMbIX TSHKeJbIX NPOSABJICHUH SIBJISA-
eTcsl mopakeHue cepana. Jlmarsocruka AL-amMuiionio3a oCHOBBIBAeTCsl HAa OIpeneeHHHU
MOHOKJIOHAJILHOTO0 MapanpoTerHa, OIpenejasieMoro ¢ IMOMOIIbI0 HMMMYHO3JIEKTpPogope3a
0€JIKOB CHIBOPOTKHM KPOBH M MOYH, 2 TAK/Ke — KOJIUYECTBEHHOM OIpe/le/IeHUH MMMYHOIJI0-
O0yJJMHOB CBOOOIHBIX JIETKUX Iienell B CHIBOPOTKe KPOBU. Pemaroinyio poJib B MOCTAHOBKE
OKOHYATEJLHOI0 JNArHO3a UIPAKT JaHHbIe OMOICUM C MOCJIEAYIOIIUM THCTOJOTHYEeCKHM
ucciaenosanneM. lleapro Tepanum sBJsieTcs: moaaBJjieHue npojudepannu KJIOHA MJIA3MATH-
YeCKHMX KJIETOK /ISl yMEHbIICHUS MPOAYKIMH JIETKUX 1eledl MMMYHOTJ100y/JIHHOB.

B crarbe npuBOAMTCA ONUCAHME KJIMHUYECKOr0 ciay4dasi cucremMmHoro AlL-
aMMJION/1032, ACCOLMUPOBAHHOI0 ¢ MHOKECTBEHHOM MM EJIOMOHM.

Knrwoueewie cnoea: cucmemmuuiii AL-amunouoos, MHoxcecmeeHHas Mmuenoma, pecmpukmue-
Has kapouomuonamus, XCH ¢ coxpanennoii ¢ppaxyueti evibpoca JIK.

SYSTEMIC AL-AMYLOIDOSIS: PROBLEMS OF DIAGNOSIS
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The article presents modern data about the clinic, diagnosis, differential diagnosis,
treatment and prognosis of AL amyloidosis.
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As a result of somatic mutations, an abnormal clone of bone marrow plasma cells is
formed in AL-amyloidosis. They produce amyloidogenic light chains of immunoglobulins,
which are deposited in the form of insoluble amyloid fibrils in tissues of target organs. The
clinical picture of AL-amyloidosis is diverse and determined by a primary involvement of
various organs into the pathological process. One of the most severe manifestations is heart
involvement. Diagnosis of amyloidosis is based on AL-detection of monoclonal paraprotein
by means of immunoelectrophoresis of serum and urine proteins, and also quantifying free
light chains of immunoglobulins in the serum. The results of biopsy with histological ex-
amination play the decisive role in the formulation of a definitive diagnosis. The goal of the
treatment is to inhibit the proliferation of a plasma cells clone in order to reduce the pro-
duction of immunoglobulin light chains.

The clinical case of systemic amyloidosis associated with multiple myeloma is de-
scribed.

Keywords: systemic AL-amyloidosis, multiple myeloma, restrictive cardiomyopathy, chron-
ic heart failure with preserved ejection fraction.

AMUIIONI03 — TEPMUH, OOBEIUHSIO- topun Poccun cucremHbIME (popmamu amMu-
MK Tpynmny 3aboyieBaHui, OOIIMM TpU3HA- JIOUI03a SIBIISIFOTCS MepBUYHBIA AL-amuion-
KOM KOTOPBIX SIBIISICTCS BHEKJIIETOYHOE OT- 1103, BTOPUYHBIH AA-aMUIOn03, HACICICT-
JIO)KCHHE B OpPTaHax M TKaHAX ocoboro Oenka BeHHbI ATTR-amuimonno3 u ABP2M (ama-
B-bubpmmnsapHoii cTpyKTYpbl. TepMuH «aMu- au3HbI) amuionno3. AlL-amumnonno3 (AL-
JOUI» B 3HAUCHHHM «PACTUTEIBHBIA Kpax- A) — Haubosee TsoKenas hopma CHCTEMHOTO
Mall» BOepBble Hcmonb3oBan B 1838 r. He- aMIJION103a, 3a00JIeBaeMOCTh KOTOPBIM CO-
Mmenkuii 6orauuk M. llnelineH mia omuca- crasisier 5,1-12,8 cnyuaeB Ha 1 muiH Hacerne-
HUS BOCKOBHIHOTO KpaxMaja B pacTeHUsIX. B HUS B TOJ, OJHAKO IO JIAHHBIM ayTOTICHA
1844 r. aBctpuiickuii marojor K. PokuraH- 3TOT IOKa3aTellb MOKET ObITh Bhie [4]. AL-
CKHH ONHUCAl MAaCCUBHYIO WHOUIBTPAITUIO A darre BcTpedaeTcsl y MyXK4YHH, PEeuMyIIe-
BHYTPEHHUX OPraHoOB aMHIIOHIOM, Ha3BaB CTBEHHO BO BTOPOM MOJOBHHE XH3HU C Me-
3Ty NAaTOJOTHI0 «CajdbHOW Oose3Hbo». P. nuaHou Bo3pacta 60 ner [5]. Pasmuuaror
Bupxos B 1853 1. BBen MOHATHE «aMUJIOUT» nepBUUHbIN  (uauomatuyeckuit) AL-A u
B MEJIUIMHCKYIO TEPMHUHOJIOTHIO, OOpaTHB aMUWJIOU03, ACCOIMUPOBAHHBIA C pPa3JIdy-
BHMMaHHWE Ha TO, YTO BEIIECTBO, KOTOPOE HBIMH BUJIaMHU MOHOKJIOHATBHBIX JAUCKpPA3Hid
OTKJIAJIBIBACTCS B OPraHax MPH «CaabHOU 00- TTa3MaTHYECKUX KIIETOK, BKJIFOYAss MHOXE-
JIe3HW», TOJIOOHO Kpaxmaiy, Moja JeicTBHEM cTBeHHYI0 MueiaoMmy (MM), Gone3np Banb-
Hola W CepHOM KHCJIOTHI OKpPANTUBACTCS B JIEHCTpEMa U JAPYTrie MOHOKIIOHALHBIC raM-
cunnit uBet [1, 2]. Brocneacrsuu Obiia yc- manatuu. AL-A pa3BuBaercs y 10-15% na-
TaHOBJICHa OENKOBas TMPHPOJA OTIIOKEHHA, reHToB ¢ MM [6].
OJIHAKO TEPMHUH «aMUJIOU» COXPAHWICA 0 [lepBpiii crmyuail aMHIIOWI03a, acco-
HACTOSILETO BPEMEHU. nuupoBaHHoro ¢ MM, onucan BeGepom B

OCOOEHHOCTH KJIMHUYECKOH KapTHUHBI 1867 romy. B 1971 r. G. Glenner u coasr.
aMUJION 1032, TIOJXO/BI K TEPAIiy ¥ TIPOTHO3 OOHApYXWIH, 9TO OEJIOK — MPEIIeCTBEHHUK
3aBUCST OT TUMa OeJKa-TpeiiecTBeHHuKa. B cucteMHoro AL-A y GONBHBIX TEPBUYHBIM
HacTosIee BpeMmsi BbisiBIeHO Oonee 30 pas- aMUJIOUI030M, ACCOIIMUPOBAHHBIM ¢ MM,
JUYHBIX MPOTEMHOB, KOTOpPHIE MOTYT OBIThH 00pa30oBaH JErKUMH LEMSIMA UMMYHOTIO0Y-
npeaniecTBeHHukamu amminonaa [1, 3]. C auHOB [7]. B pe3ynbTare cCOMaTHUECKHX MY-
KIIMHUYECKUX TIO3HMIMHA BBIICISIOT JIOKATh- taruit mpu AL-A dopmupyetcs aHomMalbHbII
HbIE W CHCTEMHBIE (OPMBI aMHUIIOU03A. KIIOH TUTa3MAaTHYECKUX KIETOK KOCTHOTO
Haubonee pacmpocTpaHeHHBIMH Ha TEppH- MO3ra, KOTOPbIE BBIpa0aThHIBAIOT aMHIIOH]IO-
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TCHHBIC JIETKUE [N HMMYHOTJIOOYIHHOB
(gamie A-, pexe K-TUIOB), OTKJIAIbIBAIOIIHC-
Ccs B BHJE HEPACTBOPHMBIX aMHUIIOMIHBIX
(GuOpuiLT B TKaHIX OopraHoB-muuieHei [1, 8].
Haubonee yacro mopaxarorcs cepaue (60-
90%), mouku (74%), neuenn (27%), nepude-
puueckas (22%) u BereTaTuBHAs HEpPBHAs
cucrema (18%) [9].

Kimunanueckas kaptuaa AL-A mHOro-
o0Opa3Ha M OIpenensercss MpeuMyIlIeCTBEH-
HBIM BOBJICYCHHEM B TATOJIOTWYCCKHI IPO-
[[eCC TeX WM MHBIX opraHoB. OJHMM U3 ca-
MBIX TSDKEJIBIX TPOSBICHUH SIBIISETCS IOpa-
KEHHE Cepla, KOTOPOe Ha PAaHHUX CTaIHAX
NpOTEKaeT OECCUMIITOMHO, TPOSIBIISISICH JIHIIh
YTOJIICHHEM CTEHKH JIeBOTO IKEIyJoYKa
(JDK) na sxokapauorpamme (DxoKI') [10,
11]. YromiieHue CTEHOK cepjlia COMPOBOXK-
JaeTcsl yXyIIICHUEM pacciabieHus U To-
JATIMBOCTH MHOKapAa («pe3WHOBBIH MHO-
KapJl»), 4TO NPUBOJUT K TOBBIIICHUIO JIaB-
JICHWS HATOJHEHUS W Pa3BUTHIO PECTPUK-
tuBHOM Kapauomuonatuu (PKMII) ¢ mpo-
IPECCUPYIOLIEH CEPIEYHOM HEIOCTAaTOYHO-
cteto (CH), HapymieHHsIMH pUTMa U TIPOBO-
aumocty [3, 8]. PecTpuKTHBHBINA THIT Hapy-
HICHUS TEMOJMHAMHKHU SIBJSICTCS Ba)KHBIM
NPEIUKTOPOM CEPACYHO-COCYIANCTON CMEpT-
HOCTH M OIpeleNiieT TSHKECTh COCTOSHUS,
npuBoas k JnexkomneHcauuu XCH c coxpa-
HEeHHO# (paxuueii BeiOpoca JIK [12]. Tlpe-
00TaJaf0T MPOSIBICHUS MPABOXKETYIOYKOBOM
CH (oTeku HMKHMX KOHEYHOCTEW, remaro-
METaJHs, AacCIUT, TOBBIIICHUE JaBJICHUS B
speMHbIX BeHax). [Iporpeccupyromas oapii-
Ka, CHIDKCHHE TOJICPAHTHOCTH K (PH3UUECKUM
Harpy3kam otMmedarorcsi 6onee uem y 50%
MaIMeHTOB, pedpakTepHas K JICYCHHUIO 3a-
croiiHag CH cTaHOBHUTCA NPUYMHOW CMEPTH
y 32,7% 6onbubIx [13]. Oxono 25% mnarueH-
TOB JKaJIyIOTCS Ha 0601M B 0o0jacTu cepiua,
BO3HHUKAIOIIAE B pPE3ylbTaTe HIIEMHH MHO-
KapJla, BbI3BAHHON OTJIO)KEHUEM aMHJIOMJIA B
CTEHKAaX MEIIKAX KOPOHAPHBIX apTepuil ¢
pa3sBUTHEM MHUKPOLUPKYISITOPHOM CTEHO-
Kapauu (CUHApOoM X) U OTCYTCTBHEM H3Me-
HEHMI Ha aHrHorpamme [3].

[losiBNEeHNEe CMHKOMAIBHBIX COCTOSHHUU
00yCJIOBJIEHO COYETAaHHEM OPTOCTATUYECKOM
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TUIIOTEH3UU B pe3ylibTare nepudepuyeckoit
aMUJIOMHOW HEBPONIATUU C PECTPUKLHEH
JDK — cHmwkeHueM CIOCOOHOCTH MHUOKapaa
aJICKBaTHO YBEJIMYMBATH CEPACYHBINA BBIOPOC
npu ($uU3MYEecKol Harpyske. X mosBiieHHe
IpH aMIJIOUJIHON KapAHONATHH — TIPOTHO-
CTHYECKH HEOIaronpusTHBIA MpH3HAK, abco-
JIOTHOE OOJBIIMHCTBO TaKUX IAlMEHTOB
YMHpaIOT BHE3aNHO B TeueHue 1 roga ot Ha-
Yajia CUMIITOMATUKH BBHJYy TOSIBIICHUsI Opa-
- U TaXUapUTMHM, TPUBOAIIMX K BHE3aIl-
HOM cepaeuHoi cmepth [14].

Ha OKI' gns amuiionyioza cepana xa-
pakTepHO TU(QPY3HOE CHIKEHHE BOJIbTaXKa
(B cranmaptHeix otBeAcHusx <05 mB, B
rpynsbix orBeneHusx <1,0 MB), oOycrnos-
JICHHOE BBICOKOH  3IIEKTPONPOBOTHOCTHIO
amMwionga. MOTYT BBISBISATBCS «IICEBIOWH-
dapkTHBIE» H3MEHEHHUS (MaTOJIOTHMYECKUN
3ybenr Q, yaiie B rpyaHbix orBeeHusx (Vi-
V3), pexxe B HmkHHX orBeaenusx — I, 11,
avF), uro cBs3aHo ¢ HamuumeMm (ubpo3a u
pa3o0IeHueM MPOBOIAIINX BOJOKOH MHO-
Kap/a OTIOKEeHUsIMU amuiouaa. llpu mopa-
JKEHUU aMWIOUIOM TPOBOJSIICH CHCTEMBI
cepAla BBIABISIOTCS HENOJHAs Oiokana re-
penHel BETBU JIEBOM HOXKKHM Iyyka [‘mca
(20%), monuas 610kaga npasoit (4-19%) nu
neBoii (2-7%) Hoxku my4ka ['uca, aTpuoBeH-
TpukysipHas O1okanoii | crenenu (18-33%).
MoryT BBISBISATBCS GUOPUILIALUS TIpEAcep-
it (5-27%), KenyaovKOBBIC HAPYIICHHS
putMa, yBennueHue uatepsana QT [11, 15].

OxoKI' BBISBISIET KOHIEHTPHUYECKOE
YTOJIILIEHUE CTEHOK >KEJTy/J0OYKOB, YMEHBIIICHUE
o0bema TIoJIoCTel cep/ia, HeMpOrOPIHOHAIb-
HO OOJIBIION pa3Mep Ipescepiuii B CpaBHEHUN
C pa3MepoM JKEIyI0YKOB, JHUACTOINYECKYIO
michynknuio muokapaa JDK, Bo3MOkeH BbI-
not B nojoctu nepukapia. [lo manuem J.E.
Rahman u coaBT., mpu HU3KOM BOJIBTAKE 3y0-
oB QRS nHa DOKI' u TonmmHe MexoKemya0d-
KOBO# neperopoku 6omnee 1,98 cm o naHHbIM
Ox0KI' nquarHo3 «amMuionzo3 cepina» MOXKET
OBITh TOCTaBJIEH C YYBCTBUTEIBHOCTHIO 72% 1
crienmduanocteio 91% [16]. XapaxtepHsbrii
VIBTPa3BYKOBOM MPH3HAK aMUJIONI03a Cepla
— TIOBBIIIIEHUE YXOTEHHOCTH MHOKapa, BIep-
Bolc onmcanHbiii A. Siqueira-Filho u coasr.,
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00yCJIOBIIEH BaKyoJM3alllell KapAnOMHOLH-
TOB, HE SIBJISICTCS CIIeNM(UIHBIM, HECMOTPS Ha
OTHOCHUTEJIBHO BBICOKYIO UYBCTBUTEIHHOCTH B
JMarHocTuke amusiona [17, 18].

[Ipu nmonmep-OxoKI' Ha paHHuUX cTa-
JMSIX pa3BUTHA OOJIE3HU BBIABISETCS 1-i THI
nuacrosmmueckoi auchynkuuu JODK ¢ Hapy-
nieHueM penakcanuu. [Ipu mporpeccuposa-
HUU 3a00JIeBaHUS CTEHKA Cep/Illa CTAHOBUTCS
OoJiee KECTKOH, JaBJICHHE B JIEBOM Ipecep-
UM BO3pacTaer, 4To MPHUBOJUT K IICEBJO-
HOpManu3anuu oTHomeHuss E/A, a mnpu
JAIbHEUIIEM YBEITUYEHUH >KECTKOCTH cep-
JICYHOW CTEHKH W POCTE KOHEYHOTO IAMACTO-
JMYECKOrO JaBJIEHUS MPOUCXOAUT 3HAYH-
TEJIbHOE CHIDKEHHE MO3/IHEr0 IHUacTOJINYe-
CKOTO MOTOKA M BBISABIISIETCS PECTPUKTUBHBIN
THIT JIMACTOJIMYECKON nucyHkimu [17].

O} PeKTUBHBIM METOIOM TUATHOCTHUKU
aMIJIONJI03a  Cepala CIY)XHT MarHUTHO-
pezonancHas Tomorpadus (MPT) cepana,
KOTOpasi PETUCTPUPYET CYOIHJOKAPAUATBHOE
HAKOIUICHHWE TaJOJUHUS, HWMEIOIIEro BBICO-
KYI0 YyBCTBHTEIBHOCTh M CHEIM(PUIHOCTD
it AL-A [19]. TIpu HEBO3MOXHOCTH TIOCTa-
BUTH TOYHBIN JMAarHo3 Ha OCHOBAaHHMH MEHEe
WHBa3HBHBIX METOJOB MPOBOAMUTCS JHJIO-
MHUOKapAuanbHas OWONCHS, YyBCTBUTEIb-
HOCTb KOTOpPOM NpH YCIOBUM B3ATHUS YEThI-
pex ouonraros gocruraet 100% [3].

Ha no3gaux cragusx AL-A naOmromaer-
Csl TIOTEeps. Macchl Tea B pe3yjbTare cepied-
HOW KaxeKCHUU W HapyIIeHus (QyHKIUHU SKeTy-
JIOYHO-KHIIEYHOTO TPaKTa B BHUIIE MOTOPHOM
JMapey BCIIEICTBUE aMUJIOMTHOTO MOPAKEHUS
HEPBHBIX CIUICTCHUH KuieuHnka (25%), pexe
UCTUHHOTO CHHJpOMa HapyIIEHHOI'O BCaChIBa-
Hus (4-5%). B ocHOBe cHHApOMa cepieuHOM
Kaxekcuu npH Tsoxenoil CH nexur cucreMHoe
neiictBre UTOKUHOB [20].

AmunonsHas Hedporartus MaHU(pecTH-
pyeT, Kak IMpaBUIIO, M30JIMPOBAHHOW IMPOTEH-
HYpUeH U XapaKTepu3yeTcsi HEYKJIOHHO Mpo-
rpeccupyrommM TedeHueM. K 0coGeHHOCTsIM
aMUJIONI03a TIOYEK OTHOCST PEAKOCTh TeMary-
pHUH, JIEUKOLUTYPUH W apTEpPHATIBHOM THIEp-
TEH3UH, JJaXe MPU Pa3BUTUU XPOHUYIECKOH 60-
JIe3HU TIOYEK, a Tarkke OOJBIIHME pa3Mephl IMo-
YeK, KOTOpbIE COXPAHSIOTCS IPH HPOrPecCH-
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POBaHHH MOYCYHOM HepocTaTouHoCTH [21].

AMUIONA03 TICYEHU COMPOBOKIACTCS
rernaroMerajgieil ¥ MOBBIIICHUEM aKTHBHOCTH
mesioyHoi  ocartasbl B CHIBOPOTKE KPOBH.
[leuens mnoTtHas, 6e3001€3HEHHAsA, C POBHBIM
KpaeM, HEpelKO TMraHTckas. Bo3MokHO mo-
paKEHHUE  CENE3€HKH,  COIPOBOMKAIOIIEECs
CIJICHOMETAJIMEHN 1 THIIEPCITICHU3MOM.

[TopaxeHnue HEPBHOM CHUCTEMBI MpeE.I-
CTaBJICHO CHMIITOMaMHU TepueprudecKoit
HEHponmaTUM M BEreTaTUBHOM IUCHYHKIUU.
Pannumu cumnromMamMu HeMpomaTuu  SIBIIS-
I0TCS TIApEeCTe3UH WM MYy4YUTEIbHBIC AH3e-
cre3ud. JIMCpyHKUMS BEreTaTuBHON HEpB-
HOM CHCTEMBI MPOSIBISIETCS OPTOCTATUYECKOM
apTepuaNbHON THUNOTEH3UEH, WHoTrAa ¢ 00-
MOPOYHBIMH COCTOSIHUSIMH, JTuapeeid, Hapy-
nieHrneM (DYHKIIMA MOYEBOTO ITY3BIPS, dPEK-
TWIBHOM auchyHkuuen y myxuuH. Y 20%
60mpHBIX AL-A BBISBISIIOT CHHAPOM 3aIIsICT-
HOTO KaHana, OOYCJIOBIEHHBIA CIaBICHHEM
CPEMHHOTO HEpBa B 3aISICTHOM KaHale
aMUJIOUOM, OTKJIAIBIBAIOIIMMCS B CBSI3KaX
3amsacThs. BO3HWKAaeT CHUMMETpUYHAS JUC-
TajbHas HEBpONaTHs C HEYKJIOHHBIM IIpO-
IPECCUPOBAHUEM.

Jucnentuueckue paccTpoiicTBa BbI-
3BaHBI TOPAKCHUEM KeITyJIKa U TOHKOTO KH-
nieyHuka. Hakomnenue aMusaona B MblIied-
HOW TKaHH MOKET COIPOBOXIATHCS MBIIICY-
HOM CIIa00OCTHIO W/MIIM TIOSIBJICHHUEM OOJICH,
CHUMYJIHPYS TIOJTUMHO3UT.

CrnenyeT OTMETUTh CUMITOMBI T€HEpa-
JU3aIMA TPOIIecca, MaTOrHOMOHUYHBIC IS
AL-A. Camblil 4acTblif U3 HUX — MaKpOIJIOC-
cust otmedaercss y 20% mnaruenToB. OH BBI-
3BaH HAaKOIUICHHMEM aMWIOWJa B MBIIIIAX
SI3BIKA ¥ TIPUBOJIUT K HAPYIICHUSM PEUH, JKe-
BaHUs, TIJOTaHUs. BcrTpedaercs maHHBIN
CUMITOM HCKJItOUuTeNbHO npu AL-A u sB-
nsiercs BEJIYIIIUM nuddepeHIranbHo-
JMarHOCTHYECKUM Tpu3HakoMm. [lepuopou-
TanbHas KOXKHAS TMypIypa M IKXUMO3bl —
CHUMIITOM '"TJ1a3a €HOTa" BO3HHUKAET BCIEACT-
BUE€ Pa3pyIICHUs aMIIOUJOM MEIKHX COCY-
noB. Ilyprmypa U 3KkXuMO3bl MOTYT HaOIO-
JIaThCs U B Ipyrux obnactsx. X ocoGeHHO-
CTBIO TIPH aMHJIOW03€ SIBIISICTCS PEIIUIHBH-
pOBaHUE B OJIHUX U TEX ke MecTax [22].
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[TopaxeHue COCylI0B MOXET MpPOSB-
JSTHCS KPOBOTEUECHUSMH Pa3IMYHON JTOKAIH-
3auu (KeNyI0YHO-KUIIEYHBIA TPaKT, MOYe-
BOH My3bIpb U T.IL.). B pazButun kpoBoTreye-
HUN WUrpaloT pojb HapyUICHHs] CBEPTHIBAIO-
el CUCTEMBI, B MEPBYIO ouepenb Aehuuut
X-dakropa, pa3BHUBAIOIIMICI B pe3yibTare
€r0 CBS3BIBAHUS C AMHIJIOUIOM.

Jwnarnoctuka AL-A OCHOBBIBacTCS Ha
OTIpeNIeJICHU MOHOKJIOHAJILHOTO  Iaparpo-
TEWHA, NMPEACTABICHHOrO JETKUMH LIETISIMU C
npeoOiagaHueM A- UM K -THIIA, ONpeJese-
MOr0 C IOMOIIBI0 HMMYHOAJIEKTpodopesa
OETIKOB CHIBOPOTKH KPOBH U MOYH. BaXHBIM
JIOCTHXKEHHEM B TuarHoctuke AL-A sBiser-
Csl TECT JUI KOJMYECTBEHHOTO OIPEJEICHUS
UMMYHOTTIOOYJIMHOB CBOOOJIHBIX JIETKUX Iie-
neii B ChIBOPOTKe KpoBu — Freelite-test (free-
light-chain — FLC), ¢ momoIpo KOTOPOro
OTIPENIeNIAIOT aHOMAJIbHBIE LUPKYIHPYIOLIHE
aMUJIOWIOTCHHBIC bUOPHILITBI Oernka-
NPE/IIECTBEHHUKA C BBICOKOWH YyBCTBUTEIb-
Hocteio (85-98%). HopmanbHble KOHIIEH-
Tpaluu B CBIBOPOTKE KPOBU CBOOOIHBIX JIET-
KHMX LIeTIel He mpesbimatoT 21,5 mr/m ms k-
u3zotuna u 26,5 mMr/n ans A-uzoTuna, a HOp-
MajbHOE cooTHoIeHue K/A paBHo 0,26-1,65
[23]. Cumwxenne unnekca /A menee 0,3 mo-
3BOJISIET MpEAroarath HalW4yue MOMYISIUT
TUTa3MaTHYECKUX KIIETOK, TMPOTYIUPYIOMINAX
MOHOKJIOHAJIHYIO A-1l€[lb, YTO JOCTAaTOYHO
xapaktepHo Juist AL-A. Hanporus, npu MM
yalre BCTPEeYaeTcsl CeKpeLus K-M30Tumna Jer-
KuXx 1erneit [24].

[Tpu nono3pennn Ha AL-A oOs3arens-
HBIM SIBIISIETCSI TIPOBEJICHUE ITyHKIIMHA KOCT-
HOT'O MO3ra, JJake MpU UICHTU(UKALUH MO-
HOKJIOHAJIbHBIX MMMYHOTJIOOYJIHHOB JIETKHX
Herne B CHIBOPOTKE KpoBU MM moue. OHa
MO3BOJISIET TOATBEPIUTH TUCKPA3HIO TLIa3-
MaTHYECKHX KJIETOK U AuddepeHnrnpoBarh
MIEPBUYHBIN U aCCOLMUPOBaHHBIN ¢ MM, nu-
00 ¢ IpyruMu, MeHee pachpoCTpaHEHHBIMH,
3a0oneBaHusAMH (MakporioOynuHemus Baib-
neHcTpeMa, B-knetounas numdoma) BapuaH-
Tel AL-A. BreisiBieHne ruiasMaTu3anuu KOCT-
Horo Mmosra (6omnee 30%) ¢ MOJHBIM OCHOBA-
HUEM T03BOJIsSIET TymaTh 00 AL-A B pamkax
MM. Ilpu nepBuunoM AL-A ruiazmarndeckue
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KJIETKA B MHUEJIOTPaMME COCTaBJISIIOT B Cpe-
HeM 5%, MHOTAAa MX KOJIMYECTBO IOCTUTACT
10% wu naxxe Oosiee, HO HUKOT/AA HE OOHApY-
KUBACTCA XapaKTEpHOE Ui MHUEIOMBI Ta-
3yIIHOE paccachblBaHWE KOCTH, YPOBEHb MO-
HOKJIOHAJIbHOTO MMMYHOTJIOOY/IMHA B CBIBO-
POTKE KPOBU M MOYE OCTAeTCsl HU3KUM [25].

Pemaromyto posib B MOCTaHOBKE OKOH-
qaresbHOro AuarHoza AL-A urparor 1aHHbIE
OuoINCHHU ¢ IOCIETYIOUTM TUCTOIOTHYECKIM
uccienoBanieM. Haumenee MHBa3UBHOM siB-
JAETCsA  acuupauus IOAKOXKHOW KUPOBOU
KJIETYaTKU TepeHel OpIOIIHONW CTEHKH,
narommasi 80-90% mooXXKUTENBHBIX PE3ybTa-
TOB. buorncus oHOro U3 nopaxeHHbIX opra-
HOB — IIOYEK, MEYEHH, CepAla, TaeT MOYTH
100% mnonoXKuTeNbHBIX pe3ynbTatoB. Jlis
OoOHapy>KEHHsI aMIJIOU/a B TUCTOJIOTUIECKUX
npenaparax Marepuan OKpalluBaeTcs KOHIo-
KpacHbIM (PO30BOE OKpAaIlIMBaHUE) C TOCIIe-
OYIOUIMM U3y4eHHEM B HOJSPU30BAaHHOM
CBETE C IEJNIbI0 BBISBICHUS CIIEIU(UICCKOTO
Ui amuiionsia ¢ ¢exra ABOHHOIO Jydernpe-
JomieHusi  (sI0J09YHO-3eNIeHOe  CBEYCHUE).
HauOonee TOYHBIM METOJIOM THUIIHMPOBAHUS
aMIJIONJa SBISIETCS MMMYHOTHCTOXHMHUYE-
CKUH aHaJM3 C HUCIOJIb30BAaHUEM MOHOKJIO-
HAJIBHBIX AQHTUTEN K OelKaM-TIpeAIIeCTBEH-
HUKaM ammwionaa. OgHako B HacTosiee
BpeMsl B HallleW CTpaHE IaHHBIA METOJ Ma-
aogoctyneH. [losToMy A TMarHOCTUKU HC-
MOJIb3YETCSl OKpacKa ¢ TIOMOIIBIO PacTBOPOB
IEJIOYHOTO TyaHWJAMHA WM TepMaHraHaTa
KaJIHsl, YTO MO3BOJISIET KOCBEHHO OIPEIEIIUTh
THI GUOPHWILUTAPHBIX oTinoxeHud [21]. s
KOHTPOJIS 33 JUHAMHUKOW TKaHEBBIX OTIOXKE-
HUI amMuiIon1a B MpoLecce JICUEHUs MoJe3eH
METOJ CUMHTHTPa(UU C MEYCHHBIM CHIBOPO-
TOYHBIM P-koMmonenToM [9].

Cuctemubiii AL-A  xapaxrtepusyercs
HEYKJIOHHO TPOrPECCUPYIOIIUM TEUEHUEM.
Cpenssisi IpOJIOJDKUTEIBHOCTD JKU3HU OOJTb-
HbIX TIpu AlL-amunonsose cocrasuser 13 me-
csireB 0e3 JICUSHHs, MOXKET YBEIIMINBATHCS J10
17 mecsueB npu MOCTOSIHHOW Tepamuu crie-
muduyeckuMu ripenaparamMu. Camasi HU3Kas
NPOJIOJDKUTEIBHOCTh JKU3HM OTMEYEeHa IpHU
nHannuun cumntomoB CH (6 mec.) u oprocra-
THYECKOW apTepHanbHON runoTonnu (8 mec.).
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Tonpko y 5% OONBHBIX BBDKHBAEMOCTH JIOC-
turaer 10 ner [26]. [IpeaukTopamu Hebaro-
MPUATHOTO MPOTHO3a MPU aMUIIOUI03€ Cepi-
na nomuMo TsokectH CH M pecTpUKTHBHBIX
HapylieHnid auactoiudeckor ¢yHkmuu JDK
CUMTAIOT YTOJIIIEHHE M YBETUYEHHE MAacCCh
JDK co cHmwkennem @B, BbICOKHME YpOBHHU
MapKepOB MOBPEXKJICHUS KapIHOMHOIIUTOB —
tporioHuHoB T u |, N-koHIeBoro mpobenka
MO3TOBOTO  HATPUHYPETUYECKOTO  MENTHIA
(NT-proBNP). BaXHBIM NPOrHOCTHYECKUM
(akTopoM SABISETCS TSHKECTh BHECEPICUHBIX
MPOSIBIIEHUI CHCTEMHOI0 aMuiion03a (opro-
CTaTHMYECKON THUIOTOHUH, OCIOKHEHUU Hed-
POTHUYECKOTO CHHAPOMAa U MOTOPHOH JHapew,
HOYeYHON Hemoctaroynoct W np.) [13].
Haunbonee 4dacTeiMM MNpUYMHAMH CMEPTH
6onbHbIX ¢ AL-A ObBator CH u Hapymenus
putma cepaia (48%), ypemus (15%), cercuc
u undekimu (8%) [21].

Llenpto Teparuu npu AL-A  sBisercs
NO/IaBJICHHE TIpOosMQepaluy KJIOHa TUa3MaTH-
YeCKUX KJIETOK JUISi YMEHBIICHUS MPOAYKIUH
JIETKUX LEeTeil MMMYHOTJIOOYIMHOB, YTO JIOC-
TUTAETCsl TPU TIOMOIIM PA3IUYHBIX CXEM XH-
MHOTEpAINH, B TOM YHCIIE BHICOKOIO3HBIX pe-
YKHUMOB C TIOAJIEPKKON ayTOJOTMYHBIMU CTBO-
JIOBBIMH KJIETKaMH KOCTHOTO Mo3ra [27]. Oco-
Oblii MHTEpeC MpPEeACTaBIIeT UCIOJIB30BaHUE B
neuenun AL-A OGopre3omuba (Benkein), sB-
JSIOLIErocss  Crelu(pUUecKUM HUHTHOUTOPOM
26S-TIpOTeacoMbl, KOTOpasi WIPAECT BAXKHYIO
poJib B 00pa30BaHUM U3 JIETKUX LENed uMMy-
HOMJIOOYJIMHOB MPOTOPUOPHILL, COCOOHBIX K
oOpaszoBaHuto [B-cknamyaTbix CTpYKTyp. Oc-
HOBHOE IPEUMYILECTBO OopTe30MHOa CBA3aHO
C BO3MOXHOCTBIO JIOCTHXKEHUs! OBICTPOI rema-
TOJIOTUYECKOW pemuccuu [24].

CuMnToMaTHuecKasi Tepamus aMHJIOH-
71032 Cepiia MpPEeICTaBIseT CYIIeCTBEHHBIE
TpyaHocTu. HazHaueHue GoibIInX 103 camy-
PETUKOB JIMMHUTHPOBAHO OPTOCTATUYECKOM
TUIOTeH3HEN U HePPOTUUECKUM CHHIIPOMOM.
CeplieuHble TIMKO3UABI W HEAUTHAPOITUPH-
JTUHOBBIC AHTArOHUCTHI KaJbI[UEBBIX KAHATIOB
NIPOTHBOIIOKA3aHbl M3-32 BO3MOXHOCTH aK-
KyMYJISILIMYA aMHJIOUJIOM TOKCUYECKOH J103BI C
pa3BUTHEM IAapaJOKCaNbHBIX peakiuil. [Ipu-
MeHeHne UHruoutopoB AII® u Orokaropos
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perientopoB anruoreHsuHa |l orpanuueno
COITYTCTBYIOIIUM MOPAKEHUEM TTOYEK U PHC-
KOM pe3koro cHuwxkeHus AJl. BozmoxHocTu
npUMeHeHHs 0eTa-0J0KaTOpOB OTrpaHUYCHBI
B CBSI3U C Pa3BUTHEM OPTOCTATUYECKOW T'H-
MOTOHUU. Y HEKOTOPBIX OOJBHBIX HM3-3a BBI-
COKOr0 pHUCKa TaXWapUTMUU MOKa3aHO yCTa-
HOBJICHHE MCKYCCTBEHHBIX KapJHOBEPTEPOB-
neubpumustopos [17, 27]. Tpancmianra-
s cepana He 3(GQeKTUBHA B pe3yibTaTe
pa3BUTHSA aMWIOWIO3a B TpPaHCIUIAHTAaTe U
nporpeccupoBanust 3a0oneBanus [5].

Takum o6pazom, AL-A — penkoe 3a00-
JIeBaHUE, TPEACTABISIONICE CEPhE3HYIO JH-
arHocTU4ecKyto rmnpoOnemy. lloBblienHas
HACTOPOKEHHOCTh KJIMHULMCTOB W 3HAHUE
KJIACCMYECKUX MPOSBICHUM, BKIIOYAIOIIUX
HU3KYI0 aMIuiuTyny komruiekca QRS mpwm
OKT', puruansii muokapa npu IxoKI', mo-
I'YyT TIOMOYb B €ro JHarHocTHKe. [IoCKOIbKy
BO3MOXXHOCTH TE€paluy aMUJIOU03a OrpaHu-
YeHBI, JIy4lIeMy OTBETY Ha JICUCHHE U YBe-
JUYEHUIO BBDKHUBAEMOCTH OOJBHBIX CIIOCO0-
CTBYET €ro paHHss nuarHoctuka. OcBenom-
JICHHOCTh Bpayeil U MOHUMaHUE MEXaHU3MOB
aMUJION103a KpalHe Ba)KHBI KaK JJI1 Bpaden
o011eil MpaKTUKH, TaK U AJIs1 KapAUOJIOTOB.

[TpuBOAMM COOCTBEHHOE KIMHHYECKOE
HaOJroIeHne, OTpaXkarolee O0COOEHHOCTH
TE€YEHUs] U TPYAHOCTH JuarHocTuku AL-A,
accouuupoBanHoro ¢ MM. bonbnas b., 50
net nmoctynuia B ['BY PO OKK/]I 10 oktsOpst
2014 r. ¢ xanobamu Ha Aapsmue Oonu 3a
TPYAMHOM, CHJIBHYIO OJBIIIKY, cepAalelue-
Hue, nepebou B paboTe cepaia, ooOuryo cia-
00cTh, OTEKH ToOjeHeW, crom. J[lo sHBaps
2014 r. cuuTana cebst 310pOBOM, HUKOTAA HE
obOcnenoBanack. C KOHIIAa SHBapsl BIIEpPBbIE
cTaja OIIYIIATh OBIMIKY HpU (U3NYECKOH
Harpyske, cliabocTh, YJallleHHOe cepareone-
HUe, 0ONM 3a TPYAMHOM CXKUMAIOILEro Xa-
pakTepa TMpH XoAp0e, OTEYHOCTh IHIA M
HIDKHUX KOHeuHocTeil. OOpaTuiach K Tepa-
MIEBTY 110 MECTY JKUTEIHCTBA, BBISIBJICHA aHe-
must (Hb 68 r1/m), monydana npenapatsl xe-
ne3a. B aBrycre 2014 r. jieymiack B THHEKO-
noruueckoMm oraenennu I' BY PO OKb ¢ gu-
arHo3oMm: KpoBoreueHue B mpeaMeHONay-
3aigpHOM nepuoje. uddysno-ysnosas ¢pop-
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Ma ajneHomuo3a. Muoma matku. Iloctremop-
paruueckas anemus | cr. Kucra neBoi mou-
K. 3aTeM B IyJbMOHOJOTHYECKOM OTJIeje-
Huu I'BY PO OKbB B cBs3u ¢ ouaroBoi
MTHEBMOHHEW B CpeHEll 1ojie MpaBoro Jier-
koro. Ilocrme BBIMUCKH COXpaHsIach BbIpa-
JKeHHasi ¢1a00CTh, MOTIUBOCTD, OBIIIKA IIPH
HE3HAYUTENbHOW (PU3MUYECKO Harpyske, 00-
JM 3a TPYAMHON CXXUMAIOIIETr0 XapakTepa, B
cBsA3M ¢ ueM HanpasiieHa B ['BY PO OKK/I.
[Tpu moctymneHun oOliee COCTOSIHHE Cpe-
Hel TsokecTu. KokHbIE MOKPOBBI OJeAHBIE,
reMopparuiyeckre BbICHIIIAaHUS Ha KOXKE BEK.
B nerkux npIxanue BE3UKYISIPHOE, B HIDKHUX
OTJIeNaxX BIIAXKHBIE MEJIKOMY3bIpUaThie XpH-
nel. TOHBI cepiia ocialieHbl, PUTM TIpa-
BUJIbHBINA, CUCTOJIMYECKUI IIyM Ha BEpXYII-
ke. Yacrora cepaeunsix cokpameHuii 109
yu/MuH. AprepuanbHoe aasienue 90/60
MM.pT.cT. JKHBOT Tpu Hajblalud MSITKUAM,
0e300mne3HeHHbIl. [leyenp BbIcTymaeT Ha 3
CM u3-noja Kpas pedepHoil ayru. CumnTom
MOKOJIAYMBAHMS OTPHULIATEIbHBIA € 00eux
ctopoH. Oteku crton U royieHed. Pusmoio-
TUYECKHE OTIPABICHUS HE HAPYIICHBI.

B obmiem ananmse KpoBU OTMEUEHO CHH-
JKeHre ypoBHs remorniobuna a0 102 r/n. buo-
XUMHYECKHUI aHATM3 KPOBH BBISIBIIT ITOBBITICHHE
ypoBHst kpearutuHa (110 MKMOITB/IT), MOUYEBO
kucnotel (401 mMxmous/i), Kambiwst go 12,3
MI/1i1, cHKeHue obmero Oenka (57,8 1/7),
ansOymuHa (34 1/1). CkopocTh KiTyOOUKOBOM
¢unbTpanuu no gopmyne CKD-EPI cocraBu-
ma 51 MJI/MI/IH/1,73M2. OO aHainu3 MOYH
0€e3 maToJIOruH.

[Ipu OKI' nHaOmrojasics CHHYCOBBIN
putM, otkiaoHeHne JOC BieBo, 6i0Kaza 1me-
pelHell BETBH JIEBOM HOXKHM mydka ['mca
(JIHIIT). TIpu OxoKI': nunataums mpencep-
nui, runeprpodust JOK, nebonpmas JII', Ha-
pymenue nuactonundeckor ¢ynkiuu JDK mo
PECTPUKTHBHOMY THITy, YMEPEHHOE KOJIHYe-
CTBO XHJAKOCTH B mosiocTu mepukapnaa. KT
OpPraHOB TPYTHOW KIJIETKH: CIIpaBa B 3aHEM
curyce 300 mMi cBOOOIHOM KHIKOCTH, CBO-
0o/lHasE KUIKOCTh B TIOJOCTH TIEpHUKap/a.
XM-DOKT': cunycoBslii putm ¢ UCC 59-140
VII/MHH, peJKas OJWHOYHAS W TapHas Ha/l-
KEIY0UKOBasT SKCTPACUCTONHSI, MPOOEKKa
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HapkenynoukoBor taxukapauu (HXKT), ne-
PE3KO BBIPAKCHHBIC U3MEHECHHSI B MUOKAp/IE,
omokana mepennerd BerBu JIHIII. IlpoBo-
mics muddepeHINaTbHBIA TUArHO3 MEXIY
BO3MOXXHBIMU MPUYHMHAMH PA3BUTUS JEKOM-
neHcanuun XCH c coxpanennoit @B JDK. B
muddepeHINaTbHO-TMaTHOCTUYECKUM  pAL
ObUTH BKJIFOYCHBI Takue 3a00JICBaHUS, Kak

runeprpopudeckas KapAHUOMHUOMNATHS
(KMII), UBC, nopaxenue cepaia mpu Cuc-
TEMHBIX 3a00JIEBaHUSIX  COEIUHUTEIBHOMN

TKaHU, OOJIE3HSAX HAKOIJICHHUA (CHCTEMHOM
amuton103¢), runotupeose [28-30]. dus uc-
KJIIOYEHHUS] CUCTEMHBIX 3a00JIeBaHUI coeu-
HUTEJIBHON TKaHM, KaK MPUYUHBI KapAHOma-
TUW, ONPEIEISUINCh ayTOAHTUTENa Kiacca
IgG K BBICOKOOUHMIICHHBIM SACPHBIM AHTH-
reram (ANA Profile 3 19G): nRNP/Sm, Sm,
SS-A, Ro-52, SS-B, Scl-70, PM-Scl, Jo-1,
CENP B, PCNF, dsDNS, Nukleosomen,
Histon, Rib P -protein, AMA-M2 — otpua-
TenbHBIC. PeBMaToumHwiii  Qaktop 5,8
ME/mn. Mapkeps renatutoB B, C, BUY ot-
punatenbHble. bbul HMCKIIIOYEH TUIIOTHPEO3,
T.K. HapylIeHU (QYHKIUU IIUTOBUTHOU Ke-
ne3sl He BeisiiieHO (TTI 3,48 MmxkME/ mn, T4
cB. 12,5 mnmonw/m). Bemospromerpudeckas
npoba: TOJNEPaHTHOCTh K (PHU3MUECKON Ha-
rpy3ke 75 Bt — 450 kr*m/MuH, u3MeHeHUs B
muokapne. Koponapoanruorpagusi BbIsiBUIa
CTEHO3 IIPaBOM KOPOHAPHOM apTepuu B
BepxHeM cermente 10 50%. [is uckirode-
HUS MHUEIIOMHOM OO0JIe3HH IMpOBEAECHA PEHT-
reHorpadusi KocTei uepena — NaToJOTUU HE
BBISIBIICHO. B CBA3M C MOJ03peHneM Ha amu-
JIOUJI03 cepAlla MalueHTKa HampaBieHa B
OI'bY Poccuiickuil KapaAuOIOTHYECKUNA Ha-
YYHO-TIPOU3BOJICTBEHHBIN Komruiekc M3 PD
JUIsl yTouHeHusl nuarHosa. [Ipu mpoBenenun
MarHMTHO-PE30HAHCHOTO MCCJIEJIOBAHUS
cepiala ¢ KOHTPAaCTUPOBAHUEM, BBISIBIICHA
cummMmeTpuyHas runeptpodus muokapna JIK
(MXII no 21 MM, GokoBoO# cTeHKH a0 14
MM), CHHXXEHHE COKpPaTUMOCTH MHOKapja
JIX. IIpu BHYTpUBEHHOM KOHTPACTHPOBAHUU
— muddy3Hoe nopaxenue muokapaa JOK, mo
XapaKkTepy HAKOIUIEHUS KOHTPACTHOTO IIpe-
napara HauOojee BEpOSATEH aMHJIOUI03
cepaua; ruaponepukapn. Ilpu Ouoncuum
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MHOKap/ia — BBIpaKEHHas Tuneprpodus Kap-
JMOMHOLIMTOB, HAJMYKE KapJHOMHOLIUTOB C
OONBIIMMH  YPOJUIMBBIMHU THIIEPXPOMHBIMHU
AIpaMu, B OTACIBHBIX KapJUOMHOLUTAX —
MeJIKOKanesnpHoe oxupeHue. llpu okpacke
110 MaccoHy — BBIPAKCHHBIA OYaroBBbIM H
JUQQY3HBIA CKIEPO3 MHTEPCTULIMS, B 30HAX
CKiepo3a — ckoruieHue ¢(ubpodnactos. B
y4JacTKax CKJIepo3a — €IMHUYHBIEC 3JIE€MEHTbI
numdonaHoro Trma. B ctpome Muokapaa, mno
nepugepun U B CTEHKaxX COCyJl0B oOHapyxe-
HBI OTJIOXKeHus ammionna. [Ipy uMmyHOTrH-
CTOXMMHUYECKOH peakiuu B OuonTare MHO-
Kap/la BBIABICHa KapTHHAa XPOHUYECKOTO
MHOKAp/JUTa C Ha4daJbHbIMU SIBJICHUSMHU
ammiongo3a. llpy HWMMyHOXUMHUHM OEITKOB
CBIBOPOTKHM KPOBU OOpallaeT BHUMaHHUE Bbl-
COKHIi ypoBeHb [2-mukporioOynuHa — 6,64
MKr/MJI (HopMma <2,4 Mr/i1), BBICOKUE YPOBHU
A-nerkux neneit — 1383 mr/i (Hopma 5,7-26,3
MI/]I) U TUIOraMMariioOyJlIWHEMHUs C ypOB-
Hsamu 1g G — 81 ME/mun, Ig A — 30 ME/mu, Ig
M — 30 ME/mi1, B MOYe ONpeaessioch cie-
JIoBOe Kosm4uecTBO Oenka benc-JIxoHca.

B nexabpe 2014 r. manueHnTtka oOcie-
JI0Bajach B OJHOM W3 KIMHUK M3pawuns, BbI-
SIBJICHBI TUTIepKainbiueMus 12,3 mr/mn (Hop-
ma 10 10,2), Hu3KHH YpOBEHb Keje3a, MO-
BBILICHHBII ypOBeHb KpeaTHHuHa 1,6 mr/n
(mopma no 1,2), tpomonuna — 0,15 Hr/mn
(nopma 0,0). IIposenensr DxoKI' (pectpuk-
TuBHas kapauommuonatusi, OB JDK 50%,
KOHIIeHTpuyeckas runeprpopus JDK, Bbipa-
JKEHHBIN IEepUKAPAUAIBHBIA BBINOT, MPaBO-
CTOPOHHMH IUIeBpaibHBIA  BBINOT), MPT
cepaua (runeprpodus MIKIL, auddysHoe
[03/IHEC HAKOIUIEHUE TaJIoJIMHUS B CTEHKAX
JDK, BbIpak€HHBIN IEpUKApINUAIbHBIN BbI-
1ot ¢ yacTu4yHbIM caasienueM III1, uro co-
OTBETCTBYET AMArHO3Yy aMHIIOMIIO3 CEpIIa).
[Tpy moBTOpHOM aHajM3e pe3yiabTaTOB OHO-
NICHM MHOKapJa ObUT UCKIFOYEH MHUOKApIHT.
Buoncus KocTHOrO Mo3ra: B MHUEIOTpaMMe
10% mma3MaTHYeCKUX KJIETOK, HEKOTOphIC
MHOrosiZiepHble, B TpenaHoouontare 20%
TUTa3MAaTHYECKUAX KIIETOK, TTOJIOKUATEIBHBIX
IIpY OKpacke Ha JAMO/a JIETKUE LIeNH, OKpa-
CKa KOHTO KpacHBIM ITOJIOKUTENbHAs, TI0JI0-
KHUTEJIbHOE OKpAIIMBAaHUE KOHIO KpPaCHBIM
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HAa aMWIOWJ B CTEHKaX cocynoB. boiyibHas
KOHCYJIbTUPOBAaHA B KJIMHHKE HE(QPOJIOTHH,
BHYTPEHHUX U TNpPOoQecCHOHANbHBIX 3a0oJe-
Banuii um. E.M. TapeeBa, yCTaHOBIIEH KIU-
HUYECKUIl auarHo3: MHOXeCTBeHHasi Mue-
aoma benc-/xonca (mnasmarusamus 20%,
aHeMusi, OeTrTa-2 MUKporjoOynuH — 6,64
mr/n), 3b cragus, 1SS-3 craaus, oca0KHEH-
Hasi cucTeMHbIM AL-amuiounno3zom c Ipe-
MMYIIECTBEHHBIM MOpa)xkeHueM cepaua (pe-
crpuktuBHas kapauonarus, B 50%), koct-
HOTO MO3Tra, MOoYeK (He3HAuUTeIbHas anb0y-
MUHYpHS1), HEPBHOM cHCTEMBI (OpTOCTaTHYe-
CKas THIIOTCH3US MaJIOW BBIPAXKCHHOCTH),
cocyioB (TIepuOpOUTANIbHBIE TEMOPpPAruu).
Cunnpom creHokapanu 3 ®K. Penkas nHan-
JKEITY0YKOBAsT AKCTPACUCTONUSA, MPOOEIKKHU
HOKT. bnokana nepenHei BETBU JIEBOM HOX-
K1 mydka ['mca, mpexonsmias Onokana mpa-
Boi HOXKkM mydka ['mca. XCH 2 b cr., 3 @K,
ymepenHass JII'. JleBoCcTOpoHHUI TuUIpOTO-
pakc, Tuapornepukap. PekoMeHmoBaHo mpu-
MEHEHHE OBICTPOACHCTBYIONINX CXEM Ha OC-
HoBe Ooprezommba. C 19.01.2015 mo
30.01.2015 OospHAs HAXOOWIIACH HA CTALMO-
HApPHOM JICYCHUH B T'€MaTOJOTUYCCKOM OT-
nenenun I'BY PO OKB. beut nposeneH nep-
BbIil Kypc cnenuduueckoir tepanuu VD
(Benkeiin, nekcomeTra3zoH). OTMEUEHO TMOBBI-
[ICHUE YPOBHS KpeaTWHWHA, MOYCBUHBI, MO-
YeBOW KUCJIOTHI, TPOMOHUHOB. 3a ToJl MpoBe-
JIeHO 6 MOBTOPHBIX KYPCOB XHMMHOTEPAITAN C
YIOBJIETBOPUTEIHLHOMN MEPEHOCUMOCTBIO.
[TaruenTka npuHUMaeT OWCOMpOIION, MBaO-
pajiH, CIHPOHONAKTOH, TOPAaceMHU, TPOM-
6omnosi. CoxpaHsieTcsl OJbIIIKa NPU HE3HAUM-
TeNbHOU (DU3MUECKON Harpyske, yTOMIsie-
MOCTb, Kallleb CO CKYJHOM MOKPOTOM.
[Tono3peHne Ha aMHIONI03 B JaHHOM
KIIMHUYECKOM CJTydae BO3HUKIO B CBSI3H C
HAJIMYUEM MaTOrHOMOHMYHOro st AL-A
BHEIIHETO cuUMNTOMa («()HUKCHPOBAHHBICY
METEeXUW M IKXUMO3bI, PEHUIUBUPYIONINE B
OJIHUX U TEX K€ MECTaxX BOKPYT IJia3) B COYe-
TaHUU C XapaKTePHBIMH dXOKapauorpadude-
ckumu npuszHakamu. MPT cepana ¢ koHtpa-
CTHUPOBAHUEM MO3BOJMIO OTAU(PepeHIHpo-
BaTh AMWIOHIHOE TOPAXKECHHE OT JPYruX
KapanoMuonatuidi. buorncus Muokapna c mo-
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CIEYIOIUM HUMMYHOTHCTOXMUMUYECKUM HC-
cleJoBaHUEM OHMOIITaTa, OIPEIEICHUEM CBO-
OOJHBIX JIETKUX LieTel CHIBOPOTKU KPOBU U
MouM ofecreumwsia B JaHHOM cliydae JOCTO-
BepHyl0 Bepupukanuioo auarHosa AL-A, a
TPETaHOOHOIICHsI KOCTHOTO MO3Ta ¢ MOJCYE-
TOM IUIa3MaTHYECKUX KIETOK U OKpacKoil
MyHKTaTa Ha aMwiona mo3Boiwim audde-
PEHIIMPOBATh MEPBUYHBIN U acCOIMUPOBAH-
HBIl ¢ Muenomoil BapuaHtbl AlL-amwunou-
no3a. BrlsBneHHas MIa3MOKJIETOYHAsl HWH-
¢unbTpanus koctHoro mosra (20%), moHo-
KJIIOHAJIbHAsT ceKpenus A-merne u Oenka BJ
JlaJld OCHOBAHME TUArHOCTHUPOBATb MHOXKeE-
CTBEHHYIO MHEIIOMY U paccMaTpUBaTh aMH-
JIOU103 KaK €€ OCJIOKHEHHE.

HasnaueHHoe maTroreHeTHYecKoe Jieue-
Hue MM (Benkeiia U JeKcaMeTas3oH), 3aMe -
€T MPOrpeccCHpoBaHe 3a00JIEBaHMS, OIHAKO
MaJIo BJIMSIET HA PErpecc CUMIITOMATHKH, T.K.
OTJIOKEHHE aMUJIOH]IAa B TKaHSAX — ManooOpa-
TUMBII IIpolecc. B renese nopaxeHus Io4exk
npeoOIalaloT U3MEHEHUS B KaHAJIbIIAX B paM-
kax MM, 49TO0 IO3BOISCT HAIACATHCA Ha BO3-
MOXXHOCTh HOpPMAaJIM3alluU KpEeaTHHUHA B CITy-
qae a¢dexruBHOro JeueHus MM. Benencreue
MOPAKEHUST aMUJIOMI030M MHOKapJa U KOCT-
HOT'O MO3Ta OT BKJIFOUEHMSI B TAKTUKY TE€PAITUH
AyTOJIOTUYHOM  TpPAHCIUIAHTALlMM  KOCTHOTO
MO3ra PeLIeHo BO3/AEPKaThCsl.

JIaHHBIN KIMHWUYECKUHN CIlydail WIUIIO-
CTPUPYET CIIONKHOCTH nuarHocTuku AL-A B
KJIMHU4ecKon mpaktuke. IlocraHoBka nuar-

HO3a TpeOyeT HE TOJbKO 3HAHUS KIMHUKHU U
MOHMMaHHUS TaToreHe3a, HO M HaJIU4Ms OIl-
PEACIICHHBIX JAMarHOCTUYECKUX BO3MOXKHO-
creil. Knuaunucer moxer 3anono3putb AL-A
npu oOHapYKEHUH COYETaHUS OAHOTO M3 Xa-
PaKTEpHBIX BHEIIHUX CHUMIITOMOB (Makpo-
IJIOCCHSI, «TJ1a3a €HOTa», «(PUKCHPOBAHHBIC)
METEXUU U IKXUMO3bI) C MOPAKEHUEM Cep/Ilia
[0 TUIY PECTPUKTUBHON KapAMOMMOIIATHH,
MPOTPECCUPYIOUIEH, IUIOXO MOIJAOUIENCS
JICYCHUIO CEepACYHON HEIOCTAaTOYHOCTH, IIO0-
paKEHHEM TOYEeK C HEPPOTUYECKUM CHH-
JIPOMOM C COXPAHEHHBIMH WJIH YBEJIUYEH-
HBIMH pa3MepaMH, IPOTPECCUPYIOLIEH OPTO-
CTaTUYECKON THUIIOTOHUEH, CTOUKON auapeei
C pa3BUTHEM CUMIITOMa ManbaOcopOIuu, He-
00BSCHUMOM renaTo- WIM TemaToCIIeHOMe-
rasimeid. llpu nomo3peHnn Ha aMUIOWI03
cepaua B auddepeHnnanbHo-IHarHocTuyec-
KU TIOMCK MPUYUH PA3BUTUS JIEKOMIICHCA-
uun XCH ¢ coxpanennoit ®B JIXK B couera-
HUU C KOHIICHTPHUYECKOW TUnepTpodueii
crenok JIDK mo manuemm DOxoKI', pectpuk-
TUBHBIM THIIOM TPaHCMHUTPAJIBLHOTO UACTO-
JMYECKOro IMOTOKa, HEOOXOAMMO BKIIOYATh
THIEPTPOPUICCKYIO KapIMOMHUOTIATHIO,
HNBC, nopaxeHue cepauna Npu CUCTEMHBIX
3a00/1€BaHUAX COCIUHUTEIBHON TKaHH, TH-
notupeose. TOIBKO CBOEBPEMEHHOE M Kaye-
CTBEHHOE 00ciieoBaHre (MOPQOIOTHIECKOE,
MMMYHOJIOTHYECKOE U MMMYHOXHMHYECKOE)
MO3BOJISIET TOCTaBUTh JUAarHo3 B MAaKCH-
MaJbHO PaHHHE CPOKH.

Bce asmopbsl 3as6ji:10om 00 omcymcemeuu KOHd)ﬂuKma uHmepecos.
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