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BBEJIEHUE
AKTYaJIbHOCTb NPO0JIeMbI

AMuiions103pl  — OoJblias Tpymnmna  3a0o0JieBaHUM, MPOSBIISIONIUXCS
OTJIO)KEHHEM B TKAaHAX CHEHU(PUYECKOTO (PUOPMILIAPHOTO TIIMKOMPOTEUaa
aMuJIona, KOTOpBIM Osarogapsi BXOASIIMM B €ro COCTaB 0OeTa-CKJIaJ4aThbiM
CTPYKTypaM 00JaJaeT CIOCOOHOCThIO K JIBOMHOMY JIY4EHPEIOMJICHUIO U
TUXpOM3MY U3MeEHsia 1BeT (GUOPWUII TPU  OKpPacKe KOHIO-KpacHbIM B
MOJISIPU30BAHHOM CBETE Ha KEJITO-3€JICHBIM.

B mporecce oOpazoBanus amuiouga BEAYIIYIO pPOJIb HUIPAIOT OCNKH-
NPEAINICCTBEHHUKH,  MMEKIKe  KOH(POPMAIMOHHYIO  HECTaOWJIBbHOCTH U
CKJIOHHOCTH K ¢ubpuuioodpazoBannto. Ha cerogusmnmii neHp nu3Becto 6onee 30
OCJIKOB-TIPEAIIICCTBEHHUKOB  (JIETKHE IIETH uMmMmyHoriooyimuao  —  JIIU,
CHIBOPOTOUHBIH O€NOK A, TpPAaHCTHPETHH W JPyTue), JIeKaluX B OCHOBE
pa3nn4HbiX Gopm amuiongoza [135]. B 3aBHCHMOCTH OT pacnpOCTPaHECHHOCTH
aMUJIOUHOTO TOPAKEHUsI aMHJIOUA03 KIACCU(DUIMPYIOT Ha CHUCTEMHBIN (TIpH
nopaxeHuu 2 u Oojee OpraHOB WJIM CHUCTEM OpraHU3Ma) M JIOKAJIbHBIN (IIpU
M30JIMPOBAHHOM TOPAXXEHUU OJTHOTO OpraHa WM TKaHU).

JlokasbHBIN aMUJIONI03 TIPENICTABIIEH OOJIBIIUM Pa3HOOOpa3reM BapUaHTOB:
JIOKaJBHBIA  aMUJIOWA03 TOJOBHOTO Mosra (AB-aMuiIonao3), aMHIOHI03
npeacepanii - (AANF-ammionno3), amuinounzo3  ocTpoBkoB  JlaHrepranca
nomxenynouno xene3bl (AIAPP-amMunion1o3), nHCyInHOBBIA amuinonao3 (Alns-
amunonao3) u aApyrue. Cpend MHOTOYUCIEHHBIX BapUaHTOB JIOKAJbHOIO
aMUJION103a HaMMEHEe H3y4YeHHOM octaetcs jokanbHbldi AL(AL,)-amuionnos,
KOTOPBIN TOTCHIIMAIIEHO MOXKET Pa3BUTHhCS B JIIOOOM BHYTPEHHEM OpraHe WId
TKaHW, HO Yallle MPEACTaBJIEH MOpPaKEHUEM TOpPTaHHU, Tpaxeu, KOXKHU, MOUYEBOTO
my3sips [19].

3a ucxirouenuem Ab- ammionmosza u AlAPP-amunonmosa, SBISIOIAXCS
MaToMop(oJIOrHYECKO OCHOBOW OOIIETOMYISILIMOHHBIX 3a00J€BaHUil — 00JIe3HU
AnbureiiMepa u caxapHoro guabera 2 tumna, AL -amuiionno3 cuutaroT Hanbomee

pacupoCTPaHEHHBIM THUIIOM JIOKaIbHOro amuiaonmo3a [19]. Ognako ero yactora B
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CTPYKTyp€ pas3iuuyHbIX (OopM aMHIONJ03a U COOTHOIICHHE C CHCTEMHBIM
AL(ALs)-aMHII0M1030M TOYHO HE OIMPEICICHO.

OTKpbITHE TETEPOTCHHOCTH aMUJION103a, Ipou3olieaiee Ha pyoexe XX u
XXI| BekoB, MpUBEIO K M3MEHEHHUSIM IMOAXOJ0B K JICUCHHUIO B 3aBUCUMOCTH OT
OCHOBHOTO MAaTO(U3NOJIOTUYECKOT0 MEXaHU3Ma Kax 01 ero (hOpMBI.

C COBpeMCHHBIX TO3MIMIA cTpaterus JedeHuss cucremHoro AL(ALs)-
aMUJION103a CTPOUTCSI HA UCIIOJIB30BAaHUU XMUMHUOTPEANUu B COUYETAaHUM WU 0e3
TpPaHCIUIAHTAlIUM TEMOMOITUUYECKHUX CTBOJIOBBIX KJIETOK C LEJbI0 JdpaguKaiiuu
aMUJIOUJOTEHHOT'O0 KJIOHA KJIETOK KOCTHOTrO Mo3ra B-nmumdorurapHoi auHMW,
yanie miuasmatudeckux. [lpu AL -amunongose jieueHre OCHOBBIBACTCS, TJIaBHBIM
o0pa3oM, Ha XHPYPTMYECKOM KCCEYCHUU AaMHUJIOWIHBIX OYaroB — MPOAYKTa
JIOKaJIbHO CYIIECTBYIOIIET0 MaTOJIOTHYECKOr0 KJIOHA IIa3MaTHYECKUX KJIIETOK B
nopaxxeHHoM oprane. HeoOXonuMbIM ycioBUEM BbIOOpa TakTHKHW JeueHus AL, -
aMUJIOU/103a SIBJISIETCSI CBOEBPEMEHHOE YCTaHOBIIEHHE MPABUIIBHOTO IMAarHO3a, YTO
B OTCYTCTBUHM 4YeTKUX Ju(depeHInanbHO-IMarHOCTHYECKUX KPUTEPUEB YaCTO
clelnaTh HeNerko, Tak kKak Algs-aMWIon03 TOXKE MOXET JUIMTENbHOE BpeMs
NPOTEKaTh C HM30JIMPOBAHHBIM TMOPAKEHHEM TOJBKO OJHOTO opraHa. PemieHue
npobaemMsl auddeperuansHoi nuarnoctTukd AL - u ALs-amunongo3a B CBS3U C
ATUM TPHOOpPETaeT 0COOYI0 aKTyaJbHOCTh, TaK KaK MO3BOJISIET ONTUMHU3UPOBATH
CPOKHM YCTAHOBJICHHUS JUArHo3a, CBOCBPEMEHHOTO TWIPOBEICHUS JICUCHUS W

VIIYYIIIEHHS €TO Pe3yIbTaTOB y ManueHToB ¢ AL -aMmumonmozom.
CreneHb pa3padOTaAaHHOCTH TeMbI

[MomeiTkn  000COOJIEHHS JIOKAJABHOrO OT cucreMHoro AlL-ammionmosa
MPEeANPUHUMATUCH B MUpe ¢ KoHma XX Beka, Korjaa ObUIN HACHTU(DHUITMPOBAHBI
OT/CNbHBIE OCNIKHU-TIPEANICCTBEHHUKN aMuiaousa, B ToM uwuciae ALlL-tuma.
Hanbonee mmpoko mpobOiema AL, -amunonmos3a cranga uU3ydaThCsS B IOCICTHUC
necatunetust (M. Paccalin (2005), M. Biewend (2007), S. Mahmood (2015), T.
Kourelis (2017)) [19, 87, 108], omHako 4YeTKO OOO3HAYCHHBIX KPUTCPHUCB
nuddepenmanbHo  auarHoctuku  Mexay AL - m  Als-amuinommozom 1o

MPEKHEMY HE YCTAaHOBJICHO.



B Poccuu npuopuTeTr B M3y4EHHUH JOKAIBHOTO aMUJIOMI03a MPUHAIIICKUT
B.B. Ceposy (1977r.) u O.M. Bunorpaznosoit (1980r.), koTopsie ObUIN MEPBHIMU
OTEUECTBEHHBIMU YUYEHBIMH, OINHUCABIIMMHU KIWHUYECKUE CIIy4yau JIOKaJIbHOTO
OIYXOJEBUIHOTO AaMWIOWJ03a, CUMTasg €ro JTHOJOTMYECKH OJM3KUM K
NEPBUYHOMY cucTeMHoMy amuionnody [3, 9]. B.B. Epmunos (1994r.) B cBoeii
Hay4yHOU paboTte, MokKa3aJl MHOrooOpasve amMWIOHMIHOTO TMOPaKEHMs ria3a MpH
CTapUeCKON KarapakTe, IlayKoMe, CEHUJIbHON MaKyIspHOM auctpoduu, U OTHEC
3Ty GOpMY K CTapUuECKOMY aMHJIOM03Y, U3-3a CXOJCTBA OeJKa-MpeaAlleCTBeHHUKA
amuiouga (mpeaabOyMHUH) W IIMPOKOM pPACHPOCTPAHEHHOCTH CPEIU MOKHUIIBIX
mrozei [5].

B otedecTBeHHOW MEAMIIMHCKOW JUTEpaType HMMEKTCI W JPyTHe
nyOJIMKalUud C ONMHMCAHWEM OTIENbHBIX KIMHUYECKUX HAOIIOEHUN JIOKAIBHOIO
amMuiionio3a pasnnyHoin sokanmsamuu (JI.M. Mycradaes (2010), B.I1. beikoBa
(2019)) [2, 7]. OgHako Ha OCHOBAaHHHU YKa3aHHBIX pPabOT CYAUTh O YaCTOTE
BBISIBJICHUS, CIEKTpE KIMHUYECKUX BapUAHTOB, KPUTEPHUSIX JUATHOCTUKU W

criocobax neueHus: AL -amunongo3a B Poccuu He peacTaBiIsieTcss BO3MOXKHBIM.

eab ucciieoBaHusi: 0XapaKkTeprU30BaTh 0COOCHHOCTH KIMHUYECKOTO
teueHus AL -aMuiion03a, OnpeaesuTh ero quddepeHnanbHO-IHarH0CTHICCKHAE
KpUTEpHUHU B cpaBHEHUHU ¢ ALs-aMrI011030M JIJI1 ONNTUMU3ALUHI TAKTUKHU BEJICHUS

3TUX OOJIbHBIX.
3ajgauu uccjie10BaHNA:

1. YTounuth yactory AL -amunongo3a cpenu oOliero yuciaa O0NbHBIX
aMUJIOUI030M, TUAarHOCTUPOBAHHBIX B MHOTOMPO(HIEHOM CTaIlMOHApE 32 TIEPHO]T
¢ 1995 mo 2019 roma, ompeaenuth cootHomenue AL - m Als-amunonmosza B
ctpyktype AL-amunonposza. CpaBuuth OonbHbIX AL - u Algs-amunongo3om mo
MOJIY U BO3PACTY.

2. Omnpenenuth  KIMHAYECKHE ocoOeHHocTH AL -ammiionmo3a u

BBIACIIUTE €TI0 HanOoJiee YacTo BCTPCHAIOIUCCA BapHaHTHI. OI_ICHI/ITB CBA3b
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XapakTepa AeOIOTHBIX mposiBieHud AL, -amuionioza co CpokoM YCTaHOBJICHUS
JIHarHo3a.

3. C moMoIuIpl0 BBICOKOUYBCTBUTEIBHBIX UMMYHOXUMHYECKUX METOI0B
BBISIBJICHUSl  IJIA3MOKJIETOYHOM JIMCKpPa3uM yCTaHOBUTH U depeHIrnaibHO-
nuarfoctuueckue otianunst AL -amminonpo3za or Als-amuiaongo3a, B TOM 4YHCIE
BapHUaHTa ¢ MOHOOPTaHHBIM J€0I0TOM, U 00OCHOBAThH BKIIIOUEHHUE ITHUX METOJIOB B
aJITOPUTM 00CJIeIOBaHUS JJAaHHOW KaTeropuu OOJIbHBIX.

4, Onpenenuts MporHo3 00abHBIX AL, -aMuI0MI030M B CpPaBHEHUU C
ALs-aMHII0M1030M, OLIEHUTH UCXOJIbl XUPYPTrUUECKOT0 yAAJICHUS JTIOKATbHBIX MacC
amusionia y 60ypbHBIX AL|-aMUIONI030M, YaCTOTY Pa3BUTHUSL Y HUX PEUUIUBOB U

ONTUMAJIBHBIN CPOK MOCIIEAYIOIIETO HAOII0ICHUS.
ITos10:keHNsi, BLIHOCUMbIE HA 3AIIUTY

1. AL, -amunonno3 cocraBisier 20% B crpykrype AL-ammiiono3sa,
TUIAYHO TPOSIBISIETCS KIMHUYECKOW KapTUHOW COJIMTHOTO 00pa3oBaHUsl TOPTaHH
M Tpaxew, JIETKUX, KOHBIOHKTUBBI BEK, MOYEBOTO ITY3bIpsS W HH(WIBTPATHUBHBIM
NopakeHHeM KOH; damie 4em npu Als-amuiongo3e HaOMOJAeTCsl Y KCHIUH
(71,1% nporus 41,0%, p=0,006) u cpeau uir 60aee MOJIOIOT0 Bo3pacTa (MeauaHa
Bo3pacra 47,0 u 54,5 roga, p<0,001).

2. K HauOoiee CTATUCTUUYECKHU 3HAYUMBIM KPUTEPUSIM
muddepennmanpHoro quarnoza AL, -amunonmosza u AlLs-amunongo3a OTHOCSTCS:
orcyTrcTBUE Yy OombHBIX AL -aMHIION030M MOHOKJIOHAIBHON TramaraTuw,
OIICHCHHOW BBICOKOUYBCTBUTEIBHBIMU HMMYHOXUMUYECKHUMHU METOJAMH U
KIIMHUYECKUX TposBieHnid Hepomnatuu (mporennypust meHee 0,5 /1 U ckopocTh
KI1y0OuKOBOH (ubTpanus Goxee 60 Min/mum/1,73M%), UyBCTBHTENBHOCTh W
cnenuuIHOCTh quarnoctuaeckoi moaemu — 97,1% u 98,3% (p<0,0001).

3. AL -ammionio3 B OOJIBIIIMHCTBE CIy4acB MPOTEKAET
I00pOKaYeCTBEHHO, oOmas S-meTHss BbDKHBaeMocTh (92,3%) mydmie, dem y
0oapHbIX ALs-amunongo3om (31,1%, p<0,0001).

4, OcHoBHOM Metox JjedeHust OonpmuHcTBA (84,2%) OGonbHBIX AL, -

AMUJIIOUIO30M — XUPYPIUUCCKOC YAAJICHUC JIOKAJIbHBIX OTJIOKECHUH aMuJIonaa,
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HEOOXOAMMBIA CPOK HAONIONEHUS IIOCIE ONEpPaTHMBHOIO  BMELIATEIbCTBA
COCTaBJIIET HE MEHEE S MOCHEAYIOIMX JIET, MOCKOIbKY Y 37,5% OONIbHBIX B 3TH

CPOKHU BO3HUKAET PELUIUB 3a00JI€BaHUS.
Hayuynast HoBHU3HA

BriepBeie Ha  10CTaTOYHOM  KIMHAYECKOM  MATEpUANIE  POCCUUCKOMN
MONyJISIIUM ~ OOJIBHBIX ~TPOBEJAEH JAeTaldbHBIM aHanu3 mposineHuit AL, -
aMUJIOW/103a, BBISIBJIEHA PACIPOCTPAHEHHOCTh 3TOW (HOpPMBI cpeau Jpyrux ¢Gpopm
amuioungo3a. [lokazana OTHOCUTENBHO pefikas BcTpeyaeMocTh AL -amuionio3a B
CTPYKTYype amuiionjio3a B 1eioM. [IpeacrtaBieHsl Hanbosee yacThle JTOKaIU3aluu
aMuiIougHOrO mopaxkenus npu AL -amwmiougoze. BmepBole ompeneneHsl
muddepenumanbHo-quarHocruueckue kpurepun AL - u Algs-amuinonnosa, cpenu
KOTOPBIX K Haubojiee CTATUCTUYECKH 3HAYMMBIM 1O JAHHBIM MHOTO(pAKTOPHOTO
aHaiM3a COOTBETCTBUH M PETPECCMOHHOTO aHalu3a OTHOCATCS OTCYTCTBHE
MOHOKJIOHAJIbHBIX UMMYHOTJIOOYJTMHOB B CHIBOPOTKE KPOBH U MOYHU, OLIEHEHHBIX
BBICOKOUYBCTBUTEIBHBIMU ~ METOJaMM U OTCYTCTBHE/HM3KUHA  YPOBEHB
nporeunypuu (<0,5 r/1) B coyeTaHuM ¢ COXpaHHOW (yHKIHMEH modek (CKOpPOCTh
KIy60uKoBOi (uisTparmu  Gomee 60 wi/mur/1,73m%). B pabore BmepBble
JETAIbHO TMpoaHaNM3WpoBaHa yacToTra peruanBa AL -amuionmosza mocie
XUPYPTUYECKOTO JICUCHHMs] M OIpejesieHa o0mas S5-TU JETHSS BBIKHUBAEMOCTH

nanueHToB ¢ AL -aMUIIONI030M.
IIpakTu4eckast 3HAYUMOCTh

Pazpabotansl nuddepennmanbHo-quarnoctuyeckue kpurepun AL - u Als-
aMUJION/I03a, PACCUMTAaHA WX YYBCTBUTEIBHOCTHh M cHelUbUIHOCTh. [IpumeHeHune
BBIBUHYTHIX ~ KpPUTEpHEeB  AWarHocTUku Al -ammwiongo3a  MO3BOJSET
CBOEBPEMEHHO pacmo3HaBaTh O0MbHBIX AL -aMUIOUI030M U OMPEETSATh TAKTUKY
uX JieueHus. Pe3ynbTaThl HMCCIIENOBAaHUS MOTYT OBITh BHEAPECHBI B TMPAKTHKY
Bpaue pa3nuuyHOro mpoduiis (TepameBThl, OTOPHHOIAPUHTOJIOTH, YPOJOTH,

o(pTaabMOJIOTH U pYyTHUE), CTATKUBAIOIIMUXCS ¢ Tpobiemoi AL -amunonao3sa.
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Omnpenenen cpok HaOmoaeHus 3a OonbHbIMH AL -amMuionno3om mocie
XAPYPru4ecKkoro JieueHus (He MeHee 5 JeT), B TEYCHHE KOTOPOTO pPa3BUTHE
permauBa AL -amunonno3a Hauboliee BEpOSITHO. BrIsBIEHHAs OTHOCHUTEIBHO
BBICOKash 4YacToTa penuauBoB AL, -amunonmo3a 0OOCHOBBIBAET HEOOXOIUMOCTH
NPUMEHEHHUSI B pAJE CllydaeB aJbTEPHATUBHBIX METOJIOB JICYCHHS, B TOM YHUCIIE

paanoTepanuio, ONPaBIaHHYIO C TATOr€HETUUYECKONW TOUKHU 3PEHUS.
CooTBeTCcTBHE JUCCEPTANMH NACTOPTY HAYYHOH CHENNATbHOCTH

Hayuynbie monokeHUsT ©  pe3yibTaThl HCCIEIOBAHUS COOTBETCTBYIOT
dopmyne cneruansHoctd 14.01.04 Buytpennue Oomne3Hu. [{uccepranuroHHas
paboTa COOTBETCTBYET OOJACTH HCCJEIOBAHUSA CHEIHMAIbHOCTH, B YaCTHOCTH,

nysakTam 1,2,3,5 nacnopra cnenmansioctu 14.01.04 Buyrpennue 0ose3Hu.
BHeapeHnue B IPaKTHKY

Pe3ynbpTaThl nuccepTalMOHHONW pabOThl HCIONB3YIOTCS B KIMHUYECKON
NPAKTUKE OT/AENICHUS He(PpPOJOruu M MyJIbMOHOJOTUM KJIMHMKU PEBMATOJIOTHH,
Hedponorun u tnpodnatosorun uMmM. E.M. TapeeBa u B yueOHOM Tpoliiecce
Kageapsl BHYTPEHHUX, Npo(ecCHOoHANbHBIX OO0JIe3HEH W PEBMATOJOTHH
WNucturyra kmuanyeckoir meauiinabl uMeHu H.B. Ckmudocosckoro ®I'AOY BO
ITepeiit MI'MY umenu HN.M. CeuenoBa MunzapaBa Poccuu (CedeHOBCKUA

YHuUBEpCUTET).
CreneHb J0CTOBEPHOCTH U aNIpo0anus pe3yibTATOB

JIOCTOBEpPHOCTh PE3YyIbTATOB U BBIBOJAOB HCCIEAOBAHUS MOATBEPKIACTCS
MIPUMEHEHUEM KOMIUIEKCHBIX METOAOB TEOPETUYECKOIO M 3MIIUPUUYECKOTO
UCCIIEIOBAHUSI, JOCTATOYHOM BbIOOpKOW (342 mamueHTa, M3 KOTOpPHIX 38
MaIlMEeHTOB C AL -amMmmiionio3om), HUCIIOJIb30BAHUEM COBPEMEHHBIX
JUArHOCTUYECKUX METOAUK M CTaTUCTUYECKOW 0OpabOTKoM MaTepuana B
JTUIEH3UOHHBIX nporpammax Statistica 8.0. (StaSoft Inc.) u IBM SPSS Statistics 22
(IBM Corporation, CIITA).

AmnpoOamuss  pa6otel mpoBeneHa 03 wmroms 2020 1. Ha 3acemaHuu

COTPYAHUKOB  Kadeapbl BHYTPEHHUX, NpodecCHoHaNbHBIX OoJie3HEe U
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peBMarosiorun MuctutyTra knuHudeckud Menuuubbl uM. H.B. CxkmudocoBckoro
OI'AOY BO Ilepporo MI'MVY wum. H.M. CeuenoBa MunznpaBa Poccun
(CeueHoBckuil YHUBEPCUTET).

OcCHOBHBIE MOJIOKEHUSI AUCCEPTALUOHHON PabOThI T0T0KEHBI U 00CYKICHbBI
Ha OObEeIMHEHHOM Che3lie HaydyHoro oOmiectBa HedposioroB Poccuu (IX cwvesn
HOHP) u Accounauuu nedponoroB Poccum (2019r.), na V xkoHrpecce
rematosoroB Poccum (2020r.), nma XVII MexayHapoJHOM CHMIIO3MYME IO
npobdneme amminongoza (17th International Symposium on  Amyloidosis,
Tapparona, 2020r.).

Hyéaukanuun

OcCHOBHOE COJEp)KaHME JHUCCEepPTAllMM OTPAXKEHO B Hay4yHbIX padoTax
aBTOpa, MPEACTABICHHBIX 6 CTaThIMHU B XKypHaiax, pekoMeHIoBaHHbIXx BAK
MunobpHayku Poccun, n3 kotopbix 1 myOnukaius B U31aHUH, UHACKCUPYEMOM B

0a3ax JaHHBIX SCOPUS.
JInuHbIN BKJIAJ aBTOpa

ABTOp CaMOCTOSTEIILHO MPOM3BEN MOWCK, aHAIM3 U 0030p JUTEPATYPHI 110
BBIOpAHHOW Hay4yHOH Teme, cPopMyIHpOBa OCHOBHYIO HJCIO, IIEIH M 3a7adM
paboThl. ABTOpP Y4acTBOBaJ B HEIMOCPECIACTBEHHOM OOCJICIOBAHUU MAIMEHTOB C
JIOKAJIbHBIM W CHUCTEMHBIM aMHJIOMJI030M, COOHMpal pe3ybTaThl IMPOBEICHHBIX
HCCIeIOBaHUM W (OPMHUPOBAI M3 HHUX OOIIyH 0a3y JaHHBIX, CaMOCTOSTEIHHO
TIPOBOTHIT CTaTUCTHYCCKYIO 00paboTKy JTAHHBIX, y9acTBOBAJ B
MEKIUCIMIUIMHAPHBIX KOHCHJIMyMaxX IO OIPEACICHUIO TAaKTHKW JICUCHHS ITHUX

OOJIbHBIX.
O0beM U CTpYKTYypa qUCCEPTALUMN

Hucceprauus usznoxxkeHa Ha 157 ctpanunax, cogepxut 30 pucyHkos, 15
TaOnuI, 8 KIMHWYECUX HAOMIOJCHUNW M COCTOUT U3 CICAYIOMMX pPa3JiesioB:
BBeJICHUE, 0030p JIUTEpATyphl, MaTEPUAJIbl U METObI, PE3YJIbTAThI U 00CYKIEHUE,

BBIBOJBI, IIPAKTHYCCKHUC PCKOMCHIAAIWH, IMPHUIO0KCHHUEC, CIIMCOK HMCIIOJIB30BAHHBIX
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COKpAIIEeHUN U CIHUCOK JUTEPATyphl, KOTOPHIA COAEPKUT 164 UCTOYHUKOB, Cpeu
HUX 9 0OTE€YECTBEHHBIX.

ba3za npoBenenust

UccnenoBanne  mpoBoamiock Ha  0Oa3e  Kadedpbl  BHYTPEHHUX,
npodeccuoHanbHbIX 3a00eBaHUN W peBMaToNorMu WMHCTUTYTa KIMHUYECKOU
Mmenunuael uMenn H.B. CximdocoBckoro DPI'AOY BO Ilepsoro MI'MY
uM. . M. CeuenoBa Munszapasa Poccuu (CedeHOBCKHUIT YHUBEPCUTET) B KIIMHUKE
peBmatosioruu, Hedposorun u npodmaromorun um. E.M. Tapeea YKBbNe3
OI'AOY BO Ilepporo MI'MVY wum. U. M. CeuenoBa MunsnpaBa Poccun
(CeuenoBckuii YHHBepcUTET), 3aBeayrolmmii kadenpoir — mnpodeccop, I.M.H.

C.B. Mouwucees.
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I'/TABA 1. OB30P JIUTEPATYPbI

1.1.00mue mnpeacraBieHus 00 amMuiIoMaO03e, KJIACCHPHUKALUA

aMHnJjI0ou103a

AMuionzo3 — 3T0 rpynna 3a0o0jieBaHUM, MPOSBISIOMMUXCA OTIOKEHUEM B
TKaHAX  cneuupuyeckoro  GUOPMIIAPHOTO  TIUKONPOTEHJa  aMUJIOUJA.
CnemuduuHOCTh aMwiouja OOYCIOBJIEHA  CIIOCOOHOCTBIO K  JBOHHOMY
JTy4YeTpeIOMIICHHIO U TUXPOU3MY 10 MPUYMHE OOMIHS B COCTaBe OETKOBOW YacTh
amMuiionsa O0eTa-CKJIa4aThiX KOH(POPMAIIMOHHBIX CTPYKTYp. CBOWCTBO JBOWHOTO
JY4YENPEIIOMJICHUST BBISABIISIIOT MPH OKpaIlMBAaHUU aMHJIOMJIa KOHTO-KPAaCHBIM C
MOCJICYFOIICH MUKPOCKOTIUEH B TIOJSPU30BAHHOM CBETE, IMPU 3TOM KPACHBIN IIBET
(GbuOpUILT U3MEHSIETCS Ha JKEITO-3€JICHBIH.

BriepBeie aMuIIOM03 OMKMCAaH KaK «canbHas» Oone3Hp emie B Hadaie XIX
BEeKa M, 3aTeM ObUI MOMYJISPU3UPOBAH B pabOTax H3BECTHOTO aBCTPUHCKOTO
natonoroanatoma C.Rokitansky (1842r.) [122]. B cBoem pyKOBOACTBE IIO
anatromun «Handbuch der pathologischen Anatomie» oH ommcan yBelIHYEHHE
Ne4eHn Yy OOJbHBIX TyOepKyne3oM WM CHUQWINCOM B pe3yiabTaTe €
UHQUIBTPALIMA  «CaJTbHBIM» BEIIECTBOM CEPOro IBeTa OEIKOBOM MPUPOJBI.
[To3nuee, B 1852 roay, R.Virchow Breickazan npeamnonoxeHne o moaucaxapumaHoi
CTPYKTYpPE «CaJIbHOTO» BEIIECTBA, HAa OCHOBAaHWUM HM3MEHEHHS €ro I[BeTa C
KOPUYHEBOTO Ha Trory0oil mociie o0paboTku HOJIOM B CEPHOU KUCIOTOH, YTO a0
YYEHOMY OCHOBaHHME Ha3BaTh JTO BEIIECTBO aMWJIOUIOM (B TEpPEeBOJE C
JATHHCKOTO s3bIKa — KpaxmanononoOubeiii) [76]. Bmocienctsum apyrumu
uccienoBarensiMu, cpean kotopeix Obutm G. Budd (1857r.), C. Friedreich wu
A. Kekule (1859r.), W. Dickinson (1869r.), S. Wilks (1872r.), 61710 yCTaHOBJICHO,
9TO «CaJbHOE» BEIIECTBO COCTOMT B Ooibleli Mepe u3 Oenka, 4YeM Wu3
nosucaxapuioB [44, 76]. OgHako TEpMUH aMUJIONT COXPAHHUIICS, BEPOSTHEE BCETO
M3-32 TOTO, YTO KPaxXMaJIONMOJ00HOCTh aMHJIOUA BBISBIISICT €0 MPUHITUIIAATIHLHOE
CBOMCTBO — CIOCOOHOCTh K JBOMHOMY JjyuernpeaomyieHHu0. (OCHOBHBIM
MPOSIBIICHUEM 3TOTO CBOWMCTBA SBJISETCS METaxXpoMas3usi — CIIOCOOHOCTH BEIIECTBA

OKpalInuBaTLCA B 1LBCT OTJIMYHBIA OT KpaCutTciid. OToT TCPMHUH OBLI BBCICH
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W. Ackroyd wu P. Ehrlich nns onwmcanus peakiuii OKpamMBaHUS aMHJIOHA
AHWJIMHOBBIMU  KpacutenssMu B 1878r., KOTOpple 10 MHEHMIO CaMUX
HCCIIeIOBAaTeNCH CUMTAIMCh OoJiee TPEANMOYTHTEIbHBIMA  JUISl  BBISBICHUS
aMuiIonsa, d4em o0paboTka #omoM wu cepHod kuciaoroit [76]. Onnako
METaxXpoOMaTUYECKHE KPacCUTEIU HE 00eCTIeUnBAIM YOBIECTBOPUTEILHYIO CTEIICHD
OKpacKd aMUJIOUJA, MOCKOJBKY 3a4acTyi0 MOMHMO aMUJIOWAa OKPAIIUBAIUCH U
3I0POBBIE TKaHW, B CBSI3W C YeM MPEANPUHUMAIKNCH TIOMBITKH IMOUCKA JPYTUX
kpacuteneit. B 1922r. H. Bennhold mnpemmokun [ OKpackk aMuIoHa
UCIIOJIb30BaTh KOHIO KpacHbId [17, 76], HECMOTps Ha BBICOKYIO CITIOCOOOHOCTH
OKpaIllMBaTh aMUJIOWJ, dTOT KPACUTENIh TAaKKE CHJIBHO OKpaIluBajl U 3J0POBBIC
TKaHW, HW3-3a 4Yero OOHApYXKEHUE aMUJIOWJa MOTJIO ObITh 3aTpyaHeHo. s
pasrpaHUYCHUs 30pOBBIX TKaHew u ammiouga H. Bennhold mpemnoxun mocie
okpamuBanus 1% BOAHBIM PacTBOPOM KOHTO KpacHOro mapadMHOBBIX CpPE30B
AKCIIOHUPOBATh UX B 80% 3TUIIOBOM cIUpTE JUIsi 00€CIIBEYMBAHKUSA, YTO MTO3BOJISET
COXpPaHHUTh OKPACKY TOJIBKO B Mpe/eNax OTIoKeHui amutonaa [17, 76]. 3HaueHue
KOHTO KPacHOT'O0 B OKpacke aMWIOuJa BO3pPOCIO Mocie OTKpbITUs B 1927 romy
P.Divry u Florkin cBoiictBa ABOWHOIO JIy4elmpelOMIICHHS aMWIOHAAa B
MOJIIPU30BAHHOM CBETE. DTH aBTOPHI BIEPBbIE OMHUCAIN, YTO MPU MUKPOCKOTIMH B
MOJIIPU30BAHHOM CBETE OKpAIlIeHHbIE KOHTO-KPACHBIM aMHJIOMIHBIC OJISIIKH,
BBIJICJICHHBIE M3 MO3Ta MalMeHTOB ¢ 00JIe3HBIO AJbIreiiMepa, UMEIOT CBOMCTBO
JBOMHOTO Jy4eNpesIOMJICHUS W HM3MEHSIIOT CBOM IBET Ha sA0J04YHO-3eJeHbId. B
1959r. Cohen wu Calkins oOHapyxwim, YTO BCE THIBI aMIJIOHAA TIPH
MCCJIEIOBAHUU B DJIEKTPOHHOM MHUKPOCKOIIE UMEIOT HEBETBAILYIOCS (PUOPUITSIPHYIO
ctpyktypy [32, 76]. TloznHee B 1967T. ¢ MOMOIIBIO 3JIEKTPOHHOM MUKPOCKOIIUU H
PEHTTeHOBCKOM audpakiuu amuiaouga pasznuunbix TtunoB (AL-, ATTR-; AA-,
AApoAl; ALys-) Cohen u coaBTOpPBI YCTaHOBHWIIM, YTO AMHJIOHIHBIC (BUOPHITBI
uMeroT auamerp okoio 90-120 A u coctosT u3 4-6 nmpoTodHUIaMEHTOB, KOTOPHIE
BEICTPOEHBI B aHTHMApAJUICNbHYI0 OeTa-CKIagJyaTyr CTPYKTYpy, dYTO |

00yCJIOBJIMBAET CBOMCTBO ABOWHOTO Jiyuernpereomitenus [130, 134].
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Honrue rTOApl HE  yJaBaloch  CHOPMYIUMpOBaTh  MATOT€HETUYECKU
000CHOBaHHBIM MPUHUMUIT KJIACCU(PHUKALUKA MHOTOYUCICHHBIX (OPM aMHIOMA03A.
[lepBas xmHMYeckas kinaccudukanus Obuta npemnoxkeHa H.A.Reimann B 1935r.,
KOTOopasi mpeamnosaraia BbiaeneHue 4 @QopM aMHIONA03a: NEPBUYHOIO,
BTOPUYHOTO, OMYXOJIEBUIHOIO U  aCCOLUMHUPOBAHHOIO C MHOXXECTBEHHOM
MUEIOMOM.

ITo muenuio H.A.Reimann nokanbHas popma aMuIoOn03a BIEpPBbIC OblLIa
ormucaHa HemenkuM BpadoM G. Wichmann B 1893r. [118]. TunuuabiMuU
npuzHakamu  dTod  ¢popmbel  H.A.Reimann  cumrtanm  conMTapHbIC  WIH
MHOKECTBEHHbIE 00pa30BaHUs KaKoro-iuOo OJHOro OopraHa — rjia3a, MOYEBOIrO
My3bIpsi, ypeTphl, ropTanu, s3bika [118]. OxHako He Bce MCClIeAOBATENU TOTA
COTJIACHIIUCh C CaMOCTOSTENBHOCTBIO 3TOM (hopMmbl ammionnosa, D.C.Dahlin B
1949r. ony6nukoBan CBOIO KJacCU(UKAIMIO, COTJIACHO KOTOPOM OIMyXOJ€BUIHBIH
aMUJIOU03 CUUTANl KIMHUYECKUM BapUAHTOM MEPBUYHOIO; MOJOOHBIX B3TJISIOB
npuaepkuBaics u  Hemenkui  ucciaegosarenar  O.Glauser [9, 34, 35].
CrpaBeyIMBOCTh CYXACHUH DJTHX HCCIeAOBaTeNied COCTOMT B TOM, YTO B
OOJBIIMHCTBE CIIy4YaeB JOKAIHHOTO aMWJIOW03a JEMO3UThl 00Pa30BaHbl TEMH K€
Oeykamu, YTO TP NEPBUYHOM M aCCOIMUPOBAHHOM C MHOXECTBEHHON MHUEIOMOM
aMUJION03€ — JIETKUMH IensaMu uMMmyHorinoOymuHoB (JIL[M). Tlo coBpemenHoi
Kiaccudukaruu 3Td (GopMbl 00pa3yrOT €IUHYI0 OHOXMMHUYecKyro rpymmy AL-
aMUJION034.

G.W. Briggs B cBoeil kimaccupukanuu, omyOnmkoBaHHOH B 1961r.,
cormamaincst ¢ wMHeHneM H.A.Reimann o camoCTOATENbHOM  3HAa4eHUU
OITYyXOJIEBUJIHOTO (JIOKAJIBHOI'0) aMUJION103a; IPH 3TOM BaKHO OTMETHTh, YTO OH
0c000  BBLICTWJI  CpeAu  JIOKANbHBIX  (OpPM  aMWIOMAHOE  MOpPaXKEHHE
pecMpaTOpHOro TpakTa, TEM CaMbIM MOJYEPKUBasi 3HAUEHUE STOT0 BapHUaHTa, Kak
omHoro w3 HambOoyee uacteix. G.W. Briggs oOpatwn Takke BHUMaHHE Ha
BO3MOXHOCTb TU(PPy3HOTO WM Y3JI0BOTO TUIA AEHO3UIUH, YTO BAKHO YUYHUTHIBATH

NIpH TUATHOCTHKE | JedeHuu [9, 21].
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Bonbiioll mpopelB B UCCAEAOBAHUM aMHJIOMA03a ObUI CIENaH BO BTOPOM
nooBruHe XX BeKa NP HW3YYCHHH OMOXMMHYECKOTO COCTaBa aMUJIOUTHBIX
neno3uToB. [IpUMEHUTENBHO K JIOKaJIbHOMY aMUJIOHUI03Y 3TO OCOOEHHO XOpPOILIO
BUJIHO Ha mpumepe sBomronuu kiaccuduxanuu B.B.CepoBa, koTopslii mocie
OTKPBITHS OETKOB-TIPE/IIIECTBEHHUKOB JIOKALHOTO aMUJIOU103a JOMOJHUI CBOIO
kinaccuduxanuio 1977 roga neneHueM JIOKAJIbHOTO aMHJIOUA03a Ha SHAOKPUHHBIN
M HedHIOKpuHHBIA [6]. K sHIOKpUMHHBIM (dopMaM OH OTHOCWJI aMUJIOUI03
npencepauii, o0pa3oBaHHBIA MPEACEPAHBIM HATPHUIUYPETHUECKUM (HAKTOpPOM —
AANF [146] 1 aMUIMHOBBIH aMHJIOHW03 OCTPOBKOB IMOJKEITYAOYHOU KEJIe3bl —
AIAPP [8]. B rpynny HesnmokpunHbix ¢opMm B.B.CepoB BKIIOYMI aMUIOUI03
aopThl (peaibOYMuUH), epeOpanbHblii aMuon103 (AP — B-mpoTerH), aMUION 103
riasa (1mceBaodKc(hoNMaTUBHBIN MaTepral U3 JeTpaupymuX GOoToperenTOPHBIX
KJIETOK), MIPOCTATHI H/UJIM CEMEHHBIX My3bIPbKOB (HEM3BECTHBIM B TO BpeMs OCIIOK-
HpPEANIECTBEHHUK).

OHIOKpUHHBIA amwmiono3 1o MHeHuto B.B.CepoBa pasBuBaercs B
pe3yibTaTe HAKOIUICHHsS B OpraHax B OOJIBIIOM KOJHYECTBE MPOropMoHOB [8].
Tak, HakOIUIEHHE aMUJIMHA B OCTpPOBKax JlaHrepranca MOIXKEIYIOYHOW KEJE3bl
CUMTACTCS B HACTOAIIEe BpeMs BaXHBIM (akropoM oOpa3oBaHUS U
IporpeccupoBanus amuinHoBoro ammiaonmo3a (AIAPP) u  umHCYyIMHOBOI
HEJOCTaTOYHOCTH M PACCMATPHUBAECTCS B KadecTBE MOPQOJIOTHYECKOr0 MapKepa
caxapHoro paumabera 2 Ttwmma. [lo nmamweiM Hai-Lu Zhao wu coaBT. mnpm
THCTOJIOTUYECKOM MCCIIEI0BAaHUU TOKEITYA0YHOM jKeie3bl YMEPIIUX MallUeHTOB C
caxapueiM nuaberom 2 Ttuma y 93 uz 235 (39,6%) Osu1 oOnHapaxyen AAIPP-
aMUJION03, B TO BpeMsi Kak cpeau 533 manueHToB 0Oe€3 caxapHoro nuadera
AAIPP-amuonio3 ooHapyxeH Tosbko y 16 (3,0%) [164].

B nmanpmeiimem ObUT10 OOHApY>KEHO MHOKECTBO BapHAHTOB JIOKAITHHOTO
aMUJION103a DHIOKPUHHBIX KeJie3, B YaCTHOCTH KAJIBIIMTOHWHOBBIM aMHIIOWI03
(ACal) npu MenyasspHOM paKe MIUTOBHIHOM kene3nl u apyrue [138].

Tem HE MeHee, pOJb JIOKATBHBIX JCTIO3UTOB aMHIJIOWAA B IaTOTCHE3E

OHAOKPHHHBIX 3a00JIeBaHUII OKOHYATEIILHO HE onpeacicda, B CBA3M C 4YCM B
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HACTOSIIIEE BpEeMsi TEPMUH SHJIOKPUHHBIM aMHUJIOMJ03 CIEIyeT MpU3HATh
HEyJayHbIM, MpaBWIbHEe 0003HA4aThb €ro Kak JIOKaJbHBIM aMHJIOWI03
SHJOKPUHHBIX JKEJe3.

MHorue u3 JoKanbHbIX (HOPM aMUJIIOHUI03a PAa3BUBAIOTCS C BO3PACTOM, YTO
no3osiniio B.B.CepoBy cuutarh ux crapyeckumu (CeHUIbHbIMHU). [lo maHHBIM
I. Steiner u coaB., ywactora AANF-ammionmo3a JMHEHHO YBEIMYUBACTCS C
BOo3pacToM Ha 15-20% B kaxkayro aekany JeT u gocturaet 95% cpean naluyveHToB
BO3pacTHOM rpynmsl oT 81 roga 1o 90 net, B To BpeMsi Kak caMOi MOJio1oM Oblia
Bo3pacTHas rpymmna 31-40 ner, cpeau kotopbix yactora AANF-amumnongosza
cocraBuia 17% [142].

«CTapueckuMmu»  SIBISIOTCS  Takke MHorue ¢GopMbl  LepedpabHOTO
aMUJIOW03a, KOTOpbIE JIEKaT B OCHOBE pPAa3IUYHBIX HEHpOJereHepaTuBHBIX
3a0oneBanuunii. Tak, cumTaercs, 4ro npu O0Je3HU AJbLreiiMepa MOBBIIIEHHAS
OPOAYKIUS W HapylIeHHe SJIUMUHALMKA OJIMTOMEPOB W TOJIMMEpOB [-0erka,
OpUBOJIUT K oOpa3oBaHuto P-amuionna (AP) ¥ Tak HA3BIBAEMBIX «AMHJIOMIHBIX
(CeHMIIbHBIX) OJISIIEK» B MAPEHXUME FOJIOBHOTO MO3Ta, KOTOPhIE OMOCPEIOBAHHO,
yepe3 MECTHYI) HMMMYHOBOCHAIHMTEIbHYIO PEaKIUI0 BbI3bIBAIOT HAPYIIECHUE
HEeMPOACCOIMATUBHBIX CBsi3el M amonTto3 HeipoHoB [129]. C apyroit CTOPOHBI
M3BECTHO, YTO KOJUYECTBO CEHWJIBHBIX OJsileKk mpu OoJe3He AubIreiimepa He
KOppEIUpyeT C TSDKECThIO JEMEHIIMH, a KOJMYECTBO HEeHpohUuOpHIIsSpHBIX
«KITyOKOB», 0Opa3oBaHHBIX tau-OeTKoOM, HAMpPOTUB MMEET IMOJIOKHUTEIHHYIO
Koppelsinuio ¢ Tsbkectbto  gaemeHmmm  [114]. Omam w 1e ke  Oenku-
MPEANIECTBEHHUKA aMUWJIOUJa B TOJOBHOM MO3r€, MOTYT BbI3BIBaTh Pa3JIMYHbIC
KIIMHAYECKUE COCTOSHM. Tak, moMuUMO Ooisie3Hn AujbnreriMepa, [-0emok
ydacTByeT B Tiporecce (HOPMHUPOBAHMS aMUIIOWIHBIX JETO3UTOB B COCyAax
rOJIOBHOTO MO3ra IpH LepeOpalbHON aMUIOUIHON aHrnonatuu [25, 26, 52, 162],
a HapylleHue Mertabosim3ma tau-Oenka nmpuBOAUT K Ooye3nm I[lapkumucona [114,
140]. BBuay CIOXHBIX MaTO(MOUZHOIOTHUYCCKHX CBSI3€H MEXAY aMUIOUIHBIMH
JEMO3UTaMU B TOJOBHOM MO3I€ M OINHUCAHHBIMM HEWpPOJereHepaTUuBHBIMU

3a6OHCBaHI/IHMI/I, da TaKXKC HCONPCACIACHHOCTH POJH ACIO3WTOB aMHIIOWa B



18
ATHOJIOTUM JTUX 3a00JIeBaHWA, B HACTOSIIEC BpEeMs B OTHOIICHWM HHX HE
PCKOMEHIYIOT HCITOJIb30BaTh TEPMHH «IepeOpabHbIA aMuion103» [18].

B wuccnenoBanun B.B.Epmunosa (1996r.) wacrtora ammiounyioza rias
BBISBIISIEMass TPEHMYIIECTBEHHO Y TMOXKHWIBIX JIMI] 0 ayTOTICMHHBIM JTaHHBIM
oueHena kak 27,8% [5, 159], aBrop otHocmn 3Ty QopMmy ammiIonmo3a K
crapueckoMmy. [lo3gHee OBUIO TMOKa3aHO, YTO OEIKOM-TIPEAIIECTBEHHUKOM IIpU
aMHUJIOMI03¢ POroBUIIBI sBisseTcs kepatosnutenun — AKer [145]. Onnako
OTJIOKCHHMSI aMUJIOWJa B CTPYKTypax Tjlaza M MapaopOUTAIIBHON KJIETYATKH
OOHapy>KMBAalOT M MNpU APYruX (opMax aMHIOWI03a, KaK CUCTECMHBIX, TaK H
JIOKAJTbHBIX.

JIoKaJIbHBI aMWJIOU03 CEMCHHBIX ITY3BIPHKOB M CEMSIBBIHOCSIINX ITyTCH
MOJKET BO3HUKATh B pe3yjIbTaTe OTJIONKEHUS ceMeHorennHa 1 (ASeml), mporekaet
OCCCUMIITOMHO U SIBJIICTCS HAXOJKOHM y MAaIMEHTOB TIEPEHECIINX MPOCTATIKTOMHIO
0 TOBOJY 3JIOKAYECTBEHHBIX HOBOOOpa3oBaHMM U  J0OpOKAaYECTBEHHOM
TUMNEpIIa3ud  MPEACTaTeIbHOM — Kejie3bl, HO  MOXET  MPOSBIATBCS U
remarocrnepmueii [69, 82, 115].

CymiecTBylOT STpPOT€HHbIE (OPMBI  JIOKATBHOTO aMUJIOMI03a  KOXKH,
BbI3BaHHBbIC BBeJcHUEM HHCynIMHA (Alns-amuinong03) U aHTUPETPOBUPYCHOTO
npemnapara — sudysuptuga (AEnf-amunonmos) [33].

HezaBucumo ot opmbl aMuiionnosa, BEIYIIYIO POJb B aMHJIOUAOTEHE3E
(Kak TIpU CUCTEMHBIX, TaK W JIOKAJbHBIX (OpMaX aMHIIOMI03a) UTPAIOT OCNKH-
MPEAIIECTBEHHUKH, KOTOpbIle 00JagatoT KOH(GOPMAIIMOHHONW HECTAOMIBHOCTHIO U
CKJIOHHOCTBIO K arperanud B Bujae (pubOpuin amuiouna. M3sectHo Oomee 35
OEJKOB-TIPEIIIECTBEHHIKOB aMUIONIA. CoBpemeHnHas KIaccupuKarms
aMUJIONI03a MOCTPpOeHA HAa 0003HAYeHHH OEITKOB-TIPEIIECTBEHHUKOB B COCTaBe

aMuiona U cpeau HuX 21 crocoOeH BBI3BIBATH JIOKANBHBIN ammtonio3 (Tabauma

1) [135].
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Ta6inua 1. beaku-npeamecTBeHHKH JOKAJILHOT0 aMuionao3a [18].

Tun Benok-npennecTBeHHUK Tun OpraHbl-MHIIIEHH W POSIBJICHUS
aMUIJIOU/IA BO3HUKOBEHHS
AL Jlerkue nenu IILH Bce opransl, 00bruHO Kpome [[THC
UMMYHOTJI00YJINHOB
AH Tsoxenble Henu IT Bce opransi, kpome [THC
UMMYHOTJI00YJINHOB
ADan Jatckuii Oenmok H OHC
MIPE/IIIECTBEHHUK aMIJIOH]Ia
AB A Oenok-Tipe/ecTBeHHHUK, I1 HHC
«IUKHANY TUI
AR protein precursor, variant H [IHC
AaSyn a-Synuclein I1 I[HC
ATau Tau-6emok IT IHC
APrP [IproHOBBIH OEIOK, «TUKUIY I1 Bonesus Kpelitidensara-dkobda,
THII ®DatanpHas OecCOHUIA
[IpuoHoBkI# Oenok variants H Bonesus Kpelitiidensara-dkobda,
®datanpHas 6ecconnta, CHHAPOM
I'epcrmana-IlITpayccnepa-Ileiinkepa
IIpronoBsIit 6enok variant H ITHC
ACal IIpokabIIUTOHUH IT [Mapadommukynspueie kierkn (C-
KJIeTKH) rpu onyxossix DK
AIAPP AmunuH (OCTPOBKOBBIN IT OctpoBku Jlanrepranca
AMIJIOMTHBIN MOTHIenTrm)** MODKEITYIOYHON JKeTe3bl
AANF IIpencepanslii HaTpUii- II [Ipencepaus
yperudeckuid hakTop
APro IIposakTia 11 ['umoduzapHas mMpoIaKTHHOMA
Alns WNucynun II SATpOoreHHbId HHCYJINHOBBIN
aAMUJIOUI03 KOJKHU
ASPC Jlerounslii cypdakranT 11 Jlerxme
AGal7 I"anextus 7 I1 Koxa
ACor PoroBuuHbIN 1eCMOCHH 11 Porosnunsrii anurenuii, BomocsHeie
¢dommukymer Cornified epithelia, hair
follicles
AMed Jlaktamepun 11 Crapueckuii aMHUJIONI03 AOPTHI
AKer Keparosnurennn I1 Porosuma
AlLac Jlaktoddhepun I1 Porosuia
AOAAP OIOHTOreHHBIN aMen00i1acT- I1 OOHTOTeHHBIE OMTYX 0N
ACCOITMUPOBAHHBIN OCIOK
ASeml CemeHorenuH 1 I1 CeMeHHBIE MY3bIPbKH, TPOCTATA
AENf OHpyBUPTHT I1 SITporeHHBI aMUIIONI03

[Tpumeuanne: I1 —mpuobperennsiii, H —nacnencrsennsrii, [[THC — menTpanpHas
HepsHas cuctema, [THC — nmepudepudeckas HepBHas cucTtemMa

N3 mnpencraBieHHo TaOmuibl OEIKOB-TPEAIIECTBEHHUKOB BHJIHO, YTO
TOJIbKO HMMMYHOTJIOOYJIMHOBBI aMUJIOHWIO3 CIOCOOCH TOpaXaTh pPa3TudHbIC
OpraHbl, TOrJa, KaKk OCTaJlbHble OENKU MPEAIIECTBEHHUKH HUMEIOT CBOIO
OpraHoCNEeNU(PUIHOCT, U HE CIOCOOHBI MPUBOJUTH K JIOKAIBHOMY aMUIIOUI03Y

Ipyrux opraHoB. Tak, Hampumep oOOHapy>KeHHE aMWiIouja B TKaHU MoO3ra
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HCKJIFOYAET BO3MOXHOCTh aMHJIMHOBOTO aMHWJIOU]103a, TTOCKOJIBKY aMWJIMH MOXKET
CHUHTE3UPOBATHCA TOIBKO B OCTpOBKaxX JlaHrepranca mnoKenyJouHON Kee3bl.

B oTiauume oT cCUCTEMHOTr0 aMUIION]103a, HEOOXOAUMOM MPENNMOCHUTKON st
Pa3BUTHS KOTOPOTO SIBISICTCS LUPKYJSAIUs Oelika-peAIlIeCTBEHHUKA aMUJIon1a B
KpPOBU C BO3MOXHOCTBIO TOMNAaJaHUs 3TOro Oejaka B pa3iMuHble TKaHU, MpU
JIOKaJTbHOM aMUWJIOUJI03€ MPOJYKIIMS aMHJIOWJa OCYIIECTBISICTCS MECTHO B 30HE
M3HAYAJIbHOTO CUHTE3a OelKa-TpeaeCTBEHHUKA.

Tem He MeHee, MOKa3aHO, YTO MHOTHME U3 OEIKOB-TPEAIISCTBEHHUKOB
JIOKAJILHOT'O aMUJION]I03a TaKK€ MOTYT MOCTYINAaTh B CUCTEMHBIH KPOBOTOK, HO HE
CIOCOOHBI MHIYIIUPOBATh Pa3BUTHE CUCTEMHOr0 amuiono3a. [lo-BugumMomy, 310
CBSI3aHO C JIByMSI B3aUMOCBSI3aHHBIMH CBOWCTBAMH 3THX O€JIKOB — MHOTHE U3 HHUX
0o0samaloT OMOPHJIOKPUHHOW aKTHUBHOCTBIO U, IO 3TOW NPUYUHE, KOPOTKUM
NEPUOJIOM TIONY)KU3HU, HCUYUCISIEMBIM CeKyHJIamMu u MuHyTamu. C npyrou
CTOPOHBI IUPKYJALMS OUOAKTUBHBIX BEIIECTB B BBICOKOW KOHIICHTPALMH
(U3HOIOTHYECKH HEONpaB/laHa, PETYIUPYETCs MEXaHU3MOM OOpaTHOU CBSI3U U
KOPOTKHM TEpPUOJOM OHOXMMHUYECKOTO pacmaga MOJEKYlT OJTUX OelIKOoB.
Hampuwmep, MpEeICEPAHBIN HATPUNYPETUYECKUMN TEeTITU /T SBIISIETCS
KOPOTKOXXHMBYIIIEH MOJIEKYJIOH (mepuoa monypacnaaa 3-4 MUHYTHI), MOYEMY B
KIMHUYECKON TmMpakTUKe 00 aKTUBHOCTH JTOTO TNENTHAA 4Yalle CyOsaT o
KOHLIEHTPAILIMKU €ro MO3rOBOr0 aHajora (IponenTuaa), KOTOPbIX JIy4Ille MOI1aeTCs
craupaprmzanua  [4]. Ilpm 3TOoM HOpMasibHBIE KOHIICTPAIMM MO3TOBOTO
HAaTPUHYpPETUUYECKOrO0 MPOMENTHIa UCUYUCISAIOTCS MUKOrpaMMaMH B MIJIMIIATPE
(25-125 nr/mn) [4, 31]. B To e BpemMs HOpMabHas KOHIICHTPAIUS JISTKUX IICTICH
MMMYHOTJIOOYIMHOB — mpenmecTBeHHUKa Alg-ammimonmos3a, cocrtaBiser 5-26
MT/J1, TO €CTh Ha 3 TOPSIIKA BHIIIE KOHIICHTPAIIMA MO3TOBOTO HATPUIYPETUIECKOTO
MponenTuaa. OTH JaHHbIE YKa3blBAlOT HA BO3MOXHOCTh [IJIUTEIBHON U
MHTEHCHUBHOM  JKCIO3UIMU B  LHUPKYJIHUPYIOIIEM  KPOBOTOKE  OEJIKOB-
MPEAIIECTBEHHUKOB CUCTEMHOI0 aMUJIOU03a, B OTJIMYHME OT MPEIIISCTBEHHUKOB

nokanbHbIX GopM. Takum 00pa3zoM HUPKYIALUS OesKa-MpeAIIeCTBEHHUKA B KPOBU
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SIBJISIETCS BAXKHBIM JIMATHOCTUYECKUM MAapKEPOM CUCTEMHBIX (POpPM aMUIOHI03a B
OTJINYKE OT JIOKAJIbHBIX.

Nuorna npu AlLs-amuion103€ BO3MOXKHO 00Opa30BaHUE aMUJIONIa B TKaHIX
HOAYJSIPHOTO XapakTepa, 4YTO HMMUTUPYET JOKalIbHbIM amuiouso3. I[lo stoi
MPUYMHE TPAJUIMOHHBIA TOAXOJ K JehUHUIIMHM JOKAJIBHOIO aMHIIOMJ03a Kak
M30JIMPOBAHHOIO TMOPaXEHUsI OJHOrO OpraHa HE SBIACTCS OOBEKTUBHBIM U
CaMOJIOCTaTOYHbIM  KputepueMm. [lodToMy mnpu  YCTaHOBJIEHHMM JUarHosa
JIOKAJIbHOTO aMUJIOK/103a HEOOXOAMMO B MEPBYIO OUEPEb UCKIIOUUTh CUCTEMHYIO
MUPKYJSAIUI0 OeNKa-NpeAIeCTBEHHUKAa B KPOBH, YTO OCOOCHHO BaXKHO B Cllydae
pactipoctpaneHHoro AL -amunonjo3a (Hampumep, C BOBJICUYCHHEM TOpPTaHH,

Tpaxeu u OPOHXOB).
1.2 Dnupemuoaorua AL, -amuiionaosa.

B macrosimee Bpems ycrtaHomieHo, uyto JIIIM 4wactas OenkoBas
COCTaBIIAIONIAST JIOKAJIbHOTO aMujonjo3a. B miurensHOM 00cepBalliOHHOM
HaOmonenun S. Mahmood et al. (2015r.) JOKadbHBIM  aMHIOU]IO3
nuarsoctTupoBan y 606 u3 5050 60JbHBIX pa3TUYHBIMU BapHaHTaMU aMUJIOU103a,
U3 HUX Npu TUunupoBanuu amuionaa y 490 uz 501 (98%) nanuentoB BoisiBiIeH AL-
amunonao3 u y 11 (2%) — npyrue Bapumantel ammiongo3a (ATTR, AApoAl,
AIAPP) [87]. ITo maHHBIM APYTrOro MCCIeI0BaHUS, BKJIOYMBIIUM B Ce0s OMMCAaHNE
290 manueHTOB C JIOKaJIbHBIM aMuiiongozoM, y 120 (91%) u3 132 manueHToB,
KOMY ITPOBOMIIOCH THITHPOBAHKUE aMUJION/1a, BBISBIICH Takke AL-ammmonos [19],
B CBSI3M C Y€M MOXHO CJIleJlaTh BBIBOJ O TOM, 4To AL-Tum sBisieTcs: HamOoliee
pactupoCTpaHEHHBIM CpeAu JIOKaldbHBIX (opM ammionmosa. HM3BecTHO, dYTO
UCTOYHUKOM  CHHTE3a  JIETKUX  Ieled  MUMMYHOTJIOOYJTWHOB  SIBISIOTCS
MJIa3MaTUYECKUE  KJIETKH. Bo3HuKHOBEHHE  aMMIIOWJIOT€HHOTO  KJIOHA
MIa3MaTUYECKUX KIETOK B KOCTHOM MO3T€ MPHUBOJIUT K MPOAYKIIUU UMHU OEITKOB-
MPEAIIECTBEHHUKOB aMWJIOHWIAa C LUPKYJAIHEH 3TUX OEIKOB B KPOBEHOCHOM
pycne, uto Benétr K pa3Butuio Als-amunougosza. HampotuB, 3aceneHue
AMUJIOUJOTEHHBIM  KJIOHOM  IUIQ3MAaTHYECKUX KJIETOK 30H BOCHAJICHUS U

AHTUTCHHOM CTUMYJIIMU B TKAHAX MOJKCT BbI3bIBATH JIOKAJIBHYIO IMPOAYKIHIO
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aMuionga. OTO TakKe oO3Havaer, 4To JokanbHbii Al-amummonmos (AL,-
aMUJIONI03) WIM aMUJIOHIOMAa MOXET MOpakaTh MPAKTUYECKH JIOO0ON opraH,
BOBJICUEHHBIH B JAHHBIA TMPOIIECC, YTO SBIACTCS MPEIAMETOM 3HAYUTEIIHHBIX
JTUArHOCTUYECKUX TPYAHOCTEH. VYUMUTHIBasi BCE TMEPEUUCICHHBIE AapTyMEHTHI,
AKTyaJIbHOM  3aJayed  sABJIACTCSA  OINPENEIICHUE  ONTUMAJIbHOW  CTpaTEruu
muddepennmansaoro nuarnoza AL - u ALs-amuionosa.

Tounble naHHble O pacmpocTpaHeHHocTH AL -amunono3a HEU3BECTHHI.
CyauTth 0 ero 4acToTe MOKHO KOCBEHHO MpPH CpaBHEHHUH ¢ Oosiee n3yueHHou ALg-
aMUJION103a, 4acTOoTa KOTOpoW nocturaia 5,9-12,8 Ha 1 MUIIMOH HaceleHUs B
3amagHbix cTpaHax B mepuoxa ¢ 1950 mo 1989 roxa [75]. ITo muenuto Tiffany P.
Quock u coaBt. pacmpoctpaneHHOCTh ALgs-amMuiono3a exeroaHo pacteT Ha 12%
M COCTaBJIsieT B HacTosmiee Bpems — 40,5 ciiydyaeB Ha MHJUTHOH Hacenenus [102,
113], tem He Menee Als-amuiaongo3 ocraercss peakuMm 3aboneBanueM. Ilo
pe3ysbTaTaM KpYIHOTO oOcepBallMOHHOTO HccienoBanus Shameem Mahmood u
COaBT. ObUTO OOHapyxkeHo, uro AL, -amunonnos cocrasisier 7-12% B cTpyKType
BCEX THUIOB ammiouao3oB [71, 87]. OpHako HMCTHHHBIE JaHHBIE O

pacnpoctpaneHHocTH AL | -aMuiion103a OTCYTCTBYIOT.

1.3 IIarorene3 AL -amMujionao3a, OCOOEHHOCTH JIOKAJbHBLIX ¢Gopm

IUIa3MaKJICTOYHBIX nncxpamﬁ

B ocHoBe mnarorene3a AlLg-amMmuiiongo3a riaBHYIHO poJib MIPaeT KIOH
MIa3MaTUYECKUX KIETOK, CHUHTe3upyromuil amunonnorernsie JILU, dro Obu1o
noka3ano G.Glenner u coas. eme 1971 roxy [50]. JomuHMpOBaHHWE B COCTaBe
JIIU  B-cximamyaThix  KOHMOOPMAIIMOHHBIX  CTPYKTYp  SIBJISETCS  TJIABHOU
MPEANOCHIIKOM WX aMWJIOWJIOTEHHOCTH. Peanmuzamus 3TOW  NpeanoChUIKA
BO3MOXHA  IIPU  HE3HAYUTEIIBHBIX  MEPECTPOMKAX  MOCJIEAOBATEIBHOCTH
aMHHOKUCJIOT B Mosiekynax JILM, Bo3HUKaONUX B pe3yibTare (PU3NOJIOrHuecKon
peappaHXUpOBKY I'e€HOB BapuabenbHOUM U kKoHCTaHTHOM obnactu JILIU B mponecce
UMMYHOTO OTBEeTa Ha aHTHreHHyr cruMmyisimuio [112].  Hecmorps Ha
xapaktepuyto s JILHM B-cknagyaTyro aHTUNapauiedbHYI0 KOHPOPMAIIMOHHYIO

cTpykTypy Oenka, He Bce JILU sBisrorcs amunonnoreHHsiMu [93]. OO sTom
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CBUJIETENILCTBYET TOT (DAKT, 4TO TOJIbKO Y 12-15 % manueHToB ¢ MHOKECTBEHHOM
MuenomMoi pazsuBaercs AL-amumonmos [107].

CornacHo Teopuun BbIABUHYTON P.Wastermark, mpu AL -amwmionmose Tak
xe kak u npu Als-amunonnioze Oenkamu mpeniniecTBeHHuKamu sipisirotes JILU,
HO B OTJIMYME OT CUCTEMHOTO aMUJIOU03a, MPOAYLUPYEMBIE JIOKATBHBIM KIOHOM
ma3MaTH4YecKux KieTok [36, 57, 86, 124, 132, 158].

Yamie  Bcero  aMUJIOMJOTEHHBIE  MEPECTPOMKU  aMUHOKHUCIOTHOMN
MOCJIEIOBATEILHOCTH OOYCJIOBIICHBI MYTAIlMsIMU B T€HaX BapuaOeIbHON 00JjacTu
JILIN [137], mpuuéM cocTaB MOCIIEIOBATCILHOCTH aMHHOKHCIOT BapHaOeIbHOMN
obnactu JIIIU moxer cymecTtBeHHO oTinuathes npu AL - u Als-amunoungose
[40, 93]. Tak, T.Kourelis u coaBT. mcciaemaoBaau OwonTarbl ammiouaa y 120
nanueHToB ¢ AL -amunougo3zom u y 701 manmenta ¢ Als-amumoummo3om. B
pe3yabTaTe UCCIASIOBAHUS aMIJIOW A KUIKOCTHON XpomaTorpadguel B coueTaHUU
C TaHJEMHON MacCHEeKTpOMETpHed aBTOpamMHu ObUIO IMOKa3aHO, yTo mpu AL, -
aMUJIOU03€ JTOCTOBEpHO dHamie, yem npu Alg-amuionmose, B KayecTBe Oenka
NpeIlIecCTBEHHNKa aMuiIonaa BbicTynaloT cBobomgusie JILHUM ¢ momenom
BapuabenpHON oOmactu, 3akomupoBaHHbIM reHoMm KV3-20 (uzorunm kappa Il
HOArpynmel), u Tsokedasle nenu IgM, IgA, a npu Als-ammitonmosze — JILU
3akogupoBanHbie TeHoM LV6-57 (u3otum lamda VI moarpynmer) [70]. Taxke mpu
AL, -aMunono3e BBISBISIOT OJHOBPEMEHHYIO JICTIO3UIMIO JIETKUX M TSKEIBIX
Ieneil MMMYHOTJIOOYJIMHA, 9TO peaKo BcTpedaetcs npu Als-amwmionmose [67].
Psn uccnenoBareneil moaTBep:xkaaeT, yto npu AL -amunouposze B 3 pasza yaiie
BcTpeuaeTcs aeno3uius kappa JILU mo cpaBaenuto ¢ lamda-uzorumom [87].

Cunte3 omnpenenennoro usotuma (kappa wmm lamda) amunonmoreHHBIX
JIOU siBnsieTcst OHUM U3 TJIABHBIX MEXaHU3MOB 00pa3oBaHus aMmuiionaa. Jpyrum
HE MEHEee BaXHBIM (PAKTOpOM SIBIISIETCS BBICOKAs MpoiudepaTHBHAS aKTHBHOCTH
a0eppaHTHBIX IUIa3MAaTHYECKUX KIETOK, HeoOXoaumas il  HAKOTUICHHUS
KpUTHYECKON Macchl amuiiougHoro cyoctpara (JILIM) B Tkausx. Ilo MHeHuto
P.Wastermark, 6omnee Boicokas gyactora kappa usorumna JIL B cocraBe ammiona

npu AL, -amunonnose, OOBSICHACTCA TEM, 4YTO, HECMOTPS Ha HMX MEHBIIYIO
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CIOCOOHOCTh (POPMHUPOBaHUA [-CKiIaIyaThIX (PUOPUIUIL, MECTHO MPOLYLHUPYIOUIUI
KJIOH IUIa3MaTUYECKUX KIIETOK CO31a€T YCIOBHUS BBICOKOM KOoHLeHTpauuu JILU,
YTO TMO3BOJISIET MM MPEoOPa30BhIBAThCA B amuiona [158].

[To-BuarMOMY, TPUHITUIHAIBHBIM OTIMYHUEM TUIA3MAKJIECTOYHOW JTUCKPAa3un
npu AL -amunonnoze ot TakoBodl mnpu Alg-amuionnose sBIsSeTCS pazinyHas
OPraHOTPONMHOCTh ~MUTPHUPYIOMINX aOEppaHTHBIX IUIA3MAaTUYECKUX  KIIETOK.
®dakTophl, OOYCIOBIUBAIOIIUE TMOSBICHUE B Pa3IMUHBIX OpraHax JOKaJIbHOTO
KJIOHA TUTA3MAaTHUYECKUX KIIETOK, OCTAlOTCS HesACHbIMH. OJHAKO UMEIOTCS JaHHEIE,
YTO JOJTOXKHUBYIIHME IJa3MaTuyeckue kieTku, umerniue peuentop CXCR4, non
Bo3neictBueM xeMoknHa CXCL-12 cnocoOHbl MUTpUpOBaTh M3  CBOUX
€CTECTBCHHBIX HHUINEH (KpacHas MyJblia CeJe3eHKH, JTUMEGATUUECKUE Y3JIbl U
KOCTHBIA MO3T') B MECTa XpPOHHUYECKOTO BOCTAJICHUS U aHTHTCHHON CTHUMYJISIIUU U
yICPXKHUBATHCSA B HHUX, IPU 3ToM MecTHO mpoayuupys JILIU [22, 54, 105]. Beuio
nmokazaHo, 4YTo d3ToT ke xXemokuH (CXCL-12) ydvacTByeT B MUTrpaluu
3JIOKQYECTBEHHBIX  IJJa3MAaTUYECKUX  KJIETKOK M3  KOCTHOrO  MO3ra B
nepudepruuecKkoe COCyANCTOE PYClIO Yy MAlUEHTOB ¢ MHOKECTBEHHOW MHEIOMO,
OCJIOKHHUBIIECHCS SKCTpaMeayIIPHOM IIa3MOLIMTOMOM [46].

Ha ocHoBanmm omnucaHHblXx HaOmomenuin AL -amumionmosa  ObLIO
YCTaHOBJIEHO, YTO HauOoJiee YacTO MOPaKaIOTCS OPraHbl, CIU3MUCTasi 000J0uYKa
KOTOPBIX COOOIIAeTCs ¢ OKpY Karolel cpeor uin Oblia oABEp)KeHa IITUTEILHON
TpaBMaTu3aluu (TOpTaHb, KOHBIOHKTHBA BEK, MOYEBOW Iy3bIpb, CIU3UCTAS
MOJIOCTH POTONNIOTKH). B cBs3m ¢ stum P.Wastermark’om ObuTO BBICKa3aHO
MPEANoJIoKEHNEe, YTO OJHUM W3 TJIABHBIX (akTopoB wuHHUIMUpYromux AL, -
aMUJIOUJ03 SBISCTCS XPOHHYECKOE MecTHoe BocmaineHue [87, 158], uro
cornacyercs ¢ naHHbiIMA O BiausHuM CXCL-12 Ha Murpanuio mia3MOIUTOB.
[TpumepoM cKa3aHHOTO MOXET CIYKUTh omnmcaHHbi A.Ravindran u coasr.
KIMHUYECKUH Ciydail mojukinoHaidsHoro AL, -amumougosza TBEpmoro Hebda y
namnueHTa 74 jeT, HOCUBIIETO 3yOHOU MpOTe3 BepXHEW YentocTu. ABTOpaMu ObLIO
BBICKA3aHO TMPEIONIOKEHNE, YTO [JIUTEIHPHOE MEXaHWYECKOE MOBPEXKICHUE B

pe3yibTaTe HCIOJIb30BaHMS 3yOHOro TMpoTe3a IMPHUBEIO K XPOHUYECKOMY
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BOCIAJICHUIO CIU3UCTON 000J0YKM TBEpAOTO HeOa u passutuio AL, -amuiiongo3a
[116]. Onucan u nmpyroi cimydait AL -amwuionno3a TBepaoro HEOGA, MO MHEHHUIO
aBTOPOB, TAK)KE CBA3AHHBIN C JUTMTEILHBIM HOIIEHUEM 3yOHOTO mpoTte3a [12, 144].

Hpyrumu ¢dakTopamMu accOUMUPOBAaHHBIMU ¢ pa3zBuTheMm AL, -amunounnosa
MOTYT OBITh 3a00J€BaHUsI, COMNPOBOXKIAIOIIMECS TOPAKEHUEM CIU3UCTHIX
obosouek, Hanpumep, cuuapom Illerpera u MALT-mumdoma (mucosa-associated
lymphoid tissue lymphoma) [53, 73, 81]. Tak, no nauusiM Kourelis et al. curapom
[lerpena 3apeructpupoBat y 14 u3 52 nauueHToB ¢ AL -aMUIION030M JIETKUX U
y 6 u3 53 ¢ AL -ammiiousiozom koxu, a MALT-numdoma Obuta JuarHoCTUpPOBaHA
y 10 u3 52 manmentoB c¢ AL -amumoujo3om Jjerkux mu y 6 u3z 53 ¢ AL,-
ammionso3oM koxu [71]. MHTepecHbiM ¢akToM siBisercss HaOmonenue AL, -
aMUJION103a aCCOIMUPOBAHHOTO ¢ cuHapoMoM Illerpena, koTopslit oTMedancs y 3
NAllMeHTOK C JIOKaJbHOM MPOMYKIMEH aMuiIouja B pa3HbIX opraHax (Beke,
MOJIOYHOM KeJe3e, JIETKUX U KOXKE), B CBSI3U C YeM aBTOPBI MPEJIOKUINA TEPMUH
«MHOKeCTBeHHOU amunouaoMbl» [61]. TTo manmHbeiM Ryne u coast., y 5 u3 20
naneHToB AL -ammiion03 6but acconuupoBadd ¢ MALT-mumdomoit, mpu sTom
JIENIO3UTHl aMIJIOKA BBISBIISIIM KaK B OpraHax, B KOTOPBIX pa3BUJIach JuMQpoma,
TaK M B OTAaJCHHBIX opraHax [125]. B ciydae aMHIOMIOMBI ACCOIMMPOBAHHOM C
MALT-nmumdomoii, mpocMaTpuBaeTcs aHanorus ¢ pasButueM Alg-ammiongosza
npu  pasIuuHbIX JuMdonponudepaTuBHbIX 3a00J€BaHHUAX, HAMpUMEp TIPH
MakpornooynuHemun  BampaeHnctpema.  OpHako — MEeXaHHU3MBI  MOJOOHOM
accommanmu Tipu AL -amMWIoug03€ OCTaeTcs TOKa HESICHBIMU U TPEOYIOT
YTOUHEHHUS.

B cBs3u ¢ BbllIECKa3aHHBIM XPOHUYECKUE BOCHAIUTENbHBIE 3a00JIeBaHUS
CM3UCTBIX  oOomovek, cuHapom Illerpera u MALT-mumbomy MOKHO
paccMmaTpuBaTh Kak GakTopsl pucka pazsutus AL -amunonnosa.

Cornacho runore3e P.Wastermark, rmrazmaTudeckne KICTKH MPUBICYCHHBIC
B OYarm XpoHWYECKoro BocnajeHuss nomumo JIIIWM  mponymupyror
XeMOTaKCHUUECKUU (PaKTOp, aKTUBUPYIOUIUA MUTPALIMIO0 MAKPO(ATroB U UX CIUSHUE

B TUTAHTCKHE KJIETKH, KOTOpbIe ipeodpasytor JILIU B ¢pubpmiier amwmtonna [158].
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Cxosasa runore3a obcyxxnanach U panee, B yactTHoctu B.B.CepoBbiM, B paMkax
MYTallMOHHOM TEOpUM aMWIOHWIOreHe3a, Ipu kortopou JILIM 3axBareiBaroTcs
amuioungobaactamu (Makpogaramu), Kotopele «nepepadarsiBaro™» JILU u cTpost
u3 ux (parmentoB GuoOpwuibl ammwionna [9]. Yuactue makpodaros B mporecce
aMIJIONIOT€HE3a  MOXET  OOBSICHUTh  ONUCaHHBIE  EAMHWYHBIE  CIy4au
«moyikIIoHanmpHoro» AL -ammimonnmo3a TBEépAoro Heba [51, 116]. Henspss
UCKTFOYUTh M HETOYHOCTh TNPUMEHSIMBIX METOJOB THIHPOBAHUS aMHIIOH]IA,
KOTOpasi TOKa3ajJla B JaHHBIX KIWHUYECKUX CIydasX HaJIUYAe OTIOKCHHUS
onHoBpemenHo Kkappa wu lamda JIIIM. HecmoTps Ha Bech HHTEpeC JTHX
BBICKAQ3bIBaHMM, BOMPOC O TOM, YTO BHOCHUT OONBIIMK BKIaJ B MPOIECC
ammwionnorenesa mnpu AL -amunonmoze, ydactue MakpodaroB B POJH
amuiougo0macToB  wiM - cuHTe3 ammiougorennoix  JIW  aGeppanTHBIMU
TUIa3MAaTUYCCKUMHU  KJIETKAMH, WJIH € O3TO J[Ba MEXaHW3Ma, MPOTCKAIOIINX
napaJiiesibHO, TpeOyeT NajabHEeHIIero n3y4eHus.

OOnHapyxeHue  IJIa3MOKJIETOYHOTO  KJIOHAa  BOJMM3M  amMuiouja H
MOJITBEPKICHUE €r0 KJIOHATBHOCTH YacTO 3aTPYAHEHO IO MPUYUHE TOTO, YTO
ToKcuuHble onuromepsl JIIIM, BXomsmime B coCTaB aMHJIOMIHBIX (GUOPHILT,
BBI3BIBACT THOENb IMJIa3MaTHUYECKUX KJIETOK. HekoTopbie aBTOPHI, KOMY YAalOCh
IPOBECTH UMMYH()EHOTHITMPOBAHWE, TIOKa3aIH, YTO ITH KjiIeTKku obmamaror CD138
u CD38 penenropamu, SBISIOMMMUCA HWICHTU(PUKAIMOHHBIMU MapKepaMu
IUIa3MaTUYECKUX  KIETOK, 4YTO  MOATBEPXKJIaeT UX  (EHOTUIIHYECKYIO
NPUHAUIOKHOCTh K OTHUM kietkam [24, 90, 160]. BcraencrBue rubenn
IJIa3MaTHYECKUX KJIETOK yMmeHblaercs nponykuus JILU u poct amumoungHOro
oOpa3oBaHHs OrpaHMuYnMBaeTcs. IToT (eHoMeHn mo3oaun P.Wastermark
OPUMEHSTh K aMWIOHJOME OJIHTET CaMOOTpaHWYHMBaromeiicss omyxonu [158].
Jlpyrue uccrienoBaTenay Ha3bIBaloT JaHHBIN 3 (EKT «CropaHuem» I1a3MOLUTOMBI,
a caMy aMHJIOMJIOMY «CTOpeBIIei» ma3morromoii [65, 79, 86].

[TomoOHBI MEXaHW3M TOKCHYHOCTH MPEAINIECTBEHHUKOB aMUJIOHWIA IS

Onu3IekKaMX KIETOK OMHCaH U MPHU JPYyTUX BapUaHTaX aMUJIOWI03a, HalpUMep
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rudelb B-KIeTOK OCTPOBKOB JIaHTepraHca ImopKeITyI09HOM Kee3bl IPH CaXapHOM
nuabere 2 tuna [59].
B To ke Bpems coxpaHEHHE XH3HECIIOCOOHOCTH IJIa3MaTHYECKHX KIETOK
CO3MIaeT TPEANOCHUIKH JUI PEHUAUBUPOBAHUS aMUIIOMI03a B 30HE HCXOJIHOM

JIOKAJIM3alrr WU C 3aCCIICHHUEM HOBLIX JIOKYCOB B HOp&)KGHHOﬁ TKaHMH.

1.4 Knuauveckne 0CO0EHHOCTH NMOPaKeHHMsI PA3JIMYHBIX OPraHOB NPH

AL, -amuiiongose

S.Mahmood u coaBt. yrBep)kaarT, 4To AL -aMUIONI03 C PaBHOM 4acTOTON
BO3HUKAET y MY>KUMH U xeHIIHH. Cpean 606 60IbHBIX JTOKATBHBIM aMUJIOUI030M,
uccinenoBanubix Mahmood u coaBr., mMemuana Bo3pacta coctaBwiaa 59,5 ner
(mmanazon 50-74 roma) [87]. Takas ke MeauaHa Bo3pacTa Oblia yCTaHOBJICHA
cpeau 413 manumenrtos, oOciemoBaHHbIX B KimHuke Meiio T.Kourelis u coaBr.,
OJIHAKO JMaIa3oH BO3pacTa MX MalMEeHTOB ObLI CyliecTBEHHO mupe — ¢ 13 mo 91
roga [71]. ITo mamueiv O'Halloran u coaBr. Hamboiee MOIOAOM BO3pacT
3aukcupoBaH y aeBouku 9 jet ¢ AL -amunongo3om ropranu [103].

Haubonee wacto mo JaHHBIM pa3lWyHBIX aBTOpoB mnpu AL, -amunonmose
MOpa)xaloTcs TOPTaHb, Tpaxesi, OPOHXH, JIETKWE, KOHbIOHKTUBA M TKAHH TJIA3HMUIIBI,
KOKa, MOYEBBIJICTUTENIbHAST CHUCTEMa, BO3MOXHO TMOPAKEHHE IEHTPAIbHON
HEpBHO#M cuctembl u aApyrux opranos [19, 80, 88, 94, 108, 157]. Xapaktep
KIMHUYECKUX  TposiBieHnit AL -ammwiongo3a 3aBUCUT OT  CTPYKTYPHBIX
0COOEHHOCTEW MOPaKEHHOTO oOpraHa. IJTO MOTYT OBITh CHMITOMBI MECTHOTO
CHABJICHHS] OPTaHOB M TKaHEW, OOCTPYKIIUU TOJBIX OPraHOB, KPOBOMOJTEKOB U
KPOBOTOUYMBOCTH BCJICJICTBUE MEXaHHYECKOTo moBpexacaus [28, 98, 106, 108].
ITo nmamapiM Kourelis et al. or mnepBBIX KIMHUYECKUX MPOSBICHUN 10
YCTAHOBJICHHS JIHAarHO3a TPOXOJHT, B cpeaHem, okono 7 wmecsmeB [71]. AL.-
aMWIONIO3 JIETKUX W >kenynouHo-kumedHoro tpakta (JKKT) moxkeT mporekaTth
OECCUMIITOMHO M SIBJISITHCA «CIYyYaHOW» HAXOJKOW MPU PEHTTCHOJOTHUYECKUX U
SHIOCKOIMMYECKHMX UCCICIOBAHMSIX 10 MIOBOY APYrux 3aboneBanuii [14, 60, 95].

C nmpyroif CTOPOHBI, TTOCKOJIBKY JICTIO3UIIHS aMUJION A HEPEIKO MPUHUMACT

HOIYJISIPHBIN ONyXOJICBUHBIN pocr, BO3HUKAET HEO0OXOIUMOCTh
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g depeHurpoBaHus MEXIY aMUJIOUI030M U 3JI0Ka4€CTBEHHBIMU
HOBOOOpa30BaHUSIMHU, OCOOCHHO MNpH JIOKAJIM3aIl[MKM B MOJIOYHOM kemeze [121,
151], romoBuom Mmosre [43, 128], nérkux M MOYEBBIACIUTEIBHON cucteme [14,
106].

AL, -amunonso3 OpraHoB [bIXaHUSI MOXET TMPOSIBIATHCS HE TOJBKO
MOpaKEHUEM TOPTaHU, BO3MOXHO BOBJICUEHUE MPOTSIKEHBIX YUACTKOB BEPXHUX U
HUKHUX JIBIXaTEIbHBIX MyTEH: MOPaKeHHUE MOJOCTH HOCA, POTOTJIOTKH, TOPTAHH,
Tpaxen U OpoHXOB. BaxHoe 3HaueHME HMEET YKa3aHUE XapakTepa pocTa
aMUWJIOUJOMBl — HOAYJISAPHBIA (y37m0BOM) wian  aud@y3HO-UHPUIBTPATUBHBIN
(uHTepcTHIMANBHBIN). B ciydae muddy3HON Aeno3uinuud B JETKHX OCOOCHHOE
3HaueHHWe wuMeeT TiarenbHoe auddepenuupoBanue mexay AL - u Algs-
aMUJIOUI030M.

[lopaxxeHue ropranu, TpaxeoOPOHXUAIBLHOTO JIepeBa M JIETKUX B BHUJC
MOJICTU3UCTBIX OJISIIEK, Y3€JIKOB, MCEBIOOIMYXOIH, HUPKYISIPHOTO YTONIIECHUS
CTEeHOK JpbIxatenbHbIx myTeit T.Kourelis u coart., Habmogamu y 149 u3 413 (36%)
narrenToB ¢ AL -amuionmo3om, B To Bpems kak S.Mahmood u coaBr. y 174 u3
606 (29%) [71, 87]. B ropraHu amMHIOMI MOXKET IOpa)kKaTh CIAM3UCTBIC HAI- U
MOJICKJIATOYHOTO  MPOCTPAHCTBA, TOJIOCOBBIX CBSI30K, a TaKkKe IIMPOKO
pacIpoCTPaHsITLCS 3a IPeaeibl TOPTAHU C BOBICYCHHEM Tpaxeu u Oponxos [109].
Haubonee yacThIMU MPOSBICHUSMU aMUJIOW03a TOPTAHU SIBISIOTCS OCHUILUIOCTD
rojioca, YyBCTBO 3aTPYAHEHHOTO JIBIXaHWsSI, OJIBIINIKA TpU (PU3UYECKON Harpy3Ke.
YacTo Bpaud OMIMOOYHO AMATHOCTHPYIOT XPOHUYECKUA WM OCTPBIM JIAPUHTUT
[28, 29]. [Ipu 3HAumMTETHLHOW MAacCe aMIJIOMJIOMBI MOXET Pa3BHBATHhCS CTCHO3
rOpTaHH, CO3JAIOLUK JI0)KHOE BIEYATICHHE OO0 OMyXOJM WM OpOHXUAIBbHOU
actme [131]. OOBIYHO y MAaMEHTOB C aMUJIOWI030M TOPTAHHU JIUATHOCTHPYIOT
100pOKaYeCTBEHHOE 00pa3oBaHUE, IO TMOBOAY YEro MPOBOIAT OMNEPaTUBHOE
neyeHue. Tonapko  moOcCle  TOJNYYEHUS  PE3yJbTaTOB  THCTOJIOTHYECKOTO
WCCJICJIOBAHMS YIAJICHHOW TKAHU YCTAaHABIMBAIOT MPaBUILHBIN quarno3 [147].

[Topaxenne ropranu Bo3MOkHO M Tipu Algs-amwmionmose [16], ommcan

TaKkk€ aMWIOUJI03 TOpPTaHM B paMKax peakod (OpMbI HACIEICTBEHHOIO
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anoaunonporenHoBoro (AApoAl) amuinongosa [141, 152]. Tak De Sousa u coasT.
ormucamn AApPoAl (Leul78His) amumiongo3 y (paHIly3CKOW CEMbH, B KOTOPOH
obu10 3 nmoyepu u 1 ChIH, MaTh ymepya B Bo3pacTe 74 neT, a oTell B Bo3pacte 56
JeT OT LMppO3a NMEYEHH HEU3BECTHOW STHUOJNIOTMH. Bbbuio 0O0HApYXEHO, YTO CHIH
ymep B Bo3pacte 39 5er B pe3yibTaTe MNPOTPecCUpOBaHUs MOPGHOIOTHUYECKHU
MOATBEPKICHHOIO aMWIIOWI03a cepaua. Y OAHOM H3 Joyeperd B Haudaine 4
NECATUIICTUS KU3HU MOSIBUIUCH NUCHOHUS, O0YCIOBICEHHAs 00bEMHBIM MOJUIIOM
JIEBOM TOJIOCOBOW CBSA3KH, YEIIYMYATOE MOPAKEHUE KOXKH JIMILA, PYK U KOJCHEH, a
TaKXKe NPU3HAKH «MHUKCEIEMAaTO3HOI0» TMOpakeHus cepaua, nepudepuyeckas
MOJIMHEBPOMATHSI C YMEHBIICHHEM aMIUIUTYAbl MOTEHIIMAIOB YYBCTBUTEIBHBIX
BOJIOKOH 1O jAaHHBIM siekTpomuorpaduu. CekBenupoBanue JIHK wmetomom
MOJIMMEPA3HON IEMTHOM PEeaKIMy MO3BOJMIO BBISIBUTH OJHOTOUYCUHYIO MYTAIIUIO
Leul78His B sk3one 4 rena apoAl. Y nByx Apyrux jgodepeil 3abosieBaHue Ha
MOMEHT  TpOBEJCHUs  OOCIHeAOBaHHS  KIMHUYECKH  HE  MPOSBISIOCH.
Nmvmynorucroxumudeckoe (MI'X) wuccinemoBaHue ayTONCHUHHOIO MaTepuaia
ymepirero ceiHa ¢ Anti-ApoAl um Anti-TTR mnokaszano HaauuWe B COCTaBe
aMUIIONIa aloJIMIIONPOTEHHA W HOpMajabHOro TpaHctuperuna [141]. Ilo-
BUIUMOMY, 9Ty (GOpMY aMHIOHA03a CIEIYyeT MO0J03peBaTh MNpPU HCKIIOYCHUHU
CUCTEMHOT0 WM JoKajgbHOro AL-ammiionso3a, OCOOCHHO Yy TMAIMEHTOB C
OPOSIBJICHUSIMH  CHUCTEMHOTO TOPaKEHHS OPraHOB M HAJIMYUMEM TMOXOKHUX
MPOsIBJICHUM B ceMbe. JIiist aToro Heooxoaumo ocymecTisaTh UI'X-ucciaeqoranue
OWOIICUIHOTO WM ONEPAllMOHHOTO MaTepuaia C TaHENbI0 AHTHUCBIBOPOTOK K
pa3IMYHBIM THIIAM WMMYHOTTIOOYJIMHOB, BKiItouas Kappa u lamda JILIH, SAA,
TTR. Jns mnonreBepxaennss AApPOAl-ammiongo3a TropTaHd HEOOXOIUMO
ucciieoBaHKe TeHa amoymnonpoTenna Al [87].

[Ipu npoBeneHuun OpPOHXOCKONUU OOHAPYKUBAIOT YYACTKH YTOJIIEHHS
CIM3UCTOM  OOOJIOUKM Tpaxeu U  OpOHXOB  CEpPO-KEITOBATOrO  IIBETA,
TUCTOJIOTUYECKOE HCCIEOBAaHME KOTOPBIX MOJTBEpkIaer nuarHo3 AL, -
amuionzo3a. B penkux ciaydasx mpu TOTaIbHOM MOPAKEHUU CTEHKU OPOHXOB

AbIXaTCJIbHAsA HCAOCTATOYHOCTb MOXKCT IIPOTPCCCHUPOBATh U NIPUBOAUTL K CMCPTHU
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narmenTa [104]. U3BecTHbl ommMcaHUs dpPO3UM  CIM3UCTOW OpPOHXOB W
nocieayomux kpoBoreuennii u3 Hux [98, 108]. M.Paccalin u coaprt. onucanu
CMEPTh KEHIIUHBI 95 JIeT, CIycTa 26 MecsIeB, OT MOMEHTa TPaxXeoCTOMHUHU U
SHIONPOTE3UPBOAHUs ropraHd 1o moBody AL, -amuiougo3a ropranu [108].
A.O’Regan, B cBOIO ouepeab, onucain 10 nanueHToB ¢ TpaxeoOpoHxuaibHbIM AL, -
ammiionsiozomM. Cpenu 3tux 10 maumeHTOB yepe3 7-8 JIET Mociie yCTaHOBJICHUA
IuarHoza ymepino 2 mnaumenta (MyxuuHa 44 ner u oxeHmmHa 50 JeT) c
NPOKCUMAaJIbHBIM MOpa)KeHUEM (TOPTaHb U Tpaxes) OT HapacTaoIIeN JbIXaTeIbHOMI
HEJ0CTaTOYHOCTH B PE3YJIbTATE PACIPOCTPAHEHUS AMHJIOMJHBIX OYaroB B 30HY
pECIIUPATOPHOTO TpakTa, elle OoJHa nauuveHtka 40 JeT ¢ MmopakeHueM Tpaxeu U
OpoHXOB yMepia uepe3 12 neT mocyie yCTaHOBJICHUS [UarHos3a B pe3yjbTaTe 4acTo
permauBupyomux maesMonuii [104]. BonbHbIe peabIBIISsIIN KaIO0Obl Ha Kalllelb,
OJIBIIIIKY, KPOBOXapKaHbe, MO JaHHBIM OPOHXOCKONMUHU OTMEYallach aMUJIOW]IHAS
UHQUIBTPALMS CIU3UCTON TOpTaHU, TPaxeH MKEJITOBATO-CEPOro I[BeTa, y 000MX
NAIMEHTOB C TMOpPaXXEHHEeM TOPTaHH IO JaHHBIM CIHUPOMETPUU OTMEYAIHCH
PU3HAKU BBICOKOM 00CTpYKIMU AbixaTenbHbIX myTei (ODB1 — 50-59%, OXEJI -
71-84%, wnnexc Tudpduo — 52-60%), nokazarenu nuddy3noHHONW CIIOCOOHOCTH
aerkux (DLSO) Obutu y1oBIeTBOPUTEIBHBIMU — 99%, NaHHBIX CIIUPOMETPUU IO
TpeThell MallMeHTKe aBToOpaMu He mpeaocTasicHo [104].

L.Chow wu coaBT. ommcaau CMEpTh MalMeHTa 38 JeT B pe3yibTare
MAaCCHUBHOTO KpOBOTCUCHHS U3 A3BBI ropTanu npu AL, -ammnongose [28].

[Tpu AL, -amunonmosze Nerkux OOBIYHO OMPEACISIOTCS CANHUYHBIC WIH
MHO>KECTBEHHBIC Y3€IIKH B JIETKHX, KOTOPbIE MOTYT MOJABEPTaThCs KaNbIU(PUKAIINH
[16, 160]. [TarmeHTHI MOTYT IPEIBABIATH KATOOBI Ha Kalle)Ib M OJBIIIKY, OJHAKO
yaie 3a0oJieBaHUE MPOTEKAeT OECCUMITOMHO M JIMAarHOCTUPYETCS CIy4ailHO Ipu
pyTuHHOM (rooporpaguueckoM oOcienoBaHUM. B CBA3M ¢ MpeuMyIEeCTBEHHO
Y3JI0BBIM XapakTEpOM JEMO3UIMH aMHIOWJa MalueHTaM OOBIYHO TMPOBOJSAT
TOPAKOCKOMUYECKYI0  OHOICHIO UL WCKJIIOYEHMS]  3JI0OKAYECTBEHHBIX

HOBOOOpa30BaHUi, HO OOHAPYKUBAIOT AMUJIOU/I.
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AL, -amunonno3 KOHBIOHKTUBBI, BEK U TKaHEW TJIa3HUIl (KUpOBas
KJICTYATKA) BBISIBISIIOT Mpuoim3uteabHo y 10% Gonapabix AL -amumonmosom [87,
99]. OObIYHO HAOIIOJAIOT OAHOCTOPOHHEE MOPAKEHUE OpraHa 3pEHUs, HEPEIKO
pa3BUBaeTCs TMTO3 BEK, JEMO3UTHl aMUWIOUAA XOpOIIO BHUIAHBI U MOTYT
OTIPENIENATHCS MAJBIIATOPHO B TKAHM BEK M KOHBIOHKTHUBBI, TPU MOPaXEHUU
KUPOBOU KJIETYATKA BO3MOXKHO CMEIIEHUE I1a3HOT0 sI0JI0Ka.

AMMIIONTHOE TIOPAKEHHE MOYEBOTO IY3BIPS, YPETPHl U MOUYETOYHUKOB B
HaOmronenusix S.Mahmood u T.Kourelis ormeuanocs npumepro y 20% 060JbHBIX
AL -amumonnozom [87, 99], mposiBisiioch reMarypuerd, AW3ypUEH U PEIKO
CHUHJIPOMOM OOCTPYKIIMM MOYEBBLICIUTEIbHON cUCTeMBI. [lanineHTam BBITIONTHSIIN
IIUCTOCKOIMIO €  TOCHEAYIOUIMM  ONEPATHUBHBIM  JIEYEHHEM 10  TOBOIY
N0OpOKAYEeCTBEHHOTO O0pa3oBaHUsT MOYEBOTO MY3bIpsSA, W IO pe3yJbTraTam
TUCTOJIOTHYECKOTO0 HCCIICIOBAHUS JUATHOCTHPOBAIM aMuiIonsioMy. B mosjoBuHe
Cly4aeB TIOCNIE XHPYPTUYECKOrO JICUCHHS AaMWIOHWIOMa MOYEBOTO IMY3bIps
pelUANBUpPOBANIa, YTO TpeOOBAJIO TPOBEIECHUS MOBTOPHOTO OINEPATUBHOIO
neuenus [106].

B nuteparype wumeroTcs eIMHUYHBIE oOmNuUcaHusa 1epedpanpHoro AL -
ammtonnosa [40, 43, 57]. BnepBele BO3MOXKHAsI CBSI3b aMHJIOHIOMBI T'OJIOBHOTO
mo3ra ¢ aenosunueit JILW Obina mokazana B myonukanusx 1992 u 1993 rogos [40,
153]. B omimmuue OT APYyrux BapHaHTOB IEepPeOpPABbHOIO aMHIIOMI03a BCE
onucaHHble ciay4yaun AL -amunongo3a TOJIOBHOTO MO3ra XapaKTepU30BaIUCh
HOIYJISIPHBIM THUIIOM JICTIO3UIIMHU U TPOSIBIISUTH ceOsl pa3HOOOPA3HBIMU MPU3HAKAMHU
OYaroBOr0 TIOPAXXEHHUs TOJIOBHOTO MO3Ta: HEKyMHpyeMble TOJOBHBIC OO,
MPUCTYNBl MOTEPU CO3HAHMS, HAPYIICHHE KOOPJIHWHAIMHU, Mape3 MHUMHYECKUX
mbimn, remuanorncus [43]. [Ipu npoBenennn komnbrorepHoii ToMorpaduu (KT)
WIH MarHUTHO-pe3oHaHcHOU Tomorpaduu (MPT) odarn aMHIIONIOMBI BBI3BIBAIOT
MoAO03peHUEe Ha TinobiacTomMy, JNUMEGOMY HIM METacTaTuueckoe nopaxeHue. B
T2-pexxume MPT ouarn amunonga 1€MOHCTPUPYIOT THUIIO- WA U30UHTEHCUBHBIN

curnai [90].
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Cpenn penxux ¢gopm AL -amunonnoza B JUTEpaType OMUCAHBI CIy4dau
aMUJIOUIOMBI MOJIOYHOM JKEJI€3bI, MATKUX TKaHEH, MBIIIII, TAM(PATHICCKUX Y3II0B.

EctectBennoe teuenune AL -ammnounosa oriauvaercs oT Als-amunoungosa
OJaronpHusATHBIME HcXoaamu. Tak, mo aaHHbeiM  T.KoureliS u coaBT. msaTH- u
JeCATUWICTHSST BbDKUBaeMocTh nipu AL -ammnounose coctaBuia 90,6 u 80,3%, B
To BpeMs kak npu Als-ammionnoze —37% u 26% coorBercTBeHHO. [l0 pazHbIM
JaHHBIM MeJWaHa BBDKMBAEMOCTH TAIUEHTOB C CHUCTEMHBIM aMUJIOHMI030M
BapbUpyeT OT 6 MecsieB 710 3 jet [56], B To BpeMs Kak BBDKHBAEMOCTb MallHEHTOB
¢ AL_-aMusong030M CXOJIHA € TIOKa3aTeasIMM BBDKUBAEMOCTH B OOIIei
nonyssiiuu  [70, 102]. OnmHako, HECMOTPS HAa OTHOCHUTEIIBHO OJIarompUsTHBIHN
IIPOTHO3 JIEMO3UTHl aMUJIONAa MOTYT MPUBOJIUTH K MECTHOMY PacIpOCTPAHEHUIO
3a00JIcBaHUs M B PEIKHUX Cllydasx K JeTampHomy wucxomy [87, 108, 109]. B
OTEUECTBEHHON JIUTEpaType CKOJbKO-HUOYAb CYIIETCBEHHBIX IO OOBEMY
HAOJIIOICHUI pa3IMuHbIX BapuaHTOoB AL -ammwionzo3a M €ro HCXOJOB He
OMmyOJUKOBAHO.

TeopeTnduecku MOXXHO JOIMYCTUTh BO3MOXKHOCTH TpaHcopmanuu AL, -
amuiougo3a B Algs-amMmionso3, eclid TPeanoNoXUTh, UYTO IJIa3MaTHUYECKHE
KJIETKH COXPAHSIOT CIOCOOHOCTh K JajbHEWIECH MHTIpallid B KOCTHBIM MOS3T.
Onnako, B myOnuKaiusx, 0OOOIIAIOMMX OMNBIT HaOmojaeHus OonbHbIX AL, -
aMUJIOUI030M, HE CooOIIaeTcss o TpaHCcPopMalMy JIOKAJIHHOTO B CHUCTEMHBIN
amwionno3 [99, 108]. Cxopee, w3HavanpHO Alg-aMWIONA03  MOXKET
MackupoBaTbcs moj AL -aMumonmo3 B CBSI3M C MOHOOPTaHHBIM J1€0IOTOM
3aboneBanus. Tak, 1o maHHbIM HamwonansHOro IleHTpa mO H3ydYEHHUIO
Amvunonno3a (Aarnus) y 7 uz 606 (1%) naupeHToB 0TMEYAIOCh U30JIMPOBAHHOE
nopakeHne JUMQPaTHIECKUX Y3JI0B O€3 BOBJICUCHHUS JPYTUX OPraHoB, Ha
M3HAYaJIBbHO CHCTEMHBINA XapakTep 3a00JIeBaHMs yKa3bIBaja JIUIIb COMYTCTBYOIIA
MOHOKJIOHaNbHas rammanartus (MI'), kaiuHuuYeckass reHepaiu3anus 3a00JeBaHUs
MPOU30IIIA CO 3HAYUTEIHHOU 3aJIEPKKOM, 4TO CO3/1aBaJi0 JIO)KHOE BIICUATIICHUE O

tpanchopmammu AL, -amunongo3a B ALs-amuionno3 [87]. OqHako OKOHYATEITHEHO
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OTOT BONPOC HE PpEHmEH, MEPUOAUYECKH JUCKYCCHS 10 OJTOMY IOBOAY

BO300HOBIISAETCS.

1.5 [IIpoduema nuddepeHUUAIBHOIO [IUATHO32 JIOKAJIBHOIO U

cucreMHOro AL- aMujioni03a 1 000CHOBaHHUSI MOJAX0/10B K €ro Je4eHHuIo

ALg-amMmuiion103 TOpH  €CTECTBEHHOM TeuYeHUH oTiauyaercs ot AL -
aMUJIONUI03a TSDKEIBIM TCHEPATU30BAHHBIM TIOPAKCHUEM MHOTHX BHYTPEHHUX
OpraHoB, OBICTPHIM TPOTPECCHUPOBAHUEM C HACTYIUICHHEM JICTAIIBHOTO HMCXO0Ja B
OTCYTCTBUH JICYCHUS Y aOCOJIOTHOTO OOJBIIMHCTBA OOJBHBIX B TEYCHHE TOJa OT
Havaja 3abosieBanus [62]. HecMoTps Ha 3HAYMTENbHBIC JOCTHXKCHHS B JICUCHUHU
CUCTEMHOM (hOopMBI 3a00JICBaHUS, KA4eCTBO JKM3HU Y MHOTHX OOJIBHBIX OCTAaCTCS
HEYJIOBJICTBOPUTCIBHBIM H3-32 KMCXOJHO TSKCIIBIX OpPraHHBIX BOBJICUCHUH U
OCJIOXKHEHU# camoii Tepanuu [15].

B ommmume ot AL, -amunounosa, kiuHuU4Yeckue nposiBiaeHus Als-
aMUJIONI03a XapaKTePU3YIOTCS BBIPAKEHHON TeHepaliu3alredl IMOpakeHUs C
BOBJICUCHHEM >KM3HECHHO Ba)KHBIX OpPraHoB (cepjle, MOYKH, MEYeHb U JIPYIHeE),
OJIHAKO MOTYT TIOPAXKAThCS TaKXe€ OpraHbl, YacTo BOBJIeKaembie mpu AL, -
amuionnose (ropranb, Tpaxes, JIETKHE, KOHBIOHKTHBA, KOXa, MOUYEBOM ITy3bIPb),
910 co3maer audQepeHInaIbHO-TIarHOCTHICCKHE TPYAHOCTH, OCOOCHHO TpH
OTpaHUYEHHOM BOBJICUCHUH OTHX OpPraHoB B JebOroTe 3aboneBaHus. B
COBPEMEHHBIX MEXKIYHAPOIHBIX PEKOMEHIAIMIX KAaCAIOIIUXCS HOMEHKJIATYPHI,
JTUArHOCTUKH ®  JedeHuss AL-amuionmo3a He  ONpeNeiaeHbl  KPpUTEPUHU
nuddepennmanbHoi quarnoctuku AL - u ALs-amumnongosa [18, 47, 48].

[IpuMeHeHHE TPaTUIIMOHHOTO KpUTEpHs AuarHocThkud AL, -ammionnosa,
c(hOpMYJIMPOBAaHHOTO HAa TMPOTSKEHUW BTOPOM TOJOBHUHBI XX  CTOJCTHS,
npeanoiaraeT MOpQOJOTHYSCKH  TIOJITBEPXKJICHHOEC aMMIJIOMIHOE TIOPaKCHHE
OJTHOW aHATOMHUYECKOW O00JaCTM WM OJHOTO opraHa, 0e3 aMUJIOHJIHOTO
MTOPaKCHUS IPYTrUX OPraHoB (B YaCTHOCTH IIOYCK, CEP/Ia, IICYCHN U BEereTaTUBHOMN
HEPBHOM CHCTEMBI, COTJIACHO YCTAHOBJICHHBIM KPUTEPHUSAM IOPAXKCHUS ITUX
OpPraHOB) HE COOTBETCTBYET COBpPEMCHHBIM TpeOoBanumsM [47, 99, 126]. B

HaCTOAIICC BPEMA HGO6XOI[I/IMO C OJHOM CTOPOHBI OOKa3aTCIILCTBO ACIIO3HMIIMH
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JILIKX B cocraBe amwmiounna, ¢ APYrOod CTOPOHBI — HCKIIOYEHUE LUPKYISALUU
amunongorennsix JILW B xpoBu. Tpamunmonssiii kputepuit AL -amunoungosa
XOpOIIO 0OOOCHOBBIBAET HEOOXOJUMOCTD €T0 XUPYPrUUYECKOro JCUCHUS, OJHAKO HE
MO3BOJISIET B IMOJHOW Mepe OOOCHOBAaTh HEOOXOAMMOCTh NPUMEHEHHUS TaKUX
arpeCCUBHBIX METOJOB JICUCHHUs, KaK JiydeBas Tepamusi C IEIbI0 AIUMUHAIINU
MaTOJIOTHYECKOTO KJIOHA TUIa3MAaTHYECKUX KIIETOK.

B kauecTBe HamOosiee MEPCHEKTUBHOTO METOAA TUIMHPOBAHUS aMIJIOW]A B
nocJieIHee BpeMs 00CYyKJaeTcsi MPUMEHEHUE METOJ0B MPOTEOMHOTO aHajiu3a, B
YaCTHOCTH  MAacC-CIEKTPOMETPUM  TIOCTE  MPEIBaApUTENILHOM  Jla3epHOMU
MHUKpoJUcceKun oTinokennit ammionaa (LM/MS) [155]. Opnum U3 SIBHBIX
NPEeUMYIIECTB  METOJa  SBISIETCS  €ro  BBICOKAas  YyBCTBHUTEJIBHOCTh  H
cnerupuyHocTh — 98 1 100% COOTBETCTBEHHO, IPYTUM BaKHBIM MPEUMYIIECTBOM
SIBJISIETCSI BO3MOXXHOCTh MCCJICIOBaHUSI OYEHb MaJICHBKHUX 00pa3Ii0oB OMOTICUHHOTO
marepuana [154]. IlpumeHeHHE ONMUCAHHOTO MeETONa TpPeOyeT XOPOIIETo
TEXHUUYECKOTO M KaJpoBOro obecrieyeHus: U O0NbIIuX (PUHAHCOBBIX BJIOKEHUM, B
CBA3U C YEM OTOT METOJ B PYTHHHON KIMHUYECKOW TIPAKTUKE SIBISAETCS
MaJIOOCTYITHBIM JUIsi OOJBIIMHCTBA KIIMHUYECKUX IIEHTPOB HE TOJbKO B Poccum,
HO U B APYTUX Pa3BUTHIX CTPaHaX.

Haubonee noCTymHBIM METOAOM THUIIMPOBAHUS aMWIOWIA B HACTOSAIIEE
Bpemsa saBisietca HI'X-uccnenoBaHue € MaHEIbIO AHTHUCBIBOPOTOK, KOTOPOE IO
MHeHUI0 Schonland 1 coaBT. XapakTepu3yeTcsi BRICOKOW YyBCTBUTEIBHOCTHIO (92-
96%) u cnemuduunocteio (100%) [127]. Omnako meron MI'X THmmpoBaHwHs
MOXET JaBaTh JIOKHOMOJIOKUTEIbHBIE PE3YJIbTAThl MPUBOAS K HEMPaBUIbHOMY
nuarno3y. Tak, B KpymHOM uccieaoBannn Lachmann H.J. u coaBT. BKiIrOUMBIIUM
350 mamumentoB ¢ Als-amumnounozom, B 10% ciaydaeB mo pe3yibTaTam
TeHETHYECKOT0 MCCJIe0BaHNS ObLT BBISIBICH HACJICACTBEHHBIM (UOPHHOTCHOBBIM
(n=18) u TpancTuperuHoBHIH (N=13) ammmonmos [78]. O ciaydasx HEMpPaBHILHOTO
nvarHosa B pesysbTate ommbok MI'X meTona cooliaeTcss ¥ MHOKECTBOM JAPYTUX
aBTopoB [83]. OmmbOkun MI'X THnmupoBaHHsS aMUJIOW[a MOTYT OBITH CBSI3aHBI C

TEXHHYCCKUMH OCOOEHHOCTSIMH CaMOI'o METOO4a, B YaCTHOCTH 6OJIBIHYIO POJIb
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UrpaeT Crnocod MNPUTOTOBICHUS OUOMCUHHOTO MaTepuana ((QUKCUPOBAHHBIE B
dbopmanuHe mnapadUHOBBIE Cpe3bl Mpenapara WM 3aMOPOKEHHBIM MaTepuan).
boimo mnokaszanHo, uto ¢ukcupoBaHHbie B (opMmaIuHe TMapa@UHOBBIE CPE3bI
OMOTICUIUHOTO MaTepuana 3aTPYIHSIIOT B3aUMOJCHCTBUE AHTUTECHOB C IAHEIBIO
aHTHCHIBOPOTOK [45, 66]. B cBsizu ¢ 4yem B HacTosIiiee BpeMs Ipeaiaraercs
UCIOJb30BaHUuE (EPMEHTATUBHBIX METOJUK [IJIi «OUHUCTKHW» AHTUT€HOB OT
KOMIIOHEHTOB (huKkcaiuu Juist Oojiee CHIbHOM peakiuu ¢ aHtuteiaamu (AT) mpu
npoeaeHun U X-uccnenoBanus. Takxke H3BECTHO O CIIy4yasiX BBISBICHUS B
COCTaBe aMWIOWJa aHTUTCHHBIX JIOMEHOB W3 KOHCTaHTHOW oOnactu JILU, B TO
BpeMs KakK MPHUHSATO CYUTATh, UTO aMUJIOU]] COCTOUT B OCHOBHOM U3 ()parMeHTOB
BapuabenbHoi obnactu JIIM, yTo MOXET MPHUBOAUTH K MEPEKPECTHON peaKInu
AT k lamda u kappa JILIUA u 3arpyauste unHTepnperanuto U X-uccnenoBanus
[66]. [lns moBblIeHHMs aMarHoctudecko cmocobnoctn MI'X-uccinenoBanus
Menter u coaBT. PEKOMEHIYIOT UCIOJIb30BaTh MOAU(PUIIMPOBAHHBIA METO/]
uccienoBaHus, npu koropom UI'X-uccnenoBanre Mpou3BOAUTCS Ha TEX KE Cpe3ax
ouoritaTta, 4TO M OKpacka KOHTO KpacHbIM. ABTOpPBI NpENjararoT cpaszy Iocie
OKpacKH Cpe30B OMomnTaTa KOHIO KpacHBIM (TPH SKCITO3UIUHU B TeueHUU 10 cekyH]
0e3 00pabOTKH ATUJIOBBIM CITUPTOM) MPOM3BOJIUTH PEAKIIUIO ¢ AaHTHUCHIBOPOTKAMU
(AT x JIIHU, SAA-Genky, tpanctuperuny) [92]. ITo muenuio R.Linke HI'X
TUIIUPOBAHME  amMWwiouja  OO0JaJjaeT  BBICOKOM  YYBCTBUTENBHOCTBIO |
cnerupuaHOCcTHIO — 97,9% 1 99,3% cooTBeTcTBeHHO. CpaBHEHHE 2P (HEKTHBHOCTH
NI'X meroma u Macc-crieKTpoMmeTpuu Obuto mipoBeneHo T.Rezk w coar., oHm
uccnenoBanu 640 KOHTO-pOT IMOJIOKUTEIBHBIX OMONTATOB aMHJIOW/IA, CPEIU ITUX
ouonratoB UI'X TunupoBanue 6pu10 HedDPekTnBHO B 320 crmydasx. B To Bpems
KaK Macc-CIIEKTPOMETpHsI MO3BOJIMIA TUMHPOBaTh ammwions B 255 (80%) uz 320
NI'X-nenndopmatuBHbIX 00pa3ioB, u B 1eiaoM B 540 u3 620 (85%) cmyqaes.
Tonbko B 7 (2%) u3 320 cnydaeB HaOMIOAQINCH pa3ivyuusl B UACHTU(DUKALUU
Oenka-mpeAmecTBeHHnka amunouaa npu WUI'X u macc-cieKTpomMeTpuu, UTO

FOBOPUT, MO MHEHUIO aBTOpPOB, O BbICOKOM cneuudpuunoctu MI'X wmerona,
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CpaBHUMOW C TPOTEOMHBIM aHAIU30M, OJIHAKO 4yBCcTBUTEIbHOCTh MI'X Oblna
olleHeHa Kak KpaiHe Hu3kas [120].

Henonnas nuarHoctuyeckass touyHocte MI'X TunmupoBanus amuionga He
MO3BOJISIET LIEJIMKOM UM MOJIHOCTBIO OMUPATHCS HA PE3YIbTAThI JTAHHOTO METOAA I
noATBepkAeHUsT auarHo3a AL - u Jnpyrux TUNoB amuioujaos3a. B cBsi3u ¢ ueMm
BO3HHUKAET HEOOXOUMOCTh KOMILJIEKCHOTO MOAX0Aa K JUArHOCTHKE 3a00JeBaHMUs,
YTO BKJIIOYAET ce€Osl HE TOJBbKO MOP(OJOTHUECKHE METOJbl MCCIIEJI0BaHUs, HO U
1ab0opaTopHO-UHCTPYMEHTaNbHbIE. Kak yKa3pIBaloCh BHINIE, JI KIMHUYECKOU
MaHu(ecTallud aMUJIoOuJ03a HeoOXoAMMa BBICOKAs KOHIEHTpalus Oeika-
peAlIeCTBEHHUKA aMujIonia, Kak B ciiydae AlLs-amuionsos3a, moaTBepkIeHHEM
ATOrO SIBISAETCS HAPYLICHHE KOJMYECTBEHHOTO M KAayeCTBEHHOTO COCTaBa
cBoOoHbIX JILIU B CHIBOPOTKE KPOBH.

TpanumoHHeIM MeTOAO0M OOHapykeHus amuiougoreHHsix JILIW B kpoBu
apigercss uMmMmyHodukcarus JIIIM B reme mocine  mpeaBapUTEIbHOTO
ANEKTPOOPETHUECKOr0 pa3zaesieHus OeMKOBBIX (pakiuii maa3Mbl 1 Moyr. OIHAKO
ATOT METOJ He 00JIajaeT JOCTaTOYHON YYBCTBUTEIBHOCTBIO IUISI OMPEECICHHUS
HEBBICOKOH KoHIeHTpalmu cBoOoaubIx JILIU [63]. D hekTHBHOCTL THArHOCTUKU
MI pesko yBenmuuuiiach ¢ mosiBaeHueM mocie 2000 roma TypOHIMMETPHUIECKOTO
BBICOKOUYBCTBUTEILHOTO METO/a KOJIMYECTBEHHOTO OTMpEAEICHUs] CBOOOHBIX
JIL (Freelite), xoTopblii BIEpBBIC MMO3BOJHI CHOPMYIUPOBATH KPUTEPUU
HOpMabHON Tpoaykinuu cBobomubx JILW [68]. KonmmuecTBeHHOE ompeneneHue
cBoboubiX JIIIM TypOuauMeTprudeckuM METOJOM T0Ka3ajlo BBICOKYIO YacTOTY
MI' (y 3% mtoneii crapme 50 ner u 5% mroneit crapme 70 jeT), 4TO MOTJIO
03Ha4yaTh BBICOKYIO BEPOSITHOCTb UX COYETAHUS C APYTMMU 3a00JI€BaHUSIMHU, B T.U.
¢ AL -amunonno3om. Tak, Mo JaHHBIM KPYMHOTO MCCIEI0BaHUS KIMHUKUA Melo y
27 (7%) wn3 413 mamuentoB ¢ AL -ammionmozom BeisiBisuiack MGUS, omgnako
obHapyxeHue uccienoBarensmu uzotuna JILM B coctaBe amuionga OTIMYHOTO
ot uzotuna JIII1 B ceiBopoTke kpoBu B pamkax MGUS mo3BONMIO MCKITIOYUTH
ALs-amunonnio3 [71]. Takum oOpa3om, moka3zarenbcTBO Hajauuums MIT emie He

SBJISIETCS JI0KA3aTeJIbCTBOM CHCTEMHOro xapaktepa AlL-amumoupoza. B Tom
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cly4yae, €ClIM Yy MalMeHTa He YyJIaeTcs ONpeaeNnuTh H30Tun cBoOoAHBIX JII]
aMuJionZia WM OH COOTBETCTBYET CHIBOPOTOUYHOMY MApanpoTeuHy, s
WCKJIIOYEHHUS CHUCTEMHOTO aMUJIOMA03a Pa3IMYHbBIMU aBTOPaMH PEKOMEHIYIOTCS
WHBIC JUarHocTUdeckue wmetonasl. Tak  KoureliS u coaBT. peKOMEHAYIOT
JIOTIOJIHUTENIBHO TPOBOJIUTH OHMOICHIO JAPYroro opraHa WiM TKaHW (HampuMmep,
noakoxHo-xkupoBoi kiaetyaTku (IDKK), cnuzucroit skenyaka Wiv npsiMoil KUIIIKH,
KOCTHOTO MO3ra, MOYeK U JPYTrUuX OpPraHoB) U UMMYHO(EHOTUITUPOBAHUE KJIETOK
KOCcTHOTO Mo3ra [71]. UMMyHO(EeHOTHITHpOBAaHUE KOCTHOT'O MO3Ta C IPUMEHEHHUEM
NOTOYHOH  IUTOMIYOMETPUM  MOXKET OBITh  JOMOJHUTEIBHBIM  METOJ0M
JMAarHOCTUKA CUCTEMHOW TUIa3MaKJICTOUYHOW MAMCKpPa3WM B ClIydyae OTCYTCTBHS
npuzHakoB MI' mo pe3ynbTaTaM HMMYHOXHMHYECKOTO HCCIICIOBAHHS KPOBHU H
CyTOYHOW MOYM, YTO SBJSETCI OCOOCHHO aKTyaJlbHBIM Yy TAIIMEHTOB C
«HECEKPETHPYIOIICH» MHOKeCTBeHHOW wmuenomor [133], ocmokHUBIICHCS
AKCTpaMeAyJIPHOM MIa3MOLIMTOMOM B coueTanuu ¢ AL, -amMmunonmozom.

[Momumo unentudukanum GenKa-mpeanecTBeHHUKAa aMUION103a B COCTaBe
JIENIO3UTOB, HE MEHEee BaXKHBIM B ciiydae AL, -amuonmosa siBnsieTcs oOHapyKeHUe
BOJIM3M  JICTIO3UTOB  aMmiouja a0O0epaHTHBIX  IUIa3MaTHYECKHUX  KIIETOK,
KJIOHAJIbHOCTh KOTOPBIX, coBIaaaromas ¢ tunom JILM B aMuinongHbeIxX Aeno3urax,
MOXKET OBbITh TOATBEPKACHHEM JIOKAJbHOM TPOAYKUIMM  aMuioujga W
000CHOBaHMEM JJII MECTHOTO MPUMEHEHUS arpecCHBHBIX METON0B JjeueHus. C
sTrol  uenbo  mpoBoautcsia — MI'X-ucciaemoBaHwe — odyaroB  aMwiouga €
ucrions3oBanueM AT k CD38, CD138, CD19, CD56 mapkepam Iia3zMaTHYeCKHUX
kinetok [24, 90, 160]. Arturenst CD38 u CD138 sBnsrorcs MOBEPXHOCTHBIMU
AHTUTE€HAMHU CBOWCTBEHHBIMHU BCEM IUIA3MATHUYECKHUM KIIETKAM W HUCIOJIb3YIOTCS
Ui uX uaeHTA(uKanuM B OWONCHITHOM Martepuane. B To BpeMsl Kak Jyis
OMpENICNICHNUs] «KJIIOHAJIbHOCTW» (a0eppaTHOCTH) BBISIBICHHBIX IUIa3MAaTHUYECKUX
KJIETOK UcclienyroT Haymuue skcnpeccun CD19, CD56 anturenos, lamda u kappa
JILU, pa3HbIX TUMOB TSKEBIX IeNed UMMYHOTTIOOYIUHOB. Tak, AJisl HOpMaJIbHBIX
I1K xapaktepen dhenorun CD19+CD56-, B To Bpems kak ¢enotun CD19-CD56+,

CD19-CD56-, CD19+CD56+ cunTator MapkepamMu aOeppaHTHBIX TUIa3MATHIECKUX
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kietok [42, 85]. B cmywae AlL-ammiongo3a  BaXHBIM  [PU3HAKOM
MOHOKJIOHATBHOCTH TJIa3MaTUYECKUX KJIETOK MOXET CUUTATHCS PECTPUKIIMS
lamda, kappa wim TsoKenbIX 1ened MMMYHOTJIOOYJIMHA, KOTOpash MOXET OBITh
JI0Ka3aHa HE TOJIbKO MMMYHOTHCTOXUMUYECKH, HO U UCCJIEAOBAaHUEM MaTPUUHOMI
PHK ¢parmentoB JIHWM B cocraBe amumiounga MeTOAOM (PIIFOOPECUEHTHOM
ruOpuan3anuu in situ (MRNA-ISH) [152].

UI'X wMerTox TUNMpPOBAaHUS IJIA3MALMTOB HE BCErAa OKa3bIBACTCA
a¢dhekTUBHBIM, uTO 10 MHeHHUI0 P.Wastermark o0ycioBieHO MaibiM KOJHYECTBOM
IIa3MaTHYEeCKUX KJIETOK B HUccieayemMoMm Ouontate. HMMeroTcs omucaHus
«TOJMUKJIOHAIBHOM» 3Kcrnpeccun JILWU 1utazmMaThueckuMM KJI€TKamMyd B COCTaBE
ammwionna [116], KoTopble HHTEPHPETUPYIOTCA PA3IMYHBIMA aBTOPAMU Kak
Hanmyre npuMecu cbiBopoTounbix JILIM B cocraBe ammionma [45, 84]. Crour
OTMETUTh, 4YTO (HEHOTHUN IUIA3MATUYECKUX KJICTOK TIPH DKCTpaMeTyJsIPHOM
IJIA3MOLIUTOME TaKXe XapaKTepu3yeTrcsi OTCyTcTBHeM »dkcmpeccun CD56+, B
oTIMure OT (heHOTHMa IUIa3MAaTHYECKUX KJIETOK MPH MHOXKECTBEHHON MHUeEIoMeE,
YTO yKa3bIBaeT Ha MOP(}OJOTHYECKOE CXOJICTBO COJIUTAPHON AKCTpaMedyJspHOU
IUTa3MOIUTOMBI M aMuIoua0MBbI [72]. HaoOopoT skcmpeccuss 3TOro aHTHUIEHA
TpeOyeT HCKIIFOYCHUS MHOXECTBEHHOW MMEIOMBI, MaHU(eCTUpOBaBIIel B BHUIC
AKCTpaMeyIIpPHOM TJIa3MOLIMTOMBI.

JIOTIOTHUTENTBHBIM METOJIOM BBISIBJICHUS MPONHEepaTUBHON aKTUBHOCTHU
IJIa3MaTUYECKUX KIETOK B coctaBe AL -aMUIIOMAOMBI HEKOTOPHIE aBTOPbI
CUMTAIOT IMO3UTPOHHO-IMHUCCHOHHYIO Tomorpaduio coBmemeHnyro ¢ KT
(ITST/KT) u kouTpactupoBanuem 12-gropaezokcuritokosoii (OII), ocobeHHO y
MAIMEHTOB ¢ OPOHXOJIETOYHBIM amuiion030M [14, 49, 91, 160]. CTouT OTMETHUTH,
YTO CUMHTHUrpadusi ¢ BHYTPUBEHHBIM BBEJICHHEM CBHIBOPOTOYHOIO P-KOMIIOHEHTa
amunounnga B cpaBHeHun ¢ [IDT/KT ¢ O’ Obuta meHee wHPOpMATHBHA B
nuarHoctuke AL -amunonmgo3za u Oosnee uHpopmMaTuBHA B OTHOmeHWHW Alg-
ammionio3a. OOHapyKEHHE BHICOKON METa0OIMYECKON aKTUBHOCTH aMUJIOWIOMBI,
HapsaIy C BBISIBJICHUEM KJIOHAJBHBIX MJIa3MAaTHUYECKUX KJIETOK B COCTaBE aMHJIOH]1a

MOXET OBbITh BECKMM apryMEHTOM B IMOJb3y Ha3HAUEHMs JIy4€BOM Tepanuu y
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OOJIbHBIX C pEUUIUBOM aMHIOUJOMBI U OJJHOBPEMEHHO C JTHUM CIIY>KUTh
PaIMOIOTHYECKUM OPUECHTUPOM JIJIs1 BHIOOpA 30HBI JIy4€BOTO BO3/ICHCTBUS.

Cxoxue Mopdonoruuyeckue 0COOCHHOCTH aMIJIOWIOMBI U TIa3MOIUTOMBI
HABOJIAT HAa BOMPOC O HAJTUYUHU Y HUX OJUHAKOBBIX IUTOICHETUYCCKUX U3MEHEHUN
B IUIA3MATUYMECKUX KJIETKaX. YCTaHOBJIEHO, YTO TMPH HKCTpaMEayJsipHOMN
IJIa3MOIIMTOME Haubosee 4acTo HaOJIOMAIOTCSA T€ K€ N'eHETHMYECKHE aHOMAaJHW,
yTO ¥ 1pu MM, B TOM 4YHClie U3MEHEHUSI KOJIMYeCTBa XpoMocoM B 82 % ciydaes
IUTa3MOIIMTOM, YJBOCHHE XpoMOcoM (rumepauruionaus) B 54%, del (140932) numib
B 37%, del (13914) B 40%, sxcnpeccus mukaud D1 B 17% ciydaeB, TpaHCIOKaIHs
t(4;14)(p16;032) xapakrepna gua  16%  GomapHbix  [20].  TlogoOHble
IIUTOTCHETUYECKUE ucchaenoBanust npu AL -amunongo3e He NPOBOAWIHCH. B
JUTEpaType HMEETCS OMHCAaHWE TOJIBKO OJIHOTO KIMHWYEecKoro ciydas AL, -
aMUJIONI03a  TOHKOTO  KHUIIEYHWUKA, TMPU  KOTOPOM  OBUIO  TPOBEACHO
nuroreHeTnyeckoe wuccinenosanue (FISH) mnasmatuyeckux KJIeTOK BOJIW3M
nerno3uToB amwiouna [89]. B maHHOM KIMHUYECKOM mpuMepe ObLIa OMHCaHa
aMUJIOUJOMa TOJB3JOIIHOM KHIIKKM acCOLMHUpOBaHHAsA C  (OJUKYISIPHOM
auMmpomoit  (DJI) kummeyHmka HH3KOW CTENEeHM 3j0KadecTBeHHocTH, FISH
MJIa3MaTUYEeCKUX KJIETOK mokaszana Hamuuue t (14; 18) (q32; q21) u cnusinue
curHanoB IgH/BCL2 B 69% mnpoaHanu3upoBaHHBIX OTAEIBHBIX KIETKaX, 4YTO
TOBOPUT O BBICOKON MPOAYKIIMM AHTHUAMIONTOTHYECKOTO BHYTPHUKJIETOYHO Oelka
(BCL), apyrux mMUTOTCHETUYCCKIX aHOMAIIMH BBISABICHO HE ObUIO. [IpuBeneHHBIN
MpUMEpP LUTOTCHETUYECKOIO0 HCCIIECIOBAHUSI HE IO3BOJIIET BBICTPOUTH YETKYIO
napajuiellb ¢ W3MEHEHUSMH, XapaKTepHbIMH [JIs IUIA3MOLUTOMBI, OJTHAKO
MOKa3bIBaeT B3aUMOCBs3h AL -amuionnosa ¢ apyrum aumbonpoiaudepaTuBHBIM
3aboneBanuemM, B qanHoM ciaydae DJI. Xoporio u3BeCTHO, UTO TPAHCIOKAIIHS TeHA
IgH, t(4;14), del(17p) yxynmraer BBDKMBaeMOCTh mamueHToB ¢ MM [13, 27].
NmMeet v 3HaUeHKHE HATUYUE IUTONCHETUYECKUX aHOMAJIUH JIJIsl OLIEHKHU MPOTHO3a
AL -amunonao3a, B YaCTHOCTH €ro PElUJIUBA IMOCIE XUPYPTUUYECKOTO JICUCHUS

TpeOyeT maibHeHero n3ydyenus metogom FISH.
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1.6 MeToapnl JieueHus JoKaJIbHOro AL -amuyionxo3a

TpanunuonHsiM  MeTtoAoM  JyedeHuss Al -amuiongoza  CUMTAIOT
XUPYPrU4ecKoe yAaJIeHHUE aMUJIOUAHBIX MacC, B OOJIBIIMHCTBE CIy4acB
JIOCTATOYHO OJHOKPATHOT'O XUPYPTHUUECKOTO BMeEIIaTeabCcTBAa. Tak, MO JaHHBIM
S.Mahmood wu coaB. y 257 (49%) u3 527 nainueHTOB HaOJoIadach CTOWKas
peMuccus 3a00JIeBaHUs MOCIE OJHOKPATHOTO MPOBECHUSI OMOTICUU WU YAAJICHUS
ouaroB amwiouna. OpHako mnpuMepHO TmoNoBUHE OonbHBIX (270, 51%)
TpeOOBaAIOCH MOBTOPHOE OINEPATUBHOE JIEUEHUE, TOCKOJIBKY PEe3YJIbTaThl NEPBOU
orepary He TO3BOJUIN YMEHBIIUTh KJIWHUYECKUE TPOSBICHUS 3a00JICBAaHUS U
a7IeKBaTHO  YJIYUYIIUTh  KayeCcTBO JKM3HU. HeoO0XoauMocTh  TOBTOPHOTO
XUPYPrUYECKOTO JICUCHUSI Y YaCTH ITUX OOJIbHBIX OblJIa CBSI3aHa C HEJIOCTATOYHBIM
00bEMOM OINEPaTUBHOIO BMEIIATEIILCTBA B XOJI€ TEPBOM OIEpalru BCJICICTBUE
TEXHUYECKUX TPYIHOCTEM WIM H3-3a TOrO, YTO OCHOBHOM 3aJadel IepBOU
NOMBITKM ~ XUPYPrUYECKOro  JieueHHWs  ObUIO  YCTaHOBIEHHME  JHArHo3a.
[Tpubmu3urensHo y 1/5 dactu OONBHBIX TpeOOBajJOCh MpoOBencHHE 2 U Oosee
XAPYPTrUYEeCKUX BMEIIATEIbCTB M3-32 PEUIUBHUPOBAHUS aMuiion103a [87].

B nnutenbHOM 0OCEepBallMOHHOM HCCIIEIOBAaHUU KIMHUKKH Mayo peuuaus
AL, -amunonnosa vabmogaics y 72 (17%) uz 412 nanmento. Menuana BpeMeHU
OT MOMEHTA MIEPBOT0 XUPYPTUUYECKOTO JICUCHHS 10 peluanBa coctapuia 41 mMecsil,
P 3TOM Y JABYX TPETEH MaIMeHTOB PELUIUB OTMEYAIICS B TEUCHHE MEPBHIX 5 JIET,
B CBA3UM C YE€M OTUMHU aBTOpPAaMHU PEKOMEHIYETCs TOBTOpHOE OO0Cien0BaHue
(xaxapie 3-6 MecsieB) OOJBHBIX B TEUCHHUE MEPBHIX 5 JIET MOCje MePBOHAYATHHOTO
nedenus. Hambomee yacto B 3TOM HcclieoBaHMM HaOmoganyd peruauB AL, -
aMWJIONJ103a TOPTAHU U MOUYEBBIBOISAIINX ITyTeH [71].

B memom oTcyTcTBHE penuMaMBOB B TEYCHHE TIEPBBIX S5 JIET TMOCHE
xupyprudeckoro ynedenust 1.Kourelis u coar., Habmonamu y 77% OGonbubix AL, -
aMUIIOUI030M.

HeobxomumocTh mpoBeneHNsT HEOTHOKPATHBIX XUPYPTHUECKHUX OIeparui
noka3zana MHoruMu wuccienoBatessimu [109], [55]. Tak Hazenberg coobGmiaer o

HEOOXOAMMOCTH MOBTOPHOTO Xupyprudeckoro jedenus y 11 (50%) u3 22 cBoux
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MAIMeHTOB B TE€YCHHE MEPBBIX 4 JIET TOCJE ONEPATUBHOTO BMEMIATEIbCTBA, Uy 1
naruenTa ciycts 11 et [55].

MHOTrOKpaTHbIE XUPYPTUUYECKHE OMEPalUH CO3JAI0T PUCK HWHBAIUAU3AINH
OOJBHBIX H3-32 3HAUUTEIBHOTO O00bEMa YHAJICHHbIX TKaHed. B »Toil cBs3M
pa3nu4HbIe UCCIIeI0BaTEIN U3Yy4aroT BO3MOKHOCTH IPUMEHEHUS
MaJoOTpaBMAaTUYHBIX METOJIOB, CpEIu KOTOphIX Haubosiee >(PPEKTUBHBIMU U
0€30MacHBIMH CUMUTAIOT METO/IbI JICUEHHS C TPUMEHEHHUEM XOJIOHBIX MIa3MEHHBIX
TEXHOJIOTU, HAIpUMEp, METOJ BBIIAPUBAHUS YIIEKHCIOTHBIM Jazepom (CO2-
Ja3ep) WM C MOMOUIBIO TBEPAOTEIBHOTO HUTTPUEBO-ATIOMUHHEBO-TPAHATOBOIO
(Nd:YAG) mnazepa [109]. Ilpum HEBO3MOXHOCTH XUPYPTrHYECKOW OKCIU3HH
AMUJIOUHBIX JEMO3UTOB MPEANPUHUMAIOT TAKXKE TOIMBITKH MEIUKaMEHTO3HOM
pe3opOLMKU  aMujonila ¢ TOMOUIbI0 HMHCTWUISIUN  AUMETHICYIbPOKCHUIA
(mumekcua), B ocHoBHOM mpu AL, -amuiongo3e mModeBoro myssips.[88, 163][71,
88, 163].

B Hacrosimiee BpeMs NpeaNpUHUMAIOTCS TMOMNBITKM JedeHus AL -
aMHUIIONI03a METOa0M JyueBoi Tepamuu [23, 39, 80, 123]. JlyueByro Tepamuio
(JIT) mpumeHSIIOT TpU MHOTUX <WIOKAJIbHBIX» IJIA3MOKIETOYHBIX IUCKPA3UiX, B
TOM YHCJIC TIPU KOCTHOM M JKCTpaMEIYISPHOM IUIa3MoIToMe, (HOJUIMKYSPHOM
mumpome, TIa3MaTiYecKoM BapuanTe 6one3Hu KactiapmaHa U IpyroM, OCKOJBKY
IUIA3MAaTUYECKUE KIETKHM BXOJSIIME B COCTaB OTUX OMYXOJIEH SBISIOTCS
BBICOKOYYBCTBUTEIBHBIMU Jake K HeOobImuMU g03am ooryuenus (20-30 I'p) [30,
150].

DIUMUHAIMS aMUAJIOUIOTEHHOTO KJIOHA TUIa3MAaTHYECKUX KJIETOK MO3BOJISAET
TaKKEe TPEJOTBPATHTH CHUHTE3 MPOBOCHAIUTEIBHBIX ITUTOKUHOB  BOKPYT
aMIIONJIOMBI, YMCHBIIIass 30HY BOCIHAJCHHUS BOKpPYr ammiougHoro odvara [90].
P.Kapoor m J.A.Martenson ocoGeHHO PEKOMEHIYIOT HCIOJIb30BaTh JIYYECBYIO
TEepanvio y MalHeHTOB C JapHHroTpaxeoOpoHxuanbHbM AL, -amunonnozom,
KOTOPBIM  TEXHWYECKH  CIIO)KHO  BBIMIOJHUTH  XHPYPTrUYECKOE  yHalieHUE

aMUJIOUHBIX ouaros [58].
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B cBs131 ¢ peKOCTHIO JTOKAIBHOTO aMIJIOM 1032, KPYITHBIX UCCIICIOBAHUNA 110
W3YUYCHUIO JIYYEBOH Tepamuu Mpu JaHHOW MaTOJIOTHH He TpoBoawiock. M.Truong
¥ COaBT. MIPUMEHWIH JYyYEBYIO TEpAmuio Mpu JedeHnn AL, -amuiongo3a ropTaHy,
KoTopas Obuia 3¢dextuBHa y 8 u3z 10 maumuentos ¢ peruausoM Al -amunongosza
MOCJIC XUPYPTHUECKOTO JICUCHHS. Y 3THX 8 MaIlMeHTOB HAOJIOMaach PEeMHUCCHS
3a00eBaHUs B TCUCHHE 7 JIET HAOIIOJACHUS U yJIy4IIEHUEe MoKa3aTeneil QyHKINN
BHemrHero aepixanus (PBJ]) [149]. [Bym apyruM mMmanueHTaM MMOTPeOOBaioCh
TIOBTOPHOE XUPYPrUUECKOE JICUCHHE.

Cxoxue panabie nonydeHsl M.Neben-Wittich u coaBT.,, B KOTOpBIX
yKa3bIBaC€TCs, UYTO JIydeBas Tepamus IT03BOJMIA HM30eXaTh MPOrPECCHUPOBAHUS
TpaxeoOpouxuansHoro AL -amumonnos3a B TeueHue 3,3 net y 6 u3 7 ManueHToB, y
1 manmenTta crycTs 17 MecsleB Mmocie JIeUeHUsT aMUJIOMIHbIC OJIAIIKA B OpOHXax
pPEIUMAMBUPOBAIIA, OJHAKO HE TpeOOBajddM TIOBTOPHOTO JICUEHUS W HE
YBEJIMUUBAINCH B TeUeHHE nocienyromux 45 mecsies [100].

B 40-50% cnyuasix dydyeBas Tepamusi OCJIOXHSIACh 330(aruToM JIErKOn
CTENIeHH, KOTOPBIN JIETKO MEPEHOCUJICS MAlMeHTaMU M Hcue3all 4epe3 KOPOTKUM
CPOK TIOCIIEC JICYEHUS, B €IUHUYHBIX CIydasx ObUl 3a(DUKCUPOBAH MOCTIYYEBOMU
ITHEBMOHHT, KOTOPBIM OBUT YCHENIHO H3JIedeH KOMOWHAIUCH aHTHOMOTHUKOB M
rimokokopTukocteporoB [100, 149]. B muteparype Tak:ke MPUBOASTCS OMUCAHHUS
YCIICIIHOTO TPUMEHEHUSI Jy4eBOM Tepanmuu Yy TMAIMEHTOB C aMUJIOUIOMOM
roJoBHOTO Mo3ra u Tkaneir opout [90, 123]. Ha a¢ddekTuBHOCTS M 6€30IaCHOCTH

JaydeBoid Teparmu ipu AL -aMHION103€ YKa3bIBAIOT U IpyTrHe aBTOphI (Tadm.2 [11,

64, 74, 96, 101, 111, 119, 139]).
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Cpok OcnoxHeHus
CymmapHas Penunus .
ABTOpBI Jlokanu3amus Bospacr, ner Bz JTy4yeBas HabMoCHI niociie JIT, Hysenon
JIeYeHUs x03a, Tp nocie JIT, n (%) Tepanuu
JeT
Koctu, n=5
S. Mahmood [87] I'oprans u TB/I, N=4 | HI JIT HJI 0,9 HJI HJI
benpennsiii Heps, N=1
M.Truong [149] I'opranb, N=3 39,5 JT 20 6,7 (1,5- 2 (20) 19, n=4
T, n=7 (31,8-71,5) 10,3)
M. Neben-Wittich TB, n=7 58,0 JT 20 3,3(0,8-5,8) |1(14) II1, n=1
[100] (32,0-61,0) I19, n=5
S.Poovaneswaran [111] | TB/, n=1 73,0 JT 24 0,8 HET HET
V. Almadana [11] TB, n=1 65,0 JT 24 2,0 HET 19, n=1
G.A. Neuner [101] I'opranp, N=1 41,0 JT 45 0,9 HET 19, n=1
S. Kalra [64] TB, n=1 59,0 JT 20 1,8 HET 19, n=1
S. Ren [119] TB/, n=2 44,0; 58,0; JIT 24 4,5; 3,8; HET HET
Jlerkoe, N=1 52,0 3,5
P. Sommer [139] TB, n=2 72,0; 58,0 X+HIT |20 2,0;0,8 H]I H]I
A. T. Monroe [96] TbM, n=1 60,0 JIT 20 1,5 HET H]I
J. Kurrus [74] TB, n=1 67,0 JT+X |20 1,0 HET H]I
G. Rose [123] Tkanb opbuT, N=1 69.0; 59,0 X+JIT 34:30 2,0:6,0 HET HIT
T. Meier [90] I'onmoBHoit Mo3r, N=1 | 54.0 JIT 31 1,5 HET HET

[Tpumeuanus: T/l — TpaxeobponxuanbHoe aepeBo, JIT —nyueBas tepanusi, X —xupypruueckoe jgeuenue, [1I1 — noctmydeBoit nueBMonur, 110 —
MOCTIY4eBOH 330(harut, HJl — HET JaHHBIX.
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[lo anamorum ¢ Algs-amunonmozom, mpu KOTOPOM B HACTOSIIEE BpPEMs
3¢(HEeKTUBHO MPUMEHSIOT XUMHOTEPANEBTUUCKUE CXEMBbI SIUMUHAIMHA KJIOHA
IUTa3MaTHYECKUX KIETOK, UMEIOTCS TaK)Ke MOMBITKH MPUMEHEHUS aHaJOTHYHBIX
cXeM xuMmuoTepanuu g sedeHus AL -amuiongoza. OmHAKO pe3yabTaThl
NPUMEHEHHsT ITHX CXeM HeonHo3HauHbl, S.Mahmood wu coaBt. mposneuwiu 4
nainueHToB ¢ AL -amunonso3om (¢ mopakeHHEM JIETKHX — 2 U JIMMQPATHYSCKUX
y3JI0B — 2), OJIHAKO, HECMOTps Ha CTAOWIM3AlMI0 aMHJIOUIHBIX JCTIO3UTOB
3HAYHUTEJIBHOTO YIIYYIIICHUsSI COCTOSIHUS y 3TUX OOJBbHBIX HE mpou3sonuio [87]. B
APYroM HCCIEIOBaHUHM MPUMEHSIICS HHUKIodochamMua y TalMeHTa C JErOYHBIM
AL, -amunonmo3om, accouuupoBaHHbiM ¢  MALT-numdomoit  nerxkoro 6e3
HOJOXKHUTENBHOTO d(dekta [71]. Mmerorcs Takke TONBITKH NPUMCHEHHS
ronxuimHa npu AL -amunounmose riia3, koxu [71], mpu TpaxeoOpOHXHATBLHOM
AL -amumonnose [97], ogHako IeaecooOpa3HOCTh ero mpuMmeHeHus mpu AL, -
aMHJIONI03€ OCTaeTcss COMHHUTETbHON [37]. TeopeTHuecKH KOIXHUIMH MOT Obl
YMEHBIIUTh MPOAYKIUI0O MakpodaraMu aMHIOUAYCKOPSIOMeH CyOCTaHIUH,
OJIHAKO K  HACTOSIIEMy BpPEMEHHM  OTCYTCTBYIOT  JIOKa3aTeJlbCTBA  €r0
s¢dexruBrOCTH pu AL -amumongose [136].

Taxum 006pa3oM MOXKHO c/ieJaTh BBIBOJI, YTO HANOOJIEe YacTO MPUMEHSIEMbIM
MeTosioM JiedeHus: AL -amuiionio3a sIBISIETCSl yAaleHue aMIIOUAHBIX 04aroB, U
TOJILKO B HEKOTOPHIX ciiydasx mpuberatot k JIT, ycnemnoe npuMeHeHne KOTOPOi
J0Ka3aHO AMIMPUYECKH U 00OCHOBAHO C MAaTO(PHU3UOIOTUUECKON TOUKU 3PEHHUSI, B
CBSA3W C YeM JalbHelmee wuccienoBanue 3¢dextuBHoctn JIT B Oymymem
11e7eco00pa3Ho, 0COOCHHO y TAIMEHTOB TMEPEHECHINX OMEpPalud B TPOILIOM H
MMEIOIINX PUCK WHBATUAM3AUK B OyAylmieM TpU OYEPEIHBIX TOIBITKAaX
XUPYpPrUuecKoro JedeHus. B Hacrosimiee Bpemsi B [HAarHOCTHUKE M BEJIEHUU
O6onbpHBIX AL -aMUJIOMI030M OCTaeTCs MHOTO HEPELICHHBIX BOIMPOCOB, YTO
TpeOyeT naidbHEHIIero HAKOIUICHHWS OMNbITa BEACHUS Takux OonbHBIX. OmHAKO,
penkocts AL -amunongo3za, MHOrooOpa3ue €ro aHaTOMHYECKUX JOKaIU3alHil U
BapHAHTOB TEYCHHUS CO3JAIOT CYIIECTBEHHBIEC CIOKHOCTHU ISl ICCIEAOBAHHUS 3TOTO

3aboneBanus. Ilo »Toll mnpuuMHe B HacTosiee BpeMsi HE pa3pabdoTaHbI
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000CHOBaHHbIE PEKOMEHJALMU 10 BEJECHUIO MAallMEeHTOB. LIeHHOCTh mpeacTaBiseT
J000M ONBIT BeIEHHUA Jaxe HEeOONbIIMX Trpynn OOJIBHBIX 3TOM  (QopMoit
aMWIONZI03a, B TOM 4HCJIE CHENUAIUCTAMU pPa3HOro NpoQuisd, a TaKkKe B

CpPaBHEHHUH C CUCTEMHBIMHU (popMamu, B IEPBYIO ouepenb, AL-Tura.
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I'JIABA 2. MATEPUAJIBI U METO/IbI

2.1 XapakrepucTHMKa  O00CJI€JOBAHHBIX TIpPyNn  NANMEHTOB €

AaMHJI0MI030M

B wuccnemoBanmne BrimtoueHo 372 pmamueHTa ¢ MOP(OJIOTHYECKH
MOATBEPKJACHHBIM JUAarHO30M aMUJION103a, KOTOopble HaOmomanuch B KinHuke
Hedposoruu, pesmaroiorud u npodnartosorun umenu E.M. Tapeea YKb No3
OI'AOY BO Ilepporo MI'MVY wumenu WN.M. CeuenoBa MunszapaBa Poccuun
(CeuenoBckuii YuupepcuteT) ¢ 1995 mo 2020 roma. Cpenu 00cCieI0BaHHBIX
naiueHToB  Obuto 164  wmyxuumH w178  JKEHIIMHBI, COOTHOLIEHUE
MY KYHHBIKCHIIUHBI cocTaBuiio 1:1,1; meauana Bo3pacta — 51 rox (40,0; 61,0).

Jlns ananuza yactoTel AL -amunonposza cpeau Apyrux (popMm amuiongosa
ObLIa BBIZIEIICHO 4 TPYIIBI MAIMEHTOB B 3aBUCUMOCTH OT YCTAHOBJIEHHOU (DOPMBI
ammionnosa: AL -amunonnos (n=38), AlLs-ammionmos (N=145), AA-amuaona03

(n=140), ATTR-amunon03 (N=19, Pucynok 1).

[TanrenTsl ¢ Mmopdonorudyecku BepuUIMPOBAHHBIM TUAarHO30M aMHJIOU1032

(n=342)
\
AL, (n=145) { {
Al : - 1 AA ATTR
(n:38) "orpaHUYCHHBINA" {reﬁepanHwBaHHmﬁ (n=140) (n=19)
\ BapuaHt (N=61) \ (n=84) L %

Pucynok 1. CTpykTypa 00c/ie10BAHHBIX TPYIII NAIMEHTOB.

OcHOBHOM Tpymnmoul wuccienoBanus Obutd OosbHBIE AL, -amumoungozom
(n=38). B rpymy AL -amrion103a BKJIFOYAIH MTAIIMEHTOB, UMCIOIINAE CIICIYIOIIHNE
XapaKTEPUCTUKHU:

® K30JIMPOBAHHOE TMOpaXEHUE AaMUJIOMAOM OJHOTO OpraHa WIM TKaHHU,
MOATBEPKACHHOE MOP(OIOTHYECKUM UCCIIEIOBAHUEM OuomnTata
MOPaXXEHHOTO OpraHa IO HAJIUYUI0 KOHTOPWIMM W CBOMCTBAa JIBOMHOTO

JdydenpenomyiieHuss  (M3MEHEHUE  KpPacHOro  IBeTa  KOHTO(UIBHBIX
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OECKIJIETOYHBIX MacC Ha S0JO0YHO-3€JICHOE€ CBEUCHHME IMPU MHUKPOCKOMHUU B

MOJISIPU30BAHHOM CBETE;

e ycTohumuBas KOHrouius o0pa3lloB OMONTATOB IMOCIE THUCTOXMMHYECKOU
peakuud ¢ UIEJOYHBIM TyaHUAMHOM W/WIM OOHapyXeHUE B COCTaBe
JIENO3UTOB aMWIOWJa JEerKuxX Leneil ummyHornoOynuHa npu MI'X-
UCCIICIOBAHUN OMOIITATOB ¢ MPUMEHEHHEM aHTHCHIBOPOTOK K lamda u kappa
TUIIA,;

® UCKJIIOYEHHE XPOHUYECKOrO0 BOCHAIMTEIBHOTO 3a00JeBaHMs, MPU3HAKOB
NEePCUCTUPYIONIEH aKTUBAIIMN MapKEPOB OCTPOU (ha3bl BOCTIAJICHUS.

[Ipu anmanuze teuenuss AL -amuiaonmo3a yYUTHIBAIM YacTOTY PEIUIMBOB
3aboneBaHUsl W ero nmporpeccupoBanue. I[lox «penuauBOM» MOHUMAIIU
BO3HMKHOBEHHE O0YaroB aMUJIOWA MOCIE XUPYPrUIECKOT0 JICUYECHUS B TE€X K€ HIIH
JIPYTUX aHATOMUYECKUX OOJIACTAX OJHOTO OpraHa, IOJ MPOrpecCUpOBaHUEM
3a00JIeBaHUS] — MECTHOE PACIPOCTPAHEHHUE/POCT aMUJIOUTHBIX 04aroB.

B rpynny AlLs-amunounmosa (N=145) Bkiaroyaid Mal@eHTOB, ¢ CUCTEMHBIM
aMUJIOUAHBIM  TOPAXEHUEM OpPraHoB M TKAaHEH, WMEIMNUX CJIeAYyIoLue
XapaKTEPUCTUKMU:

e OoOHapyXeHHE aMHJIOUJa MpU OMOICHH MOPAKEHHOI'O0 OpraHa Wid JAPYTHUX
obnmactei (clM3UCTas KeMyJaKa WM JIBEHAIIATUIICPCTHOW WIIM TIPSAMOU
kuiku, [DKK) B ciydasx TpyIHOAOCTYNHBIX I MPUKU3HEHHONW OMOIICUH
JOKaIMU3aIui, TOITBEPKACHHOE MOP(GOJIOTHIECKUM HCCIEAOBAHUEM TI0
HAIMYMIO KOHFOWIMM H  CBOWCTBA  JIBOWHOTO  JIYYEIIPEIOMIICHHSI
(M3MEHEeHHEe KpacHOTO IIBE€Ta KOHTOMUIBHBIX OECKIETOYHBIX Macc Ha
s10JI0YHO-3€JICHOE CBEUEHUE MTPU MUKPOCKOTIMH B TIOJIIPU30BAHHOM CBETE;

® [IOJUOPTraHHOE WJIM MOHOOPTaHHOE aMUJIOMAO€ B COYETAHUU C HAIUYUEM
MPU3HAKOB IMJIa3MOKJIETOYHON JUCKpa3uu (YCTAaHOBIEHHBIX Ha OCHOBaHUU
pEe3yJAbTaTOB MMMYHOXHUMHUYECKOTO HCCIEJOBAHUS CBIBOPOTKH KPOBU H
MOYM  MeToJaMHu  3JeKkTpodopesa Wi  HUMMYHOPUKCAIUU  WIH

KOJIMYECTBEHHOTO ompeeneHus cBoooaasix JILN);
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e ycTohunBasi KOHrouins 00pa3lloB OMONTATOB MOPAKEHHOTO OpPraHa Mocje

TUCTOXMMHUYECKON peaklyy ¢ HIEJIOYHbIM TYaHUIUHOM W/UIIM OOHApyKEHUE

B COCTaBe JEMO3UTOB aMMJIOMJA JIETKUX LeNneid HUMMYHOIVIOOyJIuHA MpHU

NI'X-uccnenoBanuu OMONTATOB ¢ IIPUMEHEHUEM aHTHCBHIBOPOTOK K lamda u

kappa Tumna;

® UCKIIOYEHHE XPOHUYECKOIO BOCHAIMUTEIBHOIO 3a00JIeBaHMs, NPU3HAKOB

NEPCUCTUPYIOUIEH aKTUBALIMU MAPKEPOB OCTPOH (ha3bl BOCHIATICHHUS.

Cpenn nanuentoB ¢ Algs-aMHIONZ030M HaMU B OTIEIbHYIO MOATPYMILY
OBLIIM BbIICJICHBI MALMEHTHI C MIPEUMYIIECTBEHHBIM MTOPAXXEHUEM OJHOTO OpraHa B
nebrote 3a0oneBaHusi, 0003HAYEHHYI0O HAMHM KaK «OrpaHMYEHHBIN» BapuaHT Alg-
amunongo3a (N=61, Pucynok 1). Y mnamueHTtoB ¢ «orpaHuyeHHbIM» Alg-
aMUJIOUI030M Ha MPOTSKEHUU HE MEHEE TIOJIYToja MPOCISKUBAIUCH KIMHUYECKHE
MPU3HAKK TIOPaXEHUsS JIUIIb OJHOTO OpraHa (IMOYKH, MEYCHHU, MATKUX TKAaHEH H
apyrue), SToT BapuaHT Alg-amuionmosza NpelNCcTaBIsSIOT CO00M HaMOOJBIITYIO
npobiemy B nuddepenunanbHoil nuarnoctuke ¢ AL -amunonmnozom.

Huarnoctuka AL -amuiionso3a 3aTpyJHEHa B CBS3U C HAJIMYHMEM Y 4YacCTH
NAIMEHTOB  COIMYTCTBYIOIIEH MATOJNIOTMHM, KOTOpass B  COBOKYIMHOCTH C
Mopdosorndecku BepuPUIMPOBAaHHBIM aMUIIOUI030M OJTHOTO OpraHa (Hampumep:
KOXKM, MOYEBOTO Iy3bIps, JTUM(ATUYECKHX Y3JI0B) MOXKET HMHUTHUPOBATH
KIIMHUYEeCKYl0 KapTuHy Als-amumnongo3a. Mbl yuuTbiBadu 3TOT (GakT Mpu
MpoBeieHn: Toncka audpepeHnnanbHO-THarHOCTUIECKUX KPUTEPUEB IBYX (popm
AL-amuiion103a, BKJIIOYMB B aHAM3 BCE MMEIOIIMECS KIMHUYECKUE MPU3HAKU Y
O6ompHBIX AL -aMWIONW030M, BKIIOYAs CHUMIITOMBI TIOPa)KEHUS BHYTPEHHUX
OpraHoB IMpU KOMOPOWAHBIX COCTOSIHUSAX (apTepuanbHas runepteHsus, WUBC,
nuabeTrueckas HedpomaTrs, HeaJTKOTOJIbHAS KUPOBasi 00JIE3Hb MEYCHH U IPYTHE).
JIs1 XapaKTEepUCTUKH OpPraHHBIX BOBJICUEHUH y manueHToB ¢ Als-amuiongozom
MBI HCMOJB30BaIU KPUTEPHUHU, MPUHATHIE HA CHUMMO3UyME MeXIAyHApOIHOTO

oOriecTBa 1Mo u3ydeHuro ammwionno3a B 2005t (Ta6muma 3) [47].
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Ta6auna 3. Kpurepuu BoBjieyeHus: opraHos npu ALs-amuiiounose,

PEeKOMEH/I0BAHHbIE 00IEeCTBOM 10 H3y4YeHHI0 aMuionao3a (2005 r.) [47]

TTopakeHHBIN o o .
opra Knuanyeckuii, mabopaTopHbIN UM MHCTPYMEHTAIBHBIN PU3HAK
IToukn Cytounas nporeunypus > 0.5 r/cyt
VYrommuenue crenku JOK mo nanasiM OxoKI™ > 12 MM, B OTCYyTCTBUM JpYTHUX
Cepaue KapAWaJbHBIX TPUYUH
NT-Pro BNP > 55 nmons/n
Teuens YBenuueHre MakCUMaJIbHOTO pa3Mepa MedeHu > 15 ¢M, B OTCYTCTBUHU CepAeIHON

HenoctatouyHoctd wi P > 1,5 Hopm

Hepshas cucrema

[Mepudepuueckas: CMMMETpUYHAS CEHCOMOTOPHAS HEBPOIATHS HUKHHUX
KOHEYHOCTEH;

AptoHoMHas: oproctarrueckas runoreH3us (CAJl < 90 MM pT.CcT.) y AIIMEHTOB C
HopMmaibHOH @B 1o manaeiM 9X0KI', MoTOpHAas muapest, IceBa000CTPYKITUS
(kurreynuka), MMCHYHKIUSA MOYCHCITYCKAHUS B OTCYTCTBHH MH(MUIBTPALIMN
MOYEBOTO ITY3bIPS aMUJIOUIOM

KKT

HpSIMaH OuoIICHS ¢ KIMHUYECKUMU IIPOABJICHUAMU

Jlerxkue

HpﬂMaf{ OuoIICHS ¢ KIIMHUYECKUMU IIPOABJICHUAMHU, UHTCPCTULIUATIbHBIC U3MCHCHUS
P PCHTI'CHOJIOI'MYCCKOM HMCCIICAOBAHNU

Msrkue TKaHu

VYBenuueHne A3bIKa; apTPOIIaTHS; OYard Ha KoxKe; IepeMerkaromiascs XpoMoTa 3a
CYET HOPaKEHHUSI aMHJIOUIOM COCYJIOB; MUOIIATHS MMOATBEPKACHHASI OUOIICHUEH HITH
[ICEBAOTMIIEPTPOMHSI MBI, TUM(PATHUECKHUE Y3IIbI

Huarnoz AA-

KPUTEPHUEB, COACPKAIUXCA B MEKIYHAPOIHBIX U OTEUYECTBEHHBIX PEKOMEHIAIIASIX

n ATTR-amunongo3a ycTraHaBiIuMBajiCid Ha OCHOBaHUM

[6, 10, 117]. I'pynnsr mamueHToB ¢ AA-amumnongo3om u ATTR-aMuinongo3oM

YUUTBIBAJIX TOJIBKO IIpU aHAJIN3C YaCTOTHI ALL-aMI/IHOHHOSa, sl pCUICHUA

OCTAJIBHBIX 3aJda4 HCCICAOBAHMA QAHAJIU3UPOBAIIN TIPYIIIbI IIAIUCHTOB C ALL'

ammnon1o3oM U AlLs-amuinongo3oM.

2.2 MeTtoanl ucciieqoBanus nanueHToB ¢ AL, - u ALs-amuionaozom

Bcem

MalueHTaM  MPOBOJMIIA  OOIICKIMHUYECKOe  OOCjeaoBaHue,

BKIIIOYAOMICC CTAHAAPTHBIC MCTOAbI MCCICOOBAHNA, B TOM YHCJIIC: KIMHUYSCKUM

aHaNMM3 KPOBU M MOYHM, OMOXMMHUYECKHWU aHAIIU3 KPOBH, JJIEKTpOKapauorpadus,

peHtreHorpadust/girooporpadusi rpyaHOW KiIeTkH, 3xokapauorpadus (OxoKT;

M-pexum, [BymMepHas M JIONIUIEPOBCKAs JXOJIOKALUS C HCCIEAOBAHUEM

MoKa3aTejed BHYTPUCEPACYHON TeMOJUHAMUKH), YIbTPa3BYKOBOE HCCIEIOBAHUE

OpraHoOB OPIOLIHOM MOJIOCTU U MOYEK.
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OlLleHKY TTOPa)KEHUS MOYEK OCYIIECTBIISIA C TMOMOIIBIO OMpPEACHUS YPOBHS
CBIBOPOTOYHOTO  KpEaTMHUHA U  CKOPOCTHU  KIyOOUYKOBOM  (puiibTpanuu,
paccuntanHod mo Qopmyire CKD-EPlI (pCK®), mnokaszareneii cyTodHOM
nporeunypun (I1Y). Ctaguun xponudeckoit 6one3nu noyek (XbII) onpenensau B
COOTBETCTBHHU ¢ pexkoMmeHaauussMu Hayunoro oOmectBa Hedponoros Poccuun 2019
ronra u KDIGO 2012 roma [1, 143]. Cragum XpOHUYECKOH CepaeHHOM
Henoctarounoct (XCH) onpenensiin mo NYHA (New York Heart Association —
Hero-Hopkckas knaccudukamys cepaedHoil Hel0CTaTOYHOCTH) B COOTBETCTBHH C
pexomenparusamu EBponeiickoro Oo6rmiecta kapauosoros (ESC) 2016 roxa [110].

B 3aBHCHUMOCTH OT JOKaIU3aIuy aMUJIOMIHBIX 04aroB BCE MAIlUEHTHI ObLIU
oOcneoBaHbl COBMECTHO C Y3KHUMH CIEHUaIucTaMu (OTOPHUHOJIAPUHTOJIOTH,
o TaIbMOJIOTH, YPOJIOTH, HEUPOXUPYpru U np.). Tak, y Bcex mamueHToB ¢ AL, -
aMUJIOUJ030M TOPTaHM U TPaxeoOpOHXHAIBHOTO JepeBa (HauOOMdbIIEH IO
YHUCJIICHHOCTH TOJIPTPYIIE) MPOBOAWIN (HUOPOIAPUHTOCKOIUIO U OPOHXOCKOIHIO,
a TaKke MYJIbTUCIUpPAIbHYI0 KoMImbioTepHyto ToMorpaduio (MCKT) ana onenku
BO3MOYKHOT'O HAJIMYUSI aMUJIOUTHBIX 04aroB B JIETKUX.

CrnenuajbHble METOAbI UCCJIEI0BAHUSA.

Y Bcex 38 OONBHBIX OCHOBHOW TpYIIBI HCCIIEeNOBaHWS auarHo3 AL, -
aMUJIOW0303a TMOATBEPKAATM TPU TPUKU3HEHHONW OWONCHUH MOpaXEHHBIX
opraHoB. buorncuitHplii MaTepuan y O0JIbHBIX C JIADUHTOTPAXEabHBIM BapUAHTOM
AL, -amunonmo3o3a (n=15) ObLI MOJTy4eH npu aMOyJIaTOPHOM
JAPUHTOCKONTMYECKOM  OOCIIEIOBAHUM WM HHTPAONEPAIMOHHO BO  BpeMs
XUPYPTUYECKOTO JICUeHUs 00pa3oBaHMs ropTaHu. Y OONBHBIX ¢ JeroydsiM AL, -
aMmI0n103030M (N=4) THCTOJIOTHYECKUN MaTepHal MOJyUeH MOCIIE OTICPATUBHOTO
BMEIIATEIHCTBA (AaTUMHUYHAS PE3EKIHS JIETKUX). Y OONBHBIX C ypOTEIHaTbHBIM
BapriantoM AL -amwionnoszoza (n=4) mnposomwiack TYP-Ouoricuss ModeBoOro
ny3eips. Y OonbHBIX ¢ AL -amuiongo3o3oM koxku (N=3) Obula BBITOJIHEHA
OMOTICHUsI HECKOJIPKUX YYaCTKOB M3MEHEHHOM KOXH. Y oaHoro OojpHOro ¢ AL, -
aMUJIOU030M JTUM(GATHUYECKUX Y3JI0B TMPOBEACHA OKCIHM3HUOHHAS OHWOTICHS

YBEJIMYEHHOTI0 JIMM(OY3Jla HIKHEUETIOCTHOM 00JIaCTH M y OJHOrO OOJBHOIO ¢
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AL -aMuioua0o30M TOJOBHOTO MO3ra MPOBOAWIACH CTEpEOTaKCHYecKas W
WHTpaonepamoHHas Ouorncusi o00pa3oBaHUsl BO BPEMS XUPYPTUUECKOTO JICUCHUSI.

Bcem manmentam ¢ AL -amunongo3om (N=38) u ALs-amunonmo3zom (N=145)
BBITIOJIHSUTM  METOJbl HCCIICIOBAaHUSI CHIBOPOTKM KPOBM M MOYM Ha HalU4uue
MOHOKJIOHAJIBHBIX O€JIKOB M HX (PParMeHTOB, BKIIOYAs KalNWJUISIPHBIN/TENb-
anekrpodope3 (Ha aBromaTmueckom mpudope Capillarys, mpousBojactsa Sebia) u
UMMYHO(UKCAIIUIO, BBIMOJHEHHBIX Ha 0a3e MEXKKIMHUYECKOW OMOXMMHYECKOU
naboparopun Knunudeckoro mnentpa Ilepsoro MI'MYVY umenu U.M. Ceuenona
MunzapaBa Poccun (CeueHOBCKUM YHUBEPCUTET) U J1aOOPATOPUHM TYMOPATBLHOTO
ummyHutera ['ematonmornueckoro Hayunoro Ilentpa M3 P®. DddextuBHOCTD
PYTHHHBIX METOJIOB OILICHKU IUIa3MOKJIETOYHOM JucKpazuu (dyekTpodope3 u
UMMYHO(DUKCAIUsI) CPAaBHUBAIM C MPUMEHEHHEM Y ITUX XKe MmanueHToB ¢ AL, -
ammitonnozoM (N=38) u ALs-amumonmozom (N=145) BBICOKOYYBCTBUTEIHLHOTO
KOJIMYECTBEHHOT0 omnpeneneHus: cBoooaubix JILM (MMMyHOTYpOUAMMETPpUYECKHI
meton Freelite, The Binding Cite) na 0a3e mgaboparopuud TI'yMOpPaabHOTO
uMmyHutera ['emaronornueckoro Hayunoro Ilentpa M3 P®. Beuay toro, 4to y
nareHToB ¢ Als-ammiongozoMm otHommenune K/A-JILM Moxer OBITH BBIIIE
pedepercHbix 3HaueHuit (0,26-1,65) mpu MoHOkIOHambHOU mpoaykuuu JILN
kappa-tuma u Huxe pedepeHCHBIX 3HaueHuMd npu mpoaykumu lamda-JILU, ms
MOCJIEYIONIETO cpaBHEHUs Y manueHToB ¢ AL - 1 ALs-aMuiaong030M MPOBOIUIIN
CTaHJAPTU3ALMIO 3TOr0 IOKa3aTelis MO OTHOWIEHHUIO K CPEAHEMY 3HAYECHUIO
pedepencHoro uaTepnana (0,95).

Y otnenbHBIX O0MBbHBIX ¢ AL -ammwionmozom (N=7) n AlLs-aMWIONI030M
(n=3) 1S OICHKW HAJMYHS CUCTEMHOMW TUIa3MaKJICTOYHOM JUCKPA3UH BBITOJHEHO
(dbeHoTHMHpPOBaHNE TIA3MATHIECKUX KIIETOK KOCTHOTO MO3Ta METOJIOM MPOTOYHOM
nuTodIoymMeTpun Ha 6ase 1abopatopur UMMYHO(DEHOTUITUPOBAHUS KIETOK KPOBHU
n koctHOrO Mo3ra ['emartonornueckoro Hayunoro Llentpa M3 PO.

Y wactu OosbHBIX ¢ AL -ammmounmoszom (N=8) ymamoch mpoBectn MI'X-
UCClieIOBaHUE OMONTATOB MOPAKEHHBIX OPTraHOB C MPUMEHEHUEM aHTHCHIBOPOTOK

k lamda wu kappa JIIU wu wuMMyHOQIIOOPECIICHTHOE HCCIIEIOBaHUE
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IUTa3MaTHYECKUX KIETOK ¢ aHTHchiBopoTkamu k lamda w kappa JILIU, k CD

38/138, 56 (n=6) naruentoB ¢ AL -aMHUIOMI030M.
2.3 MeToabl CTAaTUCTHYECKOH 00padOTKHU JAHHBIX

Bes undopmariust o narueHTax, B TOM YUCJIE BBIMUCHBIC STTUKPU3BI, JaHHBIE
aMOyJIaTOPHBIX KapT, pPe3yibTaThl JOMOJHHUTEIbHBIX METOJOB HCCJIEI0BAHUM
obOpabateiBajiach B nporpamMmHoM obecrnedenun Statistika 8.0. (StaSoft Inc.) u
IBM SPSS Statistics 22 (IBM Corporation, CIIIA). HopmansHOCTb
pacnpenenesus onpeaessanu ¢ nomouipro kpurepus llanupo-Ywika. /lanHbie o
KOJIMYECTBEHHBIX  IIOKA3aTENsAX C  pacHpeleieHUuEM, OTIMYABIIMMCA  OT
HOPMAaJIbHOTO, MPUBEACHHI B BHUAE MEIUAHBI U MEXKKBAPTUIBLHOIO pa3Maxa.
JlaHHbIE 1711 KQYECTBEHHBIX IMEPEMEHHBIX TMPEICTABICHBI B BUIE aOCOTIOTHBIX
4acTOT M JIOJIM B TPYMNIE B MPOLEHTaX. MeauaHbl KOJUYECTBEHHBIX MOKa3aTeeu
cpaBHUBAIM ¢ mnoMouplo U-kputepus ManHa-YuTHu (IpU  OTKIOHEHUU
pacrpeneneHuss OT HOPMallbHOro). JIisi MHOKECTBEHHBIX MEKIPYIIOBBIX
CpPaBHEHHMI KauyeCTBEHHBIX IIOKa3aTelleld HCHoJb30Bainu Kputepuih Kpackena-
VYomuca. CpaBHeHue rpynnm MO KayeCTBEHHbIM NPU3HAKaM MPOBOJIUIIOCH C
nomoItnplo Kpurepus y2-Ilupcona (mpu komuuectBe HabmomeHuit Oonee 10 B
IpyIIIe), Mpyu KOJIMYECTBE HaOMoaeHu oT 5 10 10 B rpynmne BBOAWIM MOTPABKY
Weiitca, menee 5 HaGmomeHuil B CPYIIE HCHOJB30BAIIM TOYHBIM KPUTECPUMN
@umepa. AHaIUM3 BBDKUBAEMOCTH MPOBOAWIM C HCHOJb30BAHHEM METOJA
Kamnana-Maiiepa wu  jor-panroBoro tecrta. /lnsg pa3BegOYHOTO aHAIM3a
b depeHnraaTbHO-TMarHOCTHUECKUX KpuTepueB AL -amMuiongo3a MNPUMEHSIIN
METO]T MHOTO0(aKTOPHOTO aHan3a COOTBETCTBHUSI. 3HaYMMOCTh
b depeHnnaaTbHO-TMarHoOCTUYECKUX KpuTepueB AL, -amuimonmo3a oleHuBamu ¢
MOMOIIBIO JIOTUCTUYECKON perpecCHoHHON Mojenu. OneHKy KadecTBa OWHApHOM
kinaccudukamuu npoBoamwnu ¢ nomomniplo ROC-anmanmsza. Pasnwums cuwmranu
NOCTOBEpHbIMU TIpu  BenumuuHe P<0,05. Bce pe3ynbTaTel MNPUBEACHBI C
JBYCTOPOHHHM YpPOBHEM 3HA4YUMOCTH. /s KOppEeKIuu IpU MHOKECTBEHHOM

MOTMIAPHOM CPaBHEHWH MCIIOJIB30BaIH MONpaBky boudepponu.
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I'JTIABA 3. PE3YJIBTATHI U OBCYXKJIEHHUE.
3.1 Yactora AL| -amuiiono3a cpeau Apyrux ¢popmMm aMmujionao3a

AL -amumonno3 guarHoctupoBan y 38 (11%) u3 342 mnainueHToB C
JMAarHO30M aMHIION103a HAOJI0aeMbIX B MHOTONPO(GUIBHOM TEpaneBTUYCCKOM
cranmonape. Yacrora AL -amuiiounosa (11%) npuOau3uTeIbHO COOTBETCTBOBAIA
gactore AT TR-amunonnosa (5,6%) u moutu B 4 pasza Obl1a MEeHbIIIE 4acTOThl Alg-

amuitonnosa (41%) u AA-amunonnosa (40%, Pucynok 2).

38; 11% 19; 6%
140; 41%
/ = ATTRm
: | AA
145; 42%
ALs
EALL

Pucynok 2. PacnpocTpaHeHHOCTH Pa3jiuuHbIX ()OPM aMUIIONT03A.

Yactora AL -amunougo3a cpeau OOJNBbHBIX AL-aMuUIoMI030M B IEJIOM
(AL.- m ALs-amunouno3, n=183) cocraBmia 20,8%. IlonydyeHHBIE NaHHBIC O
gactote AL -amunongo3a yka3blBalOT Ha HEOOXOIWMOCTh €T0 HCKIIOYCHHS Y
KKJIOTO TSITOTO MaIlMeHTa ¢ MOPGOIOTHYECKH TMOATBEP)KICHHBIM aMIJIOUI030M
AL-tuna.

B cBI3M ¢ OTCYTCTBHEM  SNHUAEMHUOJIOTMYECKHX  JIAHHBIX O
pacrnpocTpaneHHOCTH AL -aMuIou03a Mbl OLIEHUBAEM €r0 PacHpOCTPAHEHHOCTh
Ha OCHOBaHUM KOCBEHHBIX JaHHBIX O paccrnpocTpaHeHHOCTH AL-amuiionnosa B
mupe. Ilpunsto cuurarh, uyto uyactota Algs-amunonmo3a cocTaBisieT
npubm3uTenbHo 8,9 Ha 1 mMmwummoH Hacenenus [75]. Otu nanneie (R.A. Kyle,
1992r.) npuxoastcsa Ha koHel 90-x — Hayana 2000-X ro0B, MO3TOMY, C y4E€TOM

guciaeHHOCTH HaceneHuss Poccum B 1996 roagy 148,3 MHIUIMOHOB 4YEIOBEK
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(opunmanbubie gaHHble PenepalibHOM CIyX)Obl TOCYJApCTBEHHOM CTATUCTHUKH),
MOXHO CJIeJlaTh MNPEANnojokeHue, uro B Poccun 0011ast 4ucIeHHOCTh OOJIBHBIX
AL-amuiiousiozom B Te roasl coctabisuia 1320. IMockonbky AL, -amuiionsio3 B
ctpykrype AL-amwmioumosa 3anmmmaetr okoino 7-12% [71, 87] oxumaemoe
KoJauuecTBO OonbHBIX AL -amuiongo3oM B TOT mepuol BpemeHu B Poccun
JOJKHO OBLIIO cocTaBUTh OKoJo 92-158 uenosek. B Gosiee mo3aHem coobiieHun
P.Quock wu coaBt. (2015r.) KOHCTAaTHUpyeTCS TEHACHIMS K YBEIMUYCHHUIO
pacrnipocTpaneHHOCTH AL-amuiounaosa cpenu HaceleHusl ¢ mokazatesnei 15,5 Ha 1
it B 2007 roay u 40,5 Ha 1 mun B 2015 roxy [113]. Mcxoast u3 3Toii TEHACHIIUN
quciao 00JbpHBIX AL-aMUITOM030M C y4eTOM YHCICHHOCTH HaceneHus Poccuu B
2015 rony (146,3 MUJUTHOHOB YEJIOBEK) COCTABUIIO OKOJI0 5925. COOTBETCTBEHHO
OXKHMJIaeMO€ KOJWYeCTBO marnueHToB ¢ AL, -amunounnozom Ha 2015 rom morio
coctaByATh 414-711 yenosek. Takum 00pazoM, MOXKHO JIUIIL MPEANOIArarTh, 4To
pacnpocTpaHeHHocTh AL, -aMunomo3a cocraBiser okosio 3-5 Ha 1 MIIH YenoBeK,
OIHAKO WCTHUHHAs pacnpocTpaHeHHOCTh Kak AL, -amwmiongoza, tak u Als-

amuiouso3a B Poccuu tpeOyeT u3ydenus.
3.2 KiinHu4ecKkasi XapakTepuCcTUKA MalueHToB ¢ AL -aMmuiiono3zom

Haubonee wacrto BcTpedaeMbiMH BapuaHTamMu AL, -amuionmoza B Hamiem
HaOJIFOICHUM OBUTH JIapHHroTpaxeaibHblii (N=15), KOTOPBIH B COBOKYIHOCTH C
JaerodHbM BapuanToM AL, -ammiongo3a (N=4) OTMEYEHBI TMOYTH Y MOJIOBHUHBI
OonpHBIX. [pyrmmu Bapuantamu AL, -amuionmo3a ObUIM MOpaKCHUE BEK HITU
napaopOuTaiibHON KierdaTku (odrampmonoruveckuii BapuaHT, N=10), Koxu
(n=3), MoueBoro my3eipsi (ypOTeIUaIbHBIA BapuaHT, N=4), TOJOBHOTO MO3Tra

(uepeOpanbHbIiA BapuaHT, N=1), muMmdarnueckux y3ios (n=1, Pucynok 3).

OOpamaer Ha cebs BHMMaHuWe TOT GakT, 4yto mpu AL -amunonmose
HanOoJiee YacTO BO3HHUKAET IMOPAKEHHE 30H KOHTAKTa OpPTaHW3Ma C BHENTHEH
Cpemoii — KOXKa, KOHBIOHKTHBA BEK, BEPXHHE JbIXaTEIbHBIC ITyTH, MOYCBOMU
My3bIpb, YTO MOXKET CBUJETEIHCTBOBATh O BIUSHUW AHTHUTEHHOW CTUMYJISIUU W3

BHE Ha pasButHe 3a0oneBanus [158]. Jlns mpoBepkw 3TOW THUIOTE3Bl MBI
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MPOAHATU3UPOBAIM HAJUYME y HAIIUX NAlUUMEHTOB AJUIEPrUYECKUX COCTOSHHM,
XPOHUYECKUX BOCHAIUTEIBHBIX 3a00JI€BaHUN NOpaXXeHHBIX opraHoB. OmHaKo
MEPCUCTEHIIMIO AJUIEPrUYECKUX pPEAKUUMid HaM yJajioch BBISIBUTH JUIIb y 3
MAlMEHTOB, a HAJIWYUE XPOHUYECKOI'O0 BOCHAICHHS CIU3UCTON (XpOHUYECKUU
HUCTUT) emé y 3 OOJbHBIX, y OCTAJbHBIX OOJIbHBIX OYEBUAHBIX HHIYKTOPOB
XPOHUYECKON aHTUT€HHOW CTUMYJISIUMU OOHApYXUTh HE yAanock. Paznuuwmii mo

BO3pacTy B 3aBUCUMOCTH OT HaJMuus aiepruil He ObuiM BhigBiIeHbl (U=13,5,

p=0,121542).

B lapuHroTpaxeanbHbliii
N JleroyHbii

B O¢pTanbmonoruyeckuii
N YpoTenuanbHbiit

H KoxHblii

¥ UepebpanbHbiii

Numdatnueckume y3nbl

Pucynok 3. Bapuantsl AL -amusiounosa

Menuana Bo3pacta manueHToB ¢ AL -amumongo3om coctasuina 47,0 (34,5;
57,0) nmer, YTO COOTBETCTBYeT JaHHBIM JApyrux asropoB [108]. Usyuenwme
3aBUCUMOCTH BO3pacTa OT MPEUMYIIECTBEHHONW JIOKAIM3AllUd aMIJIOMIHBIX
JICTIO3UTOB MOKA3aJI0, YTO MOATPYIIa MAMEHTOB ¢ OpaKeHHeM Koxu (N=3) Oblita
camoii monozoi (18, 22 u 24 ner), oJHAKO MAJTOYUCICHHOCTh ATOW MOATPYIIIBI HE
MO3BOJIMJIA BBIIBUTh 3HAYMMOW pPA3HUIBI C JPYTMMH TOATPYMIIaMH  (TECT

Kpackena-Yommuca: H=9,968672; p=0,1260; Pucynoxk 4).
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Pucynoxk 4. Bo3pacT manmmeHTOB HAa MOMEHT Hadaja 3a00/1eBaHHMsSl B
3aBHCUMOCTH  OT Bapuanta AL -amwmioumgosa. Ilpumeuanme: 1 —
JApUHTOTpaxeanbHbIN, 2 — JIETOUHbIH, 3 — opTambMoNoruyeckuit, 4 — KOXKHbIH, O —
nuM@aTHIECKUX y37I0B, 6 — YPOTEIHAIbHBIN, / — IIepeOpaIbHBIN.

CTOUT OTMETHTB, UTO BO3PACT CaMOI MOJIOJOM MAIMEHTKH ObLI 4 TOJIa U 3TO
OBLT €TMHCTBEHHBIN OMUCaHHBIN ciaydail AL -amuiiono3a y AeTed JOMKOJIHHOTO
BO3pacta BO BceM wmupe. BosnumkHoBeHume AL -aMuiionjo3a B CTOJIb PaHHEM
BO3pacTe IMO3BOJIICT MPEANojaraTh, 4To A€BOYKa, MO-BHIANMOMY, POJHIIACH C YKe
UMEIOIIMMCS a0eppPaHTHBIM KJIOHOM IUIa3MaTHUYECKUX KJIETOK WM (OpMHpPOBAHUE
ATOTO KJOHA OBLJI0O HMHAYLIMPOBAHO IIPH TIEPBOM K€ BCTpPEUYEe C AHTUTCHAMH
BHEIIIHEH Cpe/bl BCKOPE Mociie pokacHus. [IpuBoauM KIMHUYECKOE HAOIOCHNE
ATOTO cllydas caMoi MoJiojioi B Poccun u mupe nanmeHTku ¢ AL -amMmuiion1o3oMm.

Kaununueckoe naodmwoaenue 1. V nayuenmxu H., 2013 200a poowcoenus
(5.1em), ¢ e6ospacma 4 nem mama cmaia ommedwamv OCUNIOCMb 20J0CA,
3ampyoHenHoe OvixaHue. Ilpu obpawenuu x neouampy no mecmy HcumeibCcmed 8
mapme 2017 2o00a (8 6o3pacme 4 nem) ObLIO HA3HAUEHO JleUeHUue HO HOBOOY
ocmpoz2o qapuneompaxeuma — 6e3 agpghexma. B cesazu ¢ omcymemeuem aghghpexma
om JieueHus Oblla BbINOJIHEHA  GUOPOIAPUHSOCKONUS, NO OAHHLIM KOMOPOU
8bIABIEHO KPYNHOE 00pa3zosanue 20pmanu pazmepom 2cmM ¢ POBHOU 21a0KOl

NOBEPXHOCMbIO, UCX00Aujee U3 001acmu YepnaioHa020PMAaHHOl CKIAOKU U
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cyorcusalouee 2010co8yio ujenv Ha yemeepmo. PBJ] 6vina neungpopmamuena 6
CBA3U C HEBO3MONICHOCHBIO PeOEHKA 8bINOIHUMb OaHHYI0 npoyedypy. Ilo dannviv
bpoHxockonuu nopadicenusi OpoHxoe He evisasneHo. Ilpu 0doobcredosanuu 8
OMOPUHONIAPUH2ON02UYECKOM — cmayuoHape no  oawHbim KT ecopmanu
NOOMBEPIHCOEHO Hauauye o0bpazosanus 6 obaacmu uYepnaioHa020PMAaAHHOU
cknaoku caesa pazmepom 9x10x20 mm, komnpumupyrouee iegyro 6OKO8YH CIMEHK)
20pMAHU 8NPABO, C CYAHCEHUEM NPOCEema 20pManu 00 4 MM Ha NpomsadiceHuu 2 cM,
om men C3 oo C4 nozsonxka. Cnycms noneooa om nepevix KIUHUYECKUX
nposisienuti (6 ceumsiope 20182, 6 e6ozpacme 4 1nem) ObLIO GbINOJHEHO
9HOOCKONUYecKkoe yoaneHue 00pa3068aHus 20pmManu, JAPUHSONAACUKA — C
ycmpaHnenuem — NOCLEONepayuoHHo20  O0egekxma mKaHel  apeoH-nia3MeHHOU
anekmpoxoazynayueu. lucmonocuuecku yoaneHnoe ob6pazosanue npeocmasieHo
@pacmenmamu 80I0KHUCTNOLL COeOUuHUmMeNbHOU MKaHU, NOKPLIMOU
PECNUPAMOPHBLIM SNUMenueM, 8 moaue MmKAHu U 6 CMEeHKax apmepuil onpeoensiu
MHOJMCECMEEeHHble oYazu aMOP@OHLIX  DO3UHODUILHBIX MACC, OKDPYHCEHHble
CUCAHMCKUMU  MHO20SI0EPHbIMU  KilemKamu u Mmakpogacamu. Illocne okpacku
KOH20-KPACHbIM NpU  MUKPOCKONUU 8 NOJAPU3OBAHHOM CBeme  GbliBIeHHble
903UHOUIbHBIE Macchl npuodpenu s6104HO-3eneHoe ceeuenue. Ilpu UIX-
UCCce008anuUu  OKpydcarouwue MmMKaHU UHDUILMPUPOBAHLL  NPEUMYUeCMBEHHO
CD138+tnaasmamuueckumu kremkamu, 6 menvuen cmenenu CD3, CD4,
CDS+numepoyumamu,  CD68+maxpogpacamu. Ilpu  ummyHnogharoopecyenyuu
O3UHOPUNLHBIX MACC U NAA3SMAMUYECKUX KIEeMOK BbIAGIEHO BbIPANCEHHOE
ceeuenue JILU lamda muna +++, u nesnauumenvrnoe ceeuenue Kappa JILU
(Pucynok 5). Ilpu evinoanennuu ummynoguroopecyenmuou in Situ eubpuouzayuu
(FISH) naasmamuueckux knemox, peaxyus ¢ Kappa — ompuyamenvua, ¢ lamda —

noos#cumenibHa.
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Pucynok 5. I'ucrosornueckoe uccjiel0oBaHue yaajJeHHONH aMHI0UIOMbI
ropranu nauueHTku H. Tlpumedanue: A — ciausucTas TOPTaHU C OOIIUPHBIMU
y49acTKaMH  OTJIOKEHHS  OECKJICTOUHBIX DO3WMHOMWIBHBIX Macc (OKpacka
F€MaTOKCUJIMH-3031H), OKPY>KEHHBIX TMTAHTCKUMHU MHOTOSIIEPHBIMU KJIETKAMU U
Makpodaramu; b — ciausucTas TOpTaHM C Yy4YacTKaMU OTJOXKEHUS aMUJIOUa
(oxpacka koHro kpachslit); B — UI'X-uccnenoanue ¢ AT k kappa JILIU, ciaboe
cBeueHHe Kappa B maccax amMuiIonaa M ILIa3MaTHdeckux kietkax; I — MI'X-
uccienosanne ¢ AT x lamda JILIY, cunsHoe cBeuenue lamda B maccax amunonga
u mnasMmatudecknx kinetkax; | — UI'X-uccnenmoBanne ¢ AT x CD138, oGmupHas

UHOUIBTpAIMS TKAHU TIa3MaTUYECKUMHE KIETKaMHU.

Mopdgonocuueckasn KapmuHa CcOOmMeemcmeonsand AMUIOUO03Y,
06pazosanHomy aeckumu yensmu ummynoz2nooyiunos lamda muna ¢ oxpysicenuu
npoaughepamos MOHOKIOHANbHBIX —NIAZMAMUYECKUX KIeMOK U Makpogazos.
Ilocneonepayuonusiii  nepuod npomekanr 0e3 OCIO0JNCHEHUU, 8 Kauecmee
conpogooumenvrou mepanuu npumensiuco unearayuu ¢ I'KC. I'onoc nayuenmxu
ObLL NONHOCMBIO 80CCMAHOBIEH, HAPYWEHUU ObIXAHUS He OMMeudanU, O0eB0YKd
OvLIa 8bINUCAHA NOO HAOII0OeHUe OMOPUHOTAPH20N02A NO MECTY HCUMEbCIMEA.

s ucknouenus cucmemuozo xapakmepa AL-amunoudosza nayuenmxe oOwl10

npoeeaeno UMMYHOXUMUYECKOE ucciedosatue Kposu u cymouHoﬁ moudu ¢C
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NpUMEHEeHUeM  BbICOKOYYBCMEUMENLHBIX — Memo008  UMMYHOQuKcayuu U
onpedenenusi koauuecmea ceoboonvix JILIH (Freelite) — MI" ne ewissneno.
Inazmamuueckue Kiemxku KOCMHO20 MO32a NpU  UMMYHODEHOMUNUPOSAHUU
npeocmasienvl HOPMATbHbIM UMMYHOpEeHOmunom
CD138+CD38+CD45+CD19+/-CD56-CD27+.

Taxum ob6pazom, y nayuenmxu Ovi1 uckmoven Als-amurouooz u
noomeepoicoen AL -amunouooz copmanu. Ilocne onepamusnHoco neveHus
cocmosiHue nayueHmxu KOHMPOIUPOBANOCD 8 VCI08USX
OMOPUHONAPUHOI02UYECK020 CMAaYUuoHapa Kaxcovie 2-3 mecaya, y nayueHmku
Habnoodanacy pemuccusi 3a001e6anus, NPU KOHMPOIbHLIX JIAPUHESOCKONUSX
VMepeHHAs. NOCleonepayuonHas oegopmayus eCmuOYIAPHOU U  20]10CO8OI
CKIA0OK Cllesd.

Yepes 9 mecayes nocie onepamusnozo aeverus (6 urone 2019, 6 sospacme 5
jlem) y nayueHmku no OAHHbIM GUOPOIAPUHEOCKONUU OblLIU BbiEIEeHbl HOBble
V4acmKu amMuiouOH020 NOPAN’CEHUS COPMAHU 8 001acmu 4epnailoHad20pmaHHol

CKIAOKU Cllesd, Komopule OblIU pacyeHenbl KaK peyuous zabonesanus (Pucynok 6).

PucyHok 6. @®uOpoIapMHIoCKONMUYECKAs] KAPTUHA MOPA’KEHUsI TOPTAHU
nmanmedTkn H.: A — amwmiowmgoma ropranum g0 onepamuu, b — Penunus

aMUJIOUJOMBI TOPTAHU B 00JIACTH JIEBOW Yepnaio-HaATOPTAHHOM CKIIAJIKH.

Hapymeﬂuﬂ ObIXAHUS He ommedaiu, OoCunjiocmbsv He Hapacmald. Oonaxo
603HUKHO6BEHUE peuu()uea 3a001e8aHusl yKasovledalo HA pPUCK eco oanvHelue2o

npoepeccuposanus ¢ pazeumuem cmerosa copmanu. B uwone 20192. (5 nem)
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nayuenmke ObllO0 BbINOJHEHO NOBMOPHOE ONEPAMUBHOE BMEUlamenbCmeo.
yoanenue o0paz08anus, IAPUHSONIACMUKA C YCMPAHEHUeM NoC1e0nepayuoHHO20
Ooeghexma mKaHeu ap2OH-NAASMEHHOU Jnekmpoxoazyrayuel. [ucmonocuueckoe
UCcne008anust YOaieHHOU MKAHU 6 0YepeOdHOU pa3 NOOMEepouslo AMUIOUOHOE
nopasiceHue.

Ilpu oanvretiwem naboodenuu 8 Hosbpe 20192. no daHHLIM KAPUHSOCKONUU
0OHapydiceno ymoaweHue CIU3UCmMou 8 oonracmu YOaiéHHOU amMuioudomvl U Ha
NPOMUBONONIONCHOU cmopone 2opmanu. llayuenmke Ovina 6vinoIHeHa OUONCUSL
CAUZUCNOU 00O0JNOUKU U3 6HOBb BbIABIEHHBIX 04a208 NOPANCEHUs 20pMAaHU U
npou3sedeHo ux yoaniewue C NOMOWDbIO XOJNOOHONIASMEHHOU MeXHOL02UU
(COBLATOR Il). [lpu eucmonoecuueckom ucciedosanuu 60 6cex o00pasyax
ouoncutino2o mamepuana 8viaeneHo Haauyue amunouoa. Cocmosnue 0e8ouKu 5
Jlem  nocie  onepayuu  OCMAasanochb  Y0081emeOPUMENbHbIM,  COXPAHALAC
VMepeHHAsi OCUNJIOCMb 2010Cd, HAPYWEeHUll Oblxanusi He Obllo. Yuumvieas
nosmopbvie peyuousvl 3a001e6aHUs 3d NAYUESHMKOU NPOOOJNCEHO AKMUBHOE
HabnooeHue, ¢ BbINOJIHEHUEM JIAPUH2OCKONUU Kadxcovle 2-3 mecaya. JlaHHbix 3a
peyuous 3aboensanue npu nocieodenil aapuneockonuu om mapma 2020e. He
NOJYYEHO.

[IpencraBiennoe HaOMIOJEHUE JEMOHCTPUPYET CIOXXKHOCTH  BEACHUS
MalMeHToB ¢ peuuauBamu AL -amMuIong03a ropTaHu, TpeOYIOIUX MOBTOPHBIX
OTIEPATUBHBIX BMEMIATEIBCTB, KOTOPhIE MOTYT OBITh CBSI3aHBI C BRICOKMM PHCKOM
MOBPEXKJEHUSI  TOJIOCOBOTO  ammapara ¢ WHBaJWAW3allMed  TMalMeHTOB.
JlomoTHUTENbHBIM ~ (DAKTOPOM, OCJOKHUBIIMM BBIOOp JICUCHHUS Yy JIaHHOM
MAIMEHTKH, CTaJl MOJIOJIOM BO3paCT, MPU KOTOPOM pyOIOBBIE HM3MEHEHUS
CIM3UCTOW TOPTAHW MOTJIM TMOBIUSATH Ha (DOPMHUPOBAHHE TOJIOCOBOTO ariapara B
OynyimieM, 9Tro TpeOyeT pacCMOTPEHHsI aJbTEPHATHBHBIX METOJOB JeueHus. C
Y4EeTOM CXOXXECTH TMATOTCHETUYECKHX MEXaHU3MOB pa3BUTHS 3a00JICBaHUS C
AKCTpaMEAYJUSIPHON TUTA3MOITUTOMON TPEACTABIISIETCS BO3MOKHBIM TPUMEHEHHE
JTy4eBOU Tepamnuu I MPeOTBPAIlEHUs PeIUIUBOB 3a00meBanus. [IockombKy mis

AL -amunoungo3a CerojHs HE CYIIECTBYET pPEKOMEHAAIMi 10 JICYEHHUIO,
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000CHOBaHME Jy4E€BOW TEpanuu B OTHOIIEHWHU 3TOr0 3a007€BaHUS BO3MOXKHO
TOJIBKO npu HATMYUHU MIOJITBEPKIEHHOTO UMM YHOTHCTOXUMHUYECKU
MATOJIOTMYECKOr0 KJIOHA IMJIa3MOTUYECKUX KJIETOK, YTO M OBUIO OCYILECTBIIECHO Y
Haiieil nanueHTku. B HacTosiee BpeMsi Mbl BeJIEM akTUBHOE oOcyxaeHue ¢ JIOP-
BpauaMM M PaJUOJIOraMd O BO3MOKHOCTH MPOBEJAEHUS Jy4yeBOW Tepamnuw,
OTCYTCTBUE HOBBIX PELMJIMBOB B TEUEHHUE IOCIEIHUX 6 MeECSALEB MO3BOJSET Ha
JaHHBI MOMEHT MPUICPKUBATHCS BBDKUAATEILHOW TAKTHUKH.

Cpenu Hammx mnamueHToB ¢ AL -aMuionso3oM mnpeobnafganu Jiuia
KEHCKOTO TMmoja (COOTHONIIEHHE KEHIIMHBI:MYXK4YUHbI — 2,5:1). Ilopaxkenue
rOpTaHu, Tpaxeu, KOXKu ¢ OOJbIlIei YacTOTONW HAOMIOAANN Y JKEHIIUH, B TO BpeMs
KaK BOBJICYCHHE JIETKHX U KOHBIOHKTUBBI BEK — y MYKYHH, OJTHAKO PA3JINYUs HE
JOCTHIJIA CTATUCTHUYECKHU 3HaUnMoro yposus (Tabnura 4).

Tadauuna 4. XapakTepucTuka nauueHToB ¢ AL -aMWwionio3om B

3aBHCHMOCTH OT 1I10J1Aa

_ KenmmHb! _ JlocToBEepHOCTH
ITokazarenn Bce (n=38) (n=27) Myxunnsr (n=11) pasTHI, p
45,5 40,0
Bospacr, ner (Mg, IQR) (32,0: 55.,0) (33?)7.35 0 (31,0: 57.0) 0,839
T'opraus u Tpaxes, n (%) 15 (39,5) 13 (48,2) 2 (18,2) 0,145
Jlerkwue, n (%) 4 (10,5) 2(7,4) 2 (18,2) 0,564
Konsbronkrusa Bek, N (%) 10 (26,3) 5(18,5) 5 (45,4) 0,192
Koxa, n (%) 3(7,9) 3(11,2) 0 0,542
MoueBoii my3bIps, N (%) 4 (10,5) 3(11,1) 1(9,1) 1,0
I'omoBHoI#t Mo3T, N (%) 1(2,6) 13,7 0 1,0
Jlumdaruueckue y3ibl, N(%) 1(2,6) 0 1(9,1) 0,289
OmnyxosneBuHbIH, N(%0) 25 (65,8) 17 (63,0) 8 (72,7) 0.565
Huddysuo-
scbTbTpATHBHEH, (%) 13 (34,2) 10 (37,0) 4 (27,3) 0.565

OTIIO’KeHUsT aMHJIONIa B OpraHax M TKaHSX MMEJU ONyXoJieBUIHbIN (25/38,;
65,8%) wmm auddysno-undunbrpatuBubil (13/38; 34,2%) xapaktep u He
3aBucuiu ot nona (Tabnuua 4). Ilpu nmopaxkeHun ropraHu, Tpaxewn U OPOHXOB
OTMEYaJIM KaK OIMYXOJIEBUAHBIE, TaK U AUDPY3HO-UHDUIBTPATUBHBIE OTIOKECHUS

aMuJIonaa. Yy ManrMCHTOB C IIOPAXCHHEM JICTKMX M KOHBIOHKTHMBBI BCK Yallc
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BBISIBISITA OTIYXOJICBUIHBINA XapakTep ACTO3HWIMKA aMUJIOWJa, B TO BpPeMs KakK y
MAI[MeHTOB C TMOPaKEHHEM KOXM M MOYeBOro my3eipad — auddysHo-
WHOUIBTPATUBHBINA, OJHAKO pa3Nu4usg ObBUIM CTaTUCTUYECKH HE 3HAYMMBI
(Tabnuma 5). MoXHO OBUIO HPEANONOXKUTh 3aBUCHUMOCTb XapakTepa Aeno3uu
aMIIION/Ia OT JIOKaJIbHBIX AHATOMHUYECKUX YCIOBHH, OJHAKO TPU TOCTPOSCHUHU
MHOTOMEPHBIX TaOJHIl COMPSKEHHOCTH MBI HE BBISIBIIIM TaKOH 3aBUCUMOCTH ()2-
[Mupcona=9,416, df=6, p=0,151). HecmoTps Ha OTCYTCTBHE CBSI3H MEKIY
XapakTepoM JEMOo3UIMN aMUJIOWJa W BapuaHTOM mopaxkeHus AL -amuionnosa,
KJIMHWYECKUE TPOSIBICHUS 3a00JeBaHUS  OMPEACNAIOTCS  (YHKIIMOHAIBHO-
AHATOMUYECKHMMH  CBOHCTBAMU KOHKPETHBIX OpPraHOB, BOBJICUYCHHBIX B

MaTOJIOTYMECKHM TpoliecC, ¥ MPU KaxaoM Bapuante AL -aMuiiono3a pa3Hble.

Ta6auna 5. Yacrora pa3anyHbix BapuanToB AL -amuiionnosa B

3aBUCHMOCTH OT XapakTepa OTJIOKEHHUI aMHJIOHAA

Do Onyx0JIeBUIHBIHI HuddysHo- JocToBepHOCTH
PMB (n=25) uHbmIsTpaTnBHe (N=13) pasnuunii, p

T'opraus u Tpaxes, n (%) 10 (40,0) 5 (38,4) 0,796

Jlerkue, n (%) 4 (16,0) 0 0,278
Konsbronkrusa Bek, N (%) 7 (28,0) 3(23,1) 1,0

Koxa, n (%) 0 3(23,1) 0,034

MoueBoii my3bIps, N (%) 2 (8,0 2 (15,4) 0,595
T"omoBHo# Mo3T, N (%) 1(4,0) 0 1,0
Jlumdartuueckue y3isl, N (%) 1(4,0) 0 1,0

[Ipumeuanue: paznuuust goctoBepHsl npu P<0,007 (MpuUMEHSIIM NONPABKY

Ha MHOXXECTBCHHOE CpaBHeHHE boH(epoHm)
3.2.1 JlapuHrorpaxeajbHbIii U JIerOYHbIH BapuaHThl AL | -aMui1onio3a

BbonbabIe ¢ mapuHTOTpaxeanbHbIM AL -amuimonmozom (42,5 (4-59) rona,
N=15) ObuIM 3HAYUTEIIHLHO MOJIOXKE, YeM OOJBbHBIC ¢ JIerouHbIM AL, -amuiono3om
(53,5 (47-65) rona, n=4; p=0,046).

XapakTepHbIMH JKaJlo0aMHM MAaIlMEHTOB C JIapUHroTpaxeanbHbiM AL, -
aMWJIONJIO30M SIBJISUTACH: OCHILIOCTH rojioca (N=15), cyxoi kamienb (N=4), oapinika

(n=9). OcwuruiocTs TOJOCAa Yy MANWECHTOB C JApUHroOTpaxeanbHbiM AL, -
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aMUJIOKU030M ObLTa TJIaBHBIM JE€OIOTHBIM KIMHUYECKUM MPU3HAKOM IMOPAXKECHHS
ropTaHd M OTMEYaJach y BceX OOJNBHBIX JIApUHroTpaxeaidbHbiM AL, -
aMWJIOUJ030M, y TAIMEHTOB C JIETOYHbIM BapuaHToM AL -amuiongo3a 3TOT
npusHak He oTMeueH (Tabnuma 6). Y 2 mamuentoB ¢ AL -aMuUI0MI030M JETKUX
OTMEUasCsl AMU30JAMYECKHI CyXOHl Kallenb, eme y 2 NalueHTOB CHUMTOMOB
3a00s1eBaHUsl OTMEUEHO HE ObLIO.
Ta6auna 6. Knuaudeckasi XapakTepucTHKA MANMEHTOB €

JAPUHIOTpaxeaJdbHbIM U JIET0YHBIM ALL-aMl/IJIOI/II[O3OM.

JlapuHrorpaxeanbHbIH, Jlerounsri, HocroBepHocTh
n=15 n=4 pasnnuuit

Bospacr, ger (Me, IQR) 42,5 (36,0; 49,0) 53.0 (48,5; 60,5) p=0,046
Cyxoii kamerns, n (%) 4 (27%) 2 (50%) p=0,37
Onpitika, n (%) 9 (60%) 0 p=0,08
Ocwuriocts Tomoca, n (%) 15 (100%) 0 p=0,0003
BeHTWIAIIMOHHBIC HAPYIIICHHS:

Mo ob¢cTpykTHBHOMY THITY, N (%) 4 (26%) 1 (25%) p=1,0

ITo pectpukTrBHOMY THITY, N (%) 0 0

B oTinuune oT mpakTHdecku 6ecCUMMOTOMHOrO jeroyHoro AL, -amuionmosa
JIOKAJIbHOE TOBPEXKJCHWE aMUJIOUOM BEPXHUX JbIXaTENbHBIX IyTed Oosee
aKTUBHO HapyIIaeT MPOIECcChl JbIXaTeIbHOM BEHTWISAIUU. Y 9 mamueHToB C
JAPUHTOTPaXeATbHBIM AL, -amunongozom pOrpeccupyroiee TEUYCHUE
3a00sIeBaHuUs IPUBEIIO K CTEHO3Y ropTaHu 1 ctenenu, y 5 O0IbHBIX —2 CTETICHH U 'y
1 6onbHOTO —3 cTenenu (Pucynok 7). Y 4 G0MbHBIX CTEHO3 TOPTaHU 2 U 3 CTENIEHU
notpeboBann  GOPMHUPOBAHUS TPAXEOCTOMBI HW3-3a  MPAKTHUYECKH  IOJIHOTO

IICPCKPLITHUA IIPOCBETA IT'OPTAHN 1 HCBO3MOXKHOCTH aHeKBaTHOﬁ BCHTHUJISIIINHA.

_\
\ lcr

2 cCT.

1, 7%

5; 33%

m3crT.

9; 60%

Pucynok 7. CreneHb CTeHO3a TOPTAHM Y MNANUEHTOB C

JapHHIroTrpaxeajJbHbIM ALL-aMI/IJIOI/IIIOSOM
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B cBsi3u ¢ npuctynamu oAbIIKHA Y 3 OOJIBHBIX C JIApUHroTpaxeaibHbIM AL -
aMUJIOUJ030M Kak MpUYUHY 3a00i€BaHUs 00CYX)Aalu OpPOHXHANbHYIO aCTMY M
XpoHu4eckuil OpoHxuT. O1HaKO Mocie npoBeAeHus (GUOPOITAPUHOCKOINH JUATHO3
nepecMaTpuBalcs B TMOJb3y HOBooOpazoBauus (pubpomsl) ropranu (N=9),
MPEUMYILECTBEHHO TMpU OIYyXOJEBUIHOM THUIIE JAEMNO3UIUU aMUJIOUAA, WIH
XPOHHYECKOTO  THUIEPIUIACTHYECKOro JiapuHrurta (N=6) mnpu  auddys3Ho-
UHOWIBTPATUBHOM THUIIC JICTIO3UITUN aMUJIOU/IA.

OcCHOBHBIE TPYIHOCTH B JAMArHOCTUKE JIApUHroTpaxeaidbHoro AL, -
aMUJIOWJ03a BO3ZHUKAIM B CBSI3U C OTCYTCTBUEM HACTOPOKEHHOCTH Bpayeil-
MOpP(}OJIOroB B OTHOIICHHMH aMUJIOMI03a, M3-3a 4Yero 0oJjiee 4eM B IIOJIOBHHE
cinyyaeB (N=8) okpacka Ha amuiouj (KoHro-kpacHbIi) TpoBOAMIACH TOJIBKO TIPHU
BTOPOM M TPETHEM MEPECMOTPE THUCTOIOTHYECKUX MPENapaToB, B pe3yJabTaTe YeTO
BpeMs OT MPOBEJEHUsI OMOIICUU TOPTAHU IO YCTAHOBJICHUS JUArHO3a aMUJION103a
TrOpTaHu, B CPEIHEM, COCTABIILIO 6 MecsieB (auanazon 0-40 mec.).

ITpu uccnenoBanun ®BJ] y manueHTOB CO CTEHO30M TOpTaHU 1 CTENEeHU He
OBLJIO BBISBJICHO BEHTWISLIMOHHBIX HapylIeHWH, Y 3 TAIMEHTOB CO CTEHO30M
ropTaHu 2 CTENEHU BBISBISUIM TMPU3HAKKA (UKCUPOBAHHOW WM TEPEMEHHOU
OOCTPYKIIMM BEPXHUX JBIXAaTENbHBIX NyTe M y 4 TMalMeHTOB C HaIU4YHeM
TpaxeoctomMbl ucciegoBanue OBJ[ He mpoBoamiIoCch. BhIsSBICHHBIE HU3MEHEHUS
®BJl y mamueHTOB C JIApUHrOTpaxeoOpoHXWaidbHBIM AL -amMuionso3om
3aKJII0YAJIUCh B MPAKTUYECKH OJMHAKOBOM CTENEHU BBIPAKEHHOCTH HAPYIICHUMN
WHCIIUPATOPHBIX M IKCIHPATOPHBIX MOTOKOB KPUBOW Ha rpaduke MOTOK-00BEM
(pucyHOK 8), a TakKe CHIKEHHE CKOPOCTHBIX M OOBEMHBIX TIOKa3aTesnei
ciupometpuu (ODB1/DXKEJL, ®XKEJI), B ornmuanu 0T OpOHXUATBHOW aCTMBI WU
XpPOHUYECKOTO OpOHXWUTA, C HAPYIIEHHEM TOJIbKO SKCIUPATOPHOW KPUBOM Ha
rpaguke TOTOK-00bEM H  CHHKEHHEM  MPEHMYIIECTBEHHO  CKOPOCTHBIX
MoKa3zaTesed CIUpOMETpUU (a TaKKe IMOJIOKUTEIBHBIM OpPOHXOIUIATAIMOHHBIM
TECTOM Ipu OpoHXHaNbHOUN actMme). TonbKO y OAHON MAIMEHTKH C MOPaKEHUEM
JErKUX HaMU OTMEYEHbl YMEpPEHHbIE OOCTPYKTHUBHbIC HapyuieHus (y 3Toi

MAIlMEHTKH B aHaMHe3e Obllla OpOHXHMAlIbHAS acTMa ajJIepPrHUeCcKOoro reHesa).
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Pucynok 8. I'paduxk norok-odobem npu PBJl y nmammentxkum /. ¢

JIAPUHTOTpaxeaJbHbIM AL -amusionozom

Hecmotps Ha npenmyIiiiecTBEHHO OOCTPYKTHBHBIN XapaKkTep MOpaKeHUs MpU
JapuHTOTpaxeadpbHol ¢opme AL -aMUIION03a, CTATUCTUYECKUX PA3TUIUN C
nerouyHbiM AL -aMUJIOHI030M 10 XapaKTepy BEHTUISIMOHHBIX HAPYIICHUN HE
BbIsiBIIeHO (Tabmuna 5), 9To MOKeT ObITh OOBICHEHO MaJIOW BEIOOPKOM MAIMEHTOB
U HEBO3MOKHOCTBIO BBHITIOJIHUTH uccienoBanne ®BJ[ y manueHToB co CTEHO30M
ropTaHu 3 cTeneHu, Hy>KJAIOIIUXCS B TPAXEOCTOMUH.

B OompmmHCcTBE citydaeB AL -amMuimougo3 JIeTKUX ObUT  CIIydaiiHOM
HAaXOJKOW TpH PYTHHHOM (Qurooporpad@uueckoM HCCIEIOBaHUHU, KOTOPOE B
KaxaoMm ciydae Obu10 mononHeHo MCKT opranoB rpynnoit kinetku. [Ipu stom
PEHTTCHOJIOTHYECKass KapTUHAa OYaroBOTO TMOPAXKEHMs JIETKHX CIIOCOOCTBOBAJA
aKTUBHOMY  BbIABIEHHMIO AL -amMmuionymo3a B TEepBYHO  ouepelb  H3-3a
OHKOJIOTMYECKOM HACTOPOXKEHHOCTH Bpaueu. Tak, 10 NONydeHus pe3yJibTaToOB
TUCTOJIOTHYECKOTO HCCICAOBAHMS OMOMTATOB JIETKOTO, ¥ 2 OOJBHBIX C JIETOYHBIM
AL -amunounno3zom MOJ03peBaIn 3JI0Ka4YE€CTBEHHOE HOBOOOpa30BaHUE
(mepudepryecknii pak JIETKOTO M METACTaTUYECKOE TOpa)KeHWe JEerkux), y 1
O00MBLHOTO OBLT BBICTABIIEH JUArHO3 JOOPOKAYECTBEHHOTO HOBOOOPA30BaHUS
JerKoro (XoHaporamaptoma), emie y 1 — odaroBbeiii TyOepkyme3 jerkoro. Baxxno
OTMETUTh, YTO IMOUCK METACTaTUYECKUX OYaroB IMO3BOJMWJI B OJHOM Ciyyae

BHU3yanu3upoBaTh npu ucnoias3oBanuu [I3T-KT ¢ dbropae3okcuriatoko3oi odaru
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HAKOIUIEHUS] (papMaKOJIOrH4YEeCKOro mnpernapara ymepeHHoil aktuBHoctd (SUV 1o
2,2).

[IpuBoguM KIMHUYECKOE HAOMIOJACHUE MAUMUEHTKU ¢ JerounbiM AL, -
aMUJIOUJ030M, Y KOTOpOM 3abosieBaHUE J€OIOTUPOBAIO PEHTICHOJOTUYECKON
KapTUHON METaCTaTHYECKOTO IMMOPAKCHUS JICKTHX.

Kaunuveckoe nadawoaenne 2. V nayuenmxu C. 1968 2.p. ¢ acnupunosoii
bponxuanvHou acmmot 6 anamuese, 6 agzycme 2018 2o0a (6 éo3pacme 49 nem)
npu  NiAHOB0M MEOUYUHCKOM 00cnedosanuu no OaHHbIM  ¢haoopocpaghuu
8bls8/IeHbl ouazosvle 0opazosanus 6 nézkux. C yenvto ymouHeHus namoio2uiecKux
usmenenutl 6 naeekux nposedena MCKT opeanos epyonou kiemku c¢ 6/8
KOHmMpacmuposanuem, Ovlid 8blia6leHa KapmuHa 04azo8blx 00pa308anuii 8 000ux
néekux (S4 cnpasa, S2 cneea) c HepoBHLIMU KOHMYpPAMU UHMEPHPEMuUpyemoe
8PAUOM JIY4eBOl OUACHOCMUKU KAK U3SMEHEeHUs 6MOpPUYHO20 Xapakmepa U
0uaz080e 0Opa306aHue 8 A3bIUKOBLIX CE2MEeHMAx 11e8020 JIé2K020, HaNOMUHArujee
eamapmomy. B cea3u ¢ nodospenuem y nayueHmKu Memacmamuyeckozo
NOpadiceHus n1e2Kux Oblll pa3eepHym OHKOJIO2UHEeCKUUl NOUCK, 8 MOM Hucie OvLia
nposedena  330¢azocacmpodyodenockonus (I JC),  pubpobpouxockonus,
VIbMPA38YKOBOE UCCIEO08AHUE MOJOYHBIX JHCENé3, Opeano8 OPIOWHOU NOI0CMU
(OFIl), opeanose manoco maza (OMT) u nouex, 0OHAKO NPUIHAKOS
Heonuacmuiecko2o npoyecca e 8visgieHo. I1o oanuvim cnupomempuu 6vbis671eHbI
ymepenunvie oocmpykmusnvie Hapyuenus (PKEJI 101%, ODPBI1 69%, UT 67%), 6
OMCYmMcmeuu pecmpuKmueHuLX U3MeHeHULL.

B cenmsabpe 20182. npu kononockonuu 6 amnyie npAMOU KUWKU C
nepexo0om Ha AHAIbHBLIL KAHAL OOHAPYHCEHO NIOMHOE, pucuoHoe 00pazosanue 00
4 cm 6 Juamempe, n0O0O3pumenbHOE HA 310KAYECMEEHHOe, BbINOJIHEHA OUONCUs,
OOHAKO NpU  2UCMON02UHECKOM UCCed08aHUU MOpdonocuieckas KapmuHa
HOB00Opazoeanusi coomeemcmaosanra myoyno-eopcurnuamou aoernome. [IIT/KT
6ce20 mena NOKA3AAA HAIU4ue KPYnHo20 V31068020 o0bpazosanus 6 S4 npagozo
J1e2K020 ¢ MAKCUMATbHblM  3HaueHuem  Haxonaenus — (max — SUV)

paouogapmnpenapama (18F-DAI) 2,42 0o 2.4 cm 6 ouamempe, 6 S7-S8 cnpasa ¢
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max SUV 1,41 0o 1,0 cm u y3106020 obpazosanus 6 S5 nesozo neekozo ¢ max SUV
1,02 00 0,8 cm 6 ouamempe, 6 nadouagpazmanvrvix omoenax S5 creea ¢ max SUV
1,99 6 msaocucmom yniomuenuu 0o 1,5%0,9 cm ¢ menxumu karvyuHamamu 8
cmpykmype oopazosanus, u opyaue y3niosvle 00pazosanus 0ooux seekux 0o 0.5 cm
6 ouamempe Oe3 npuznaxog Hakonienus PPII esudy manvix pazmepos a makoice
VMOIWEeHHUe CIMEeHKU NPAMOU KUUKU 00 2 CM NPOMANCEHHOCHbIO 00 3.3 cM ¢ max
SUV 0o 15,1. Bsuody HatiOeHHbIX NAmMO0SUYeCKUX UBMEHEHUU NPAMOU KUUWKU 8
mom Jice Mecsaye Ovlla NpPoGeoeHa HNOBMOPHAS KOJIOHOCKONUs ¢ Ouoncueti
06pazoeanus NpAMOU KUWIKU, NPU SUCMOIOSUYECKOM UCCIe008aHUU BblABIeHd
8bICOKOOUGDhepeHyuposannas adeHOKapyuHoMa C UHBA3UEU 6 MbIULEYHYIO
NIACMUHKY cauzucmou npamou xuwku. Ilayuenmka Ovina KOHCYTbMUPOBAHA 8
OHKOJl02UYecKOM yeHmpe 2.Alpocnasns, 20e Obill 8bicmasieH OUazHo3 paKa nPsSamoll
KUWKY C Memacmamuyeckum nopasicenuem oooux neekux u 6 okmsaope 2018 e.
nposedén 1 Kypc HeoaowvrosaumHou xumuomepanuu no cxeme Folfox
(okcanunnamuu,  1etKOBOpuH  (Kaavyus  goaunam),  S-gpmopypayun) ¢
besayuzymabom.

B oxmsaope 2018z. na b6aze ¢hedepanvrozco onkonocuvecxkoeo yenmpa HMUI]
um.H H.Brnoxuna npu nosmopHou KoOJNOHOCKONUU ¢ Ouoncuell 00pazo8anus u
nOCe0YIOUWUM SUCTONI02ULECKUM UCCIe008aHUeM ONUCAHA MYOYN0-80pCUHYamas
aoeHoma, 4mo NO3680IUN0 YCOMHUMbBCA 8 OudeHo3e paka NpsaMol KUWKU U
Memacmasos 6 1ecKux.

B ceasu ¢ meacmocmwlo eene3a owacog 6 Jneckux nocie 1-2o0 Kypca
xumuomepanuu 6 Hosbpe 20182. nposedena  8UOEOMOPAKOCKONUUECKAS.
amunuyeckas pe3eKyus HUMNCHell u cpeoHeu 00aell 1e68020 NE€2K020 C ONYX01e8blMU
006pa308aHUAMU, UHMPAONEPAYUOHHO DBLIO OMMEUEHO, YMO 8 HUJICHEl 0oJie Cllesd
onyxonesoe obpazosanue (0,5x1 cm) ungurempuposaro naespy. Ilpu
2UCTNONOSUYECKOM UCCIe008AHUU  BbIAGIEHbL  (DpazMenmbvl MKAHU JI€2KO20 C
0UA20BbIMU CKONTICHUAMU OECKIEMOYHBIX 20MO2EHHbIX MACC, NPU OONOJTHUMENTLHOU
oKpacke NUKpo@ykcunom no 6amH Iu30Hy onpeoenén ux HeKoIIa2eHHOBbIl

xapakmep HClﬂOMuHaiOu/ﬂ/llZ CZMMJZOM(), 6 CmpyKmype 95mux macc OmJjlOxdCeHUsl coneu
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Kanvyus, nepughoxanvbHas 60CNANUMENbHAS UHDUILMPAYUS C MHO2050epHbIMU
KIeMKaMu «UHOPOOHBIX meny, O0O0CHOBEPHBIX HNPUSHAKOS 310KAYECHMBEHHO20
obpazosanusi He obHapydceno. Ilayuenmka Oviia 6vinucaHa ¢ OUACHO30M
«Amunouoos nézkux, yznoeas ¢popma. Ilanunno-myoynsapuas adenoma moacmotri
KUWKUY C peKomeHOayuamu npoumu obcredosanue 6 Knunuxe um.E.M. Tapeesa.
Ilocneonepayuonnsiti mamepuan 6vi1 nepecmMomper 8 namoa020aHAMOMULECKoU
cayacoe TIMIMY um. U.M.Ceuenosa, cucmonocuueckoe 3axiroueHue. 8 mMKAHU
JIE2K020 MACCUBHOE OMJIONCEHUEe 6 6ude Y31d 0OelNKO8bIX MAcCC C YYACMKAMU
nempugurayuu, KOH2OQUIbHble NpU OKPACKe KOH20 pOm, NpU pearyuu ¢
WeNouUHbIM 2YaHUOUHOM KOH2OQUIUA COXpaHsemcs yepes 2 yaca, Yymo yKazvleéaem
Ha AL-mun. OmpuyamenbHvie pe3yibmamsl UMMYHOXUMUYECKO20 UCCAEO08AHUS
OenKo8 Cbl8OPOMKU KPOBU U MOUU HA HAIUYUE MOHOKIOHAILHO20 NAPANPOMeUHd u
benxka benc-/[orconca 6 moue, a maxoice npogedéHHOe UMMYHOGEHOMUNUPOB8aHue
KemoK KOCMHO20 MO032d, He 8bliageguiee aOOepanmublx Naasmamuieckux Kiemok
nozeonuno uckaoyums ALs-amunouoos.

Omcymcmeue memacmaszos 68 JNeeKUx U npomugopedusvie pe3yibmamsl
2UCTNONOSUYECKUX UCCIEeO08AHUL DUONMAMO8 NPAMOU KUWUKU NOOYOUNU OHKOJI0208
6 singape 2019e2. (8 éozpacme 50 n1em) gblnoIHUMb OnepamuHoe ieieHue 8 odveme
MPAHCAHALHOU IHOOXUPYpeUYecKou pesekyuu npamou xuwku. Ilo pezyromamam
2UCTNONO2UYECKO20 UCCIeO08AHUS NOCIEONEPAYUOHHO20 MAMEPULA NPAMOU KUUUKU
onpeoenenbl MHONCECMBEHHble BOPCUHUAMbIE AOEHOMbl  BbICOKOU CMeneHuU
oughghepenyuposku ¢ gokycamu adeHoxapyuHomsl in situ. Beudy oecpanuuennozo
NOpadiceHus NPAMOU KUWKU, 8 Npedesax CAUUCMOU 00010UKU, OONOIHUMENbHBIX
Memo0o8 neuenus 6 OmHOweHuU paka npsamou Kuwiku in SitU npeonpunsmo ne
ovLI0.

B gpespane 20192. nayuenmka obpamuna enumanue Ha Haiuyue 00bEMHO20
00pa308aHUS MACKUX MKAHEL 8 JIeBOU WEUHOU 0baacmu 7X5 MM ¢ KATbyuHamom 8
Hém pazmepom 4,2 mm. llayuenmra Ovlia KOHCYTbMUPOBAHA YENI0CTHO-TUYEGbIM
Xupypeom, evicmaeiern ouacno3 «Cuanoadenum negol OKOJIOYWHOU CIHOHHOU

acesiesnly, npoeeOeHa Jneyebnas NyHKYU:s CIIIOHOU JHcene3vl C NON0ACUMEIbHBIM
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aghghexmom 6 6ude ymenvuleHus odvema cuoHHOU dncenesvl. llpu ounamuyeckom
oocneoosanuu 6 mae 20192. no dannvim KT opeanog epyonotl kiemxu y3io6vle
0bpazoeanusi 6 0O60UX E2KUX NPENHCHUX PAZMEPO8, NPOCPECCUPOBAHUS AMUTIOUOO3A
He BblABIIEHO.

JlaHHO€ KJIIMHUYECKOE HaOMI0AEHUE JAEMOHCTPUPYET, YTO HOBOOOPAa30BaHUs
Jerkux HeoOxoaumo nuddepeHnnpoBaTh HE TOJBKO, CO 3JI0Kaue€CTBEHHBIMU
OMmyXOoJIsIMHU, HO U ¢ AL, -amumion1030M.

[Tockonbky  y3nmoBod AL -amMuiIoug03  JIETKUX  4acTO  IPOTEKAET
OCCCUMITOMHO M MOXET MAacKUpOBAaThCA TOJ METacTaTUYECKHE OdYaru WiIu
ramMmapToMy, HEOOXOJMMO TMPOBOAUTH OKpPacKy KOHIO KpacHBIM  BCEX
HOBOOOpa3oBaHUN 0€3 MNPU3HAKOB 3JI0KAYECTBEHHOCTU [IJIl  YCTaHOBJICHHUS
NPaBUJIBHOTO JIMAarHO3a W BhIOOpa MeTojaa JieueHus. [lpumedartenbHBIM B 3TOM
KJIMHUYECKOM ciydae saBisieTcss oOHapyxeHue HakoruieHuss POII npu [19T/KT,
xoTs cuiia HakorieHus: POII B amusonome n€rkoro Ob1a CyIeCTBEHHO MEHBIIIE,
9YeM B 3JI0KQU€CTBEHHOM OMyXoJie MPAMON KHUIIKH. BhIABICHHBIN (DaKT yKa3bIBaeT
Ha BO3MOXXHOCTHh ucrnonb3oBaHust [IDT/KT ¢ 18F-OJII" nns nuddepennmanbHo-
JTUArHOCTUYECKOTo moucka AL -amuiionso3a u Tonmorpaguyeckoil pa3MeTKu Mpu
HEOOXOIMMOCTH panuoTepanuu. Henb3st ymycTuTh U3 BHUMAaHHUS, UTO Y MAlIUEHTKU
onycaHa KIMHUYECKAsl KapTHHA KaJbKYJIE3HOI'O CHANOaJIeHUTAa, KOTOPBIA MOKET
CBUJIETENICTBOBATh 0 Hanumuuu cuHapoma lllerpena, accouunpoBanHoro ¢ AL, -

aMIJIONJIO30M TI0 JJaHHBIM JIUTEepaTypshl [61, 65].
3.2.2 Odpransmonornyeckuii Bapuant AL -amuiionnosa

Cpenu 10 OOJNBHBIX C KOHBIOHKTHBAJIBHBIM AL, -aMHIONI030M MBI
HaOMoaM paBHOE KoymdecTBO MyxduuH (N=5, 50%) m xenmuu (n=5, 50%),
MeauaHa Bo3pacta 0onbHBIX 48 ner (31-76). Hanbonee gacThiMy KIMHHYECKUMU
CUMIITOMAMH y JaHHOW MOATPYNIBI TMAIMEHTOB OBUIM OTEK WM YTOJIICHHUE
koHBIOHKTUBBI Bek (N=10, 100%), omryrmieHwe WHOPOIHOTO Teja B Tiasy (N=7,

70%), cunapom «mtrocy Tkaub (N=5, 50%, PucyHok 8). MeHee 4acTo OTMEYalIuCh:
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nTo3 (N=3, 30%), cmemienne raaszHoro so6ioka (N=2, 20%), sk3o¢ranem (N=2,

20%), spo3us porosuibsl (N=2, 20%), 3yxa B ria3ax (=3, 30%, Pucynox 9).

3ypA B rnasax

3po3ua porosuLibl
3K30¢dTanbm

CmewyeHue rnasHoro Aboka B XXeHWwMmHbI

B My>X4UHbI
MNro3

YyBCTBO MHOPOAHOrO TeNa B rnasy

OTeK KOHbIOHKTUBDI

Pucynok 9. Cumrtombl o¢dTaabMosornyeckoro Bapuanta AL, -

aMHUJI0M/103a Cpeau MYKYUH U KCHIIUH

Opo3uu pOroBUIbl BO3HUKAIU B PE3YJIbTaTe MEXaHUYECKOTO BO3JCUCTBUS
caMuX MAIMEeHTOB M3-3a OIIYIICHUs AUCKoMdopTa U 3ynaa B riazax. CmenieHue
IJ1a3Horo s0J0ka U dk3(oTanbM OBLIM 00YCIOBJIEHBI OIYXOJICTIOJO0OHON Maccoi
aMUJIOWJIA, PACTIONOXKEHHOW BHYTPUOPOUTAIBHO, YTO MPUBOAMIO K CIIABJICHUIO
IJ1a30/IBUTATEIHHBIX MBIIII] U TJIA3HOTO sI0JI0Ka.

[Ipn manemanuu y OodbIIMHCTBA OOJBHBIX omnpenensau auddysHoe wiu
y3JI0BO€ YTOJIIEHUE KOHBIOHKTUBBI BEK IUIOTHOM KOHCUCTCHIIUH, W3MECHEHUS
[[BETa CJIU3UCTOM KOHBIOHKTHMBBI HA PO30BATO-)KENTOBATHIM B  ydacTKax
yrmiotHeHus Bek. [Ipu Bemonnenun KT opOuT B ciayyasx co CMEIEHUEM TIa3HOTO
s0J10Ka OTMEYau TeTEPOTCHHYIO TKaHb HETIPABIIIBHON (DOPMBI C YETKUMU KPasiMU
pazmepamu oT 10x20 mo 15x22 mm. Y | nanuentku no ganHbiM KT ormeuanu
YMEPEHHOE YBEJIMYEHUE CIIE3HOM KEJe3bl B pa3Mepax, 4TO MOTJIO YKa3bIBaTh Ha
OoOTypanuio CJEe3HbIX TPOTOKOB W HaOyXaHHWe CIIE3HOW JKele3bl WM Ha
pactpocTpaHeHHEe aMHUJIOWIHOW JETO3WIIMH Ha CUCTEMY CJE3HBIX MPOTOKOB U
CJIE3HOM KEJE3bI.

Menuana BpeMEHH OT TIEPBBIX KIMHUYECKUX TIPOSIBICHUN 710 yCTAaHOBICHUS

JMarHo3a KOHbIOHKTHBaIbHOTO AL -amunonnosa cocraBuiia 7 mecsanes (0;49,0) u
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He 3aBucesa ot noja 6onbHBIX (P=1,0). KopoTkuii cCpok ycTaHOBIEHHUS AHArHo3a
HauOosiee BEPOSTHO OOYCIIOBJIEH CBOEBPEMEHHBIM OOpallleHHMEM K BpadaM U
OTHOCUTEIBHO XOPOIIUM JIOCTYIIOM TIOPKEHHOW TKAaHW JUIsI TPOBEICHHUS
Oouoricuu. B OOJBIIMHCTBE ClIy4yaeB MpPEIBapUTEIILHBIM JIHArHO30M  OBLIO
100pOKaYeCTBEHHOE HOBOOOpa3zoBaHue Bek (N=7) miau opoutsl (N=2), B 1 ciaydae
T0JI03PEBAJT PAK BEPXHETO BEKA.

[Ipencrapnsem HaOmOIEHWE TMAMEHTKH ¢ AL -aMHIIOMI030M MSITKUX
TKaHE OpOUTHI.

Kaunuveckoe nadoawoaenue 3. [layuenmxa 1947 2.p.(61 200), 6 meuenue 9
Jiem cmpaoaem XpOHUYECKUM aYMOUMMYHHbIM MUPEOUOUMOM C IHOOKPUHHOLL
opmanvmonamuei. B ¢espare 2008 e. (8 so3pacme 61 200a) obpamunacey K
ogpmanomonozy 8 c6A3U C JHcaAN0bamMu HA J1eBOCMOPOHHULL  IK30(pmanvm,
cezomeuenue U «4y8cmeo coasienus» 8 1eeom 2nasy. llpu ocmompe obpawano Ha
cebs1 BHUMAHUE ACUMMEmMPUYHOe NOJIONHCEHUEe 21a3, GbIPANCEHHBIU OMEK HUNCHE2O0
8eKa 1e6020 21azd, e20 OMKIOHeHUe KHU3y u KHympu. B obracmu napysicHoll
mpemu HUMNCHe20 8eKd J1e8020 21a3d, YX005i 8 opOUmy naibnuposanlocs NiOMHOe
obpazosaHnue ¢ 2naokou nogepxHocmouio. [llupuna enaznoii wenu 6vi1a HECKOILKO
wupe cnesa (OD-9mm, OS=11 mm). Iloosusxxcrnocmsv OS oepanuuena 6o 6cex
HanpaeleHusx,  Keepxy  HeB03MOJICHA,  peno3uyus  3ampyoHena.  Illpu
9IK30(hmanbMomempuu ommedaiocsy 3Havumenvroe gvicmosinue OS (paccmosiHue
om Kpasi opoumul 00 eepxreil mouku pozosuyvl OD=17 mm, OS-22 mm). Takoce
npu eoHuockonuu yeon nepeoueti kamepvl OS 3axpuim Ha 6cem npoms’CeHUU.
Ocmpoma 3penuss OD — 1,0; OS — 0,1. Ha ocunosanuu Kiunuueckou KapmuHbl
opmanomonocom 6wl vicmasnen  ouaenoz:  OU  —  DHOokpuHHas
opmanomonamua.  OS  —  Hoeoobpazosanue  opboumvl.  Bmopuunas
3axpvimoyzonvras enaykoma Il cm. OD — Omkpeimoyeonvuas enaykoma | cm.

Ilpu 0oobcnedosanuu 6 uone 20082. 6 HUU um.l enomeonvya no OanHwvim
MCKT 20n06vl 6 0beux opobumax 6vis61eHO YmoaujeHue IKCMpaoKyIApHbIX MblulY
U omeK nepuopoOUmMaIbHbIX MKAHEU; 8 HUINCHe-HAPYICHOM omoene 1e6ou OpoOumul

cemepPoOcerHnas MmMKAaHb Hel’lpCZGUJZbHOlZ q’)Oprl C HeYvemKumu KOHniypamu,
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pasmepamu 22x15x15 mm, kocmHvle cmeHKu He Oeopmuposanvl. Buiasnennvie
U3MEeHeHUs nepuopoUmManNbHbIX MKaneu opoum pacHyeHusaIuch Kaxk IHOOKPUHHAS
ogmanvmonamus u HeymouHeHHoe 00pazoseanue 1eot opoumul.

llayuenmxe 8 urone 2008e. ovLra nposedena HUDICHAA
MPAHCKOHBIOHKMUBAILHASL IKCHIAOPAMOPHAS OPOUMOMOMUSL, UHMPAONEPAYUOHHO
8 J1eBoll opbOume O0OHAPYIHCEHA «NIIOCH-MKAHbL ceposamo-benoco ysema, 0Oe3
YemKux e2paHuy, NJIOMHAs, KOMopas npu uxcayuu nuHyemom kpowumcs. boina
gvinoHena  buoncus  obpazosanus. lucmonoeuueckoe  uccieoosanue ¢
NpUMEHeHUueM OKPACKU 2eMAamoKCUIUH-I03UH, NUKPOPYKCUH U KOH20 KPACHBIM
NOKA3an0  Haiuyue  HeKpOMU3UPOBAHHOU  (PUOPO3HO-IICUPOBOU  MKAHU  C
nepu@doOKaIbHbIM — OMJIIONCEHUEM  KOJIA2eHOBbIX  BOJIOKOH U CKONJEHUs.
MHO2050EPHbIX 2USAHMCKUX KIeMOK MUna «UHOPOOHBIX Mmen» C HNPUMeCcvio
COUHUYHBIX aUMPoyumos. Yuacmku HeKpoOmu3uUpoOBaHHvlx macc Ougpg@ysHo
OKpauieHbl KOH20 KDACHbIM, MUKPOCKONUs 6 NOJAPU30BAHHOM c8eme He
NnPOBOOUNACH, KAK U MUNUPOBAHUE AMUTOUOA.

llocne onepayuu 6 wuwae 2008e. nayuenmxa Oviia GvINUCAHA C
oxonuamenvhvim ouacrHozom: OU — Duookpumnas ogmanvmonamus. OD —
Omxkpwvimoyzoavhas enaykoma | cm.OS — Hosoobpaszosarnue opbobumosi. Bmopuunast
3akpvimoyzonvHasa earaykoma |l cm.  Ilocmmpasmamuueckoe nopadsicenue
pozosuyvl. B ceazu ¢ nodospenuem amunoudoza nayuewmka Oblla HANPABLEHA 8
knuxy um.E.M.Tapeesa 0na Oanvuetiweco obcaedosanus. Iucmonocuueckuil
mamepuan Ovli nepecmMompeH 8 3KCNePMHOL NAMOJ1020-AHAMOMUYECKOU CLydche
IIMIMY um. U.M.Ceuenosa 20e 0b110 NOOMEEPHCOCHO HAIUYUE AMUIOUOA 8
buonmame onyxoau, odradarweco YCmMouuusou KoHeoguauel npu OaUmenbHOl
IKCNO3UYUU 8 WeIOYHOM 2yanuouHe, ymo xapakmepno 0aa AlL-amunouodosa.
Ilayuenmke 6bInOIHEHO GCecmMoOpoHHee 00ciedo8aHue, GKIYAsUIee NOMUMO
CMAHOAGPMHBIX  KIUHUKO-TA00pAMOPHBIX — Memo00s, UMMYHOXUMUYECKOE
uccnedoganue cvleopomku kposu u moyu, IxoKI' — nopasxcenus nouex, cepoya,

npusnaxos8 M1 ne evisigneno.
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llocne uckmouenuss AlLs-amunouoosza nayuenmxe 6 20092. (8o3pacme 62
nem) 6 HUU um.l'enomeonvya 6u110 6blnoiHeHO YOaieHue amMuioudomsvl opoumul
OS, unmpaonepayuonHo amuroudoma Ovlia puixio CHAAHA ¢ IKCMPAOKYIAPHLIMU
MbIUYAMU, YMO NO3B0IUNO XUPYpeam YOaiums 00pazoeaHue He Nospeous
CBAZ0YHO-MBIUEYUHBIU aNnapam j1e6o2o 21a3d U 80CCMAHOBUMb PUIUOI0UYECKOe
nonodcerue 2nasa 6 opoume. B nocieonepayuonnom nepuode omeuHoCms MAKUX
MKaHell 1e60U 21a3HUYbl NOJTHOCMbIO CNAd, OBUdICEHUE 2]1A3 80CCMAHOBUNLOCH 8

NoOJHOM 0OBeme.

[IpuBenéHHOE KIMHUYECKOE HAOIIOJICHHWE JAEMOHCTPUPYET BO3MOXKHOCTH
MOpPaXKCHUS Yy MAIMCHTOB ¢ OPTaIbMOJOrHYecKuM AL, -aMHIION030M HE TOJIBKO
BEK, HO ¥ MATKUX TKaHeH opOUTHL. OCOOCHHOCTBIO JIAHHOTO CITy4asi CTaJ0 HaJIHINe
y OONBHOW B aHaMHE3¢ OHIAOKPHHHOW o@TaabMONaTHH, KOTOpas MoTJja
MaCKUpPOBaTh TMOSBICHUEC aMHUJIOUIOMBI OpPOWUTHI W 3aTPYIHSTH YCTAaHOBIICHHE
NPaBUJIBLHOTO JHMArHO3a aMIJIOWI03a. B JaHHOM KIMHHYECKOM Ciydae TOJBKO
3HAYUTENbHBI aCHMMETPHUYHBIA 3K30(TaJbM IMO3BOJHI BpayaM YCOMHHTHCS B
IWarHo3e SHIOKPUHHON o@QTanbMONaTHH M 3aloJ03pUTh HOBOOOpa3OBaHUE
opoutbl. Takum oOpa3om mr060e HOBOOOpa3oBaHHWE OpPOUTHI HEOOXOIAMMO

muddepenimponaTh ¢ AL -aMUITOUI030M.
3.2.3 Koxnplii Bapuant AL -amuiouao3a

[loarpymnma ManMeHTOB ¢ aMIJIOWJIHBIM TMOPAKEHHEM KOXH ObUTia camoi
MOJIOZION, MenuaHa Bo3pacta 22 rona (18-24). Hambonee dacteiMu sxamobamu
MarreHToB ObU KOXKHBIN 3y (N=3, 100%), moTeMHeHne KOKHOTO TTOKpoBa (N=3,
100%), TpemmHbl ydyacTKoB Koxu (N=2, 67%). KoxxHbIN 3ya y BCeX MAIUEHTOB
OBIJT HACTOJILKO MHTCHCHBHBIM, YTO B OMPEJCICHHOW CTENeHH Obul (akTOpoOM

COIMaIbHOM Ae3aanTaliy, Melaja uxX MoBCEeAHEBHON paboTe, yueoe.

[Tpu HApYKHOM OCMOTpE Yy MAINMEHTOB BBISBIISIN YIUIOTHEHUE W yTOJIITHAE
YYaCTKOB KOXHOTO MOKpoBa 1o tumy juxenndukanuu (n=3, 100%), sxckopuanuu
(n=3, 100%). AmMwuiIOHWIHBIC OTJIOKCHHS JIOKAJIM30BAJIUCh HA  BEPXHUX

KoHeuHOCTsX (N=3), Takke Ha KOXe TYJIOBUIA W oOnactu men (N=2), Ha KOXe
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BOJIOCUCTOW 4YacTW TOJOBBI M B BUCOYHOW oOmactu (n=1). [IpensapurenbHbIM
JUATHO30M Y BCEX TMAIMEHTOB C AaMWIOWIHBIM IOPAKCHUEM KOXH OBLI
muddy3Hbi  HeliponepMuT. [lpuBoAMM KIMHUYECKUH Ciydyall NAUUMEHTKH C
MHOT'00YaroBbIM MOPaKEHHEM KOXHU B pamkax AL, -amunonmo3a.

Kiaunuveckoe nadmoaenue 4. Ilayuenmxa K. ¢ 20002. (6 6o3pacme 18
Jilem) nepenecia mepmMudecKull (KUNamKom) 024co2 KOdiCU Tuyd, epxXHell noa08UHb]
mynoguwja 2 cmeneHu, Jedunacb KoucepgamugHo. Ilocne snumenuzayuu
NOPAHCEHHBIX YUACMKO8 KOMCU OONbHAL cmana oopaujams 6HUMAHUE HA YYaACmOK
eunepnueMeHmayuy  Koxcu 6 o001acmu  CHUHbl, KOMOpPbIL CO 8peMeHeM
yeenuyuganca 8 pazmepax. Cnycmsa 4-6 mecayes nocie 3adiHCUBIEHUA KOMCA 8
VUACMKAX 02/c02a YNJIOMHUNACH U CIMANA 8bI3bI6AMb 3)0.

bonvnas 6 20022. (8 e6ospacme 20 1nem) 6vlla KOHCYIbMUPOBAHA
0epMamosiocom Nno Mecmy JHCUMENbCmed, 20e Obll YCMAHOBIeH OUACHO3:
oughysmnuiii  netipooepmum. Ilposoounoco ambyramoproe KOHCEpPBAMUBHOE
JleyeHue ¢ NpUMEHeHUeM — AHMUSUCMAMUHHBIX — Npenapamos,  YHUmuoid,
muocyibhama Hampus, anniukayuy ¢ erroKkokopmuxkcmepouoamu. Hecmomps na
NONBIMKU KOHCEPBAMUBHO20 JeHeHUsi KOJNCHBIU Npoyecc nNpozcpeccuposd, 8
NAamon0cUYecKull NPoYecc 8081EKANUCH HO8ble YUACKU KOHCU (B0OCUCTASL YACTb
207108bl, MYN08UUe, NPEONIeubs, NOOMblUleYHble BNAOUHbL, NAXO0BblEe CKIAOKU,
npomedcHocms).  3y0 umen MmMeHOeHYulo K YCUIEeHUl0 8 eeuepHee GpeMsl.
IlapazumapHvle uneasuu 6vLIU UCKTIOYEHDL.

B ceasu ¢ mneagpgpexmusnocmoro  newenus ¢ 2011e. (29 nem) 0as
sepupuxayuu ouasHo3a Oviia nposedeHa oOuoncus koxcu. Ilo pesynemamam
2UCMOTIO2UYECKO20 UCCNe008aHUsl Obll  YCMAHOGNEH aMuioudo3 koxcu. Illpu
KOMNJIEKCHOM 00CN1e008aAHUU OAHHBIX 3a AMULIOUOHOE NOPAdNCEHUE OPYeUX OP2AHO8
noayueno He owvino. QOHAKO NpU UMMYHOXUMUYECKOM UCCAe008AHUU CbIBOPOMKU
KpOBU U MOYU 8bls6IeHA cledosas cekpeyus Oenxa benc-/oconca Kappa muna 6
cvlBOpomKke Kpoeu, 6 moue Oenox beunc-/conca He onpeoensinca. HIX-
uccnedosanue buonmamog Kodicu nokasano ceevenue AT k lamda u kappa yensau

oonospemenno. Juaenoz Als-amunoudoza 0wl UCKIIOUEH HA  OCHOBAHUU
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OMCYMCMEUs  2eHEePANU308aAHHO20  NOPAJICEHUs  MKAHEeU,  OmpUyamenbHblxX
pe3yibmamos buoncuu ciuzucmou 060n04Kku scernyoka u npamou kuwku. C yenvio
NONLIMKU pe3opoyuu amuiouda nayueHmke Obllo PeKoMeHO08aHbl annIUKayuu
oumexcuoa, OuHamuieckoe HabaroeHue.

IIpencraBneHHbI  KIMHUYECKUM  CIIydyall  MHTEpPECeH C  IIO3ULHUHU
pacCMOTpPEHUs BO3MOKHBIX TPUTepOB BO3HUKHOBeHUs AL, -amumiiounosa. Tak,
HEJb3sI UCKIIIOUUTH YTO MPOBOLUPYIOMUM dakTopoM pa3Butusi AL -amuiioniosa y
BBIIIICOMUCAHHON TMAaIMEHTKU OBIT OXKOT KOXH, KOTOPBIM MOT aKTUBHPOBATH
U30BITOYHYI0 MECTHYIO  BOCHAIUTENIBHYI) PEAKIMI0 C  BOBJICYCHUEM B
MaTOJIOTUYECKHUM MPOoIlecC TUIa3MaTHYeCKUX KJIETOK. B mpencraBieHHOM TIpuMepe
AL, -amuionio3 KOXXKM OXBaTHJI 3HAYMTEJBHYIO IUIONIAJh MOBEPXHOCTH Teja C
pacrpoCcTpaHeHUEM Ha Pa3jIMYHBbIC YYaCTKH TeJla, YTO JOKa3bIBA€T BO3MOXKHOCTH
IIIUPOKOTO BOBJICUCHHS KOXKM B MATOJOTHMYECKUN MPOIECC BCIAEICTBUU MUTPAIUU
I1a3MaTUYECKUX  KIeToK. Ha OCHOBaHMM  ONHMCAHHOTO Ciy4das MOYKHO
IPEANONIOKUTh, YTO MUTpPALMS aMHJIOMJOT€HHBIX IUIa3MaTUYECKUX KIETOK U3
OIHOTO oOvYara TNOPAXKEHHS B JPYyTHE€ OCYIIECTBISIETCS T'€MAaTOT€HHBIM WU
mumporeHHsiM myreM. Ho B TakoM ciiy4ae BO3MOXHO JOIMYCTUTh, YTO
aMUJIOUIOT€HHBIE TIJIa3MOIUTHI CITIOCOOHBI 3aCENATh KOCTHBIA MO3T M IPUBOJIUTH K
reHepanuzanuu 3abojeBanus (pa3BUTHIO cUCTeMHOU ¢Gopmbl AlL-amunonmosa)
Yero Ha MpaKTUKe MnpociaeauTb He yaaérca. [lo-Buaumomy, aMUIOUAOTECHHBIN
KJIOH TUIa3MaTUYECKUX KJIETOK Ipu KoxkHOM AL, -amuiionnose o6iagaetr cTporum
TPOMU3MOM K KOK€ M HE 00JIajaeT HEOOXOIUMOM JTUTAaHIHOW aKTUBHOCTHIO IS
3aceneHus apyrux TkaHei. Ho 3To o0bsicHeHNe He CHUMAET OKOHYATENIbHO BOIIPOC
0 TIOTCHIIMAIBHOW BO3MOXHOCTH Tpanchopmanuu AL, -amumonmgo3a B Als-
amwionno3. C npyrodl croponsl, coriacHo rtumote3e P. Westermark, moxuO
MPEANOJIOKUTh, YTO IJIA3MAaTUUYECKHE KJIETKH B MPOLECCE OTBETHOM peakuuu Ha
albTEPAIMI0 TKAHEW BBIXOASAT W3 OpPraHoB JUM(OIIO’3a U TMOCTYMAIOT B TKaHb
JI€PMbI, CUHTE3UPYsst MecTHO Heamunouanbie JILU, koTopeie TpancoppmupyroTcs
MakpodaraMu B aMHJIOMJ B pe3yJibTaTe He3aBeplleHHOro ¢aromuro3a [158] win

ke IUJIa3MaTHYEeCKUe KIETKH MNPHUOOpETalT CBOKO ab0epaTHOCTh B IMpoliecce
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TUIEPUMMYHHON peaklUU y’Ke JIOKAIbHO B TKaHSIX, CHHTE3UPYs aMUJIOUJOT€HHBIE
JINU. Tounble naTopu3NOIOTHUECKUEe MEXaHU3MbI pa3BuTus AL -aMmuiion03a 10
CHUX IOpP HE U3BECTHBI U TPEOYIOT NaJbHEHIIEr0 U3YUEHUSI.

ITOCTOAHHBI KOXHBIM 3yJ 3HAYUTEIBHO YXYALIAET KayeCTBO JKU3HU
MAlMEHTOB C KOXHBbIM AL -aMUIOWI030M, a T€paneBTUYECKUE METOJbI JICUCHHUS
HE BCerja NPUBOJAT K OOJIETYEHUIO CHUMIITOMOB, B BCSI3M C YE€M BO3HUKAET
npoOneMa moucka Oosnee 3(PHEKTUBHBIX METOAO0B JieueHus. OOHapy>KEHHbIC B
Ouorntate Koxku B coctaBe amuiouaa JILIM kocBeHHO yKa3bIBalOT Ha
IJIABEHCTBYIOIIYIO pOJb IUIA3MAaTUYECKUX KIETOK B  aMWJIOUIOTEHE3€,UTo
MO3BOJIIET pacCMAaTpUBaTh MPUMEHEHHE JIY4eBOM Tepamuu, Kak HauOoiee
NaTOTEHETUYECKH OOOCHOBAHHOTO U OPTaHOCOXPAHSIOIIETO0 METOo/a JICYCHHUS.
Opnnako, 4ToO6bl 000CHOBaTh 3(PEKTUBHOCTH JIyYEBOW TEpanuu B OTHOIICHUH
AL, -amMunonio3a K0k HE0OX0IMMO J0Ka3aTh, YTO KJIOH MJIa3MaTHUYECKUX KIETOK
B Ouornrarax MOpPaXKEHHOW KOXM JEHCTBUTENIBHO SBJISETCS a0EppaHTHBIM, K
COXAQJICHUID MO TEXHUYECKUM IMPUYMHAM Yy Halled NalUMeHTKH HE YJaloch
npoBectu MI'X-uccnenoBaHme ¢ MapkepaMH IUIa3MaTHECKUX KIETOK H
ONpENENUTh WX KIOHAIBHOCTh. [lo ombITy 3apyOeXHBIX aBTOPOB ISt
s exkTruBHOTO JIeueHUs: KoxkHOro AL, -amuionmo3a MoxeT OBITh HCIOJb30BaHA

Ja3epHas Tepanuus, pagroTepanus u aepmaroopasus [41, 148, 156, 161].
3.2.4 YporeauaabHblii Bapuant AL | -amuionnos3a

Cpenu oOcnenoBaHHBIX 4 MAlMEHTOB C YpOTEIHAIbHBIM BapuaHTtom AL, -
aMUJION03a MOPAXKEHUE MOYEBOIO MY3bIPsl 3aPErUCTPUPOBAHO y 3 KEHIIUH (64,
69 u 47 ner) u 1 (31 rox) mMyxuuHbl. ['7aBHBIM JEOIOTHBIM KIMHUYECKUM
MPOSIBJIEHUEM Y MAIIMEHTOB C YPOTEJIHaIbHBIM BapraHToM AL -amuiiono3a Oblia
O0e30oieBas  penuauBUpyromas — Makporemarypus (N=4) uW  ydalieHHOE
Mouencnyckanue (N=2).

[Ipu ynpTpa3ByKOBOM UCCIEAOBAaHUM MOYEBOIO TMY3bIpS B MOJOBUHE
CJIy4yaeB ObUIM BBISIBJICHBI TUIIEPIXOT€HHbIE (DOKYChI YTOJIIEHUSI CTEHKH MOYEBOTO

ny3sips (N=2) Wi TpPHU3HAKKW THUIOBACKYJISIPHOTO OOBEMHOTO OOpa3oBaHUS C
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pOBHBIMU  KOHTypamu  (N=2), TOMO3pHUTENBbHBIE HA  3JIOKAYECTBEHHOE
HOBOOOpa3oBaHUE.

B omnom cnysae nmpu MCKT wmoueBoro mysslps ¢ BHYTPUBEHHBIM
KOHTPACTUPOBAHUEM 3apPETUCTPUPOBAHO HAKOIUICHWE KOHTPACTHOTO TMpemapara
00BEMHBIM 00pa30BaHUEM UCXOSIIEM U3 CTEHKH MOYEBOTO My3bIps. B ocTambHBIX
ClIydasix OTMe4Yaaud o0beMHbIe oOpa3zoBaHus (N=1) Ha IIMPOKOM OCHOBAaHUHU WIIU
aud@y3HOoe YTONIICHHE CTEHOK MOYEBOro My3bIps (N=2) 0e3 HaKMOJICHHUS
KOHTPACTHOTO Tperapara.

[Ipy 1HECTOCKOMMHM TOPAKEHHE MOYEBOTO TY3BIPS  BBITISACIO  Kak
b y3HO-UHGUABTPATUBHBIN WHOUIBTPAT OJHOM M3 €ro CTeHok (N=2) wunu
MyJTbTH(OKAIBHOE 00BEMHOE TIOPAKEHHUE C 3aKPHITUEM YCThsl MOYeTOUHUKA (N=2),
pasmepamu a0 40x30 MM, ¢ yyacTKaMud KPOBOM3JIHUSHUM B CIU3ZHCTON 000JIOUKE
MOUYEBOTO ITY3bIPs B IPOSKIIMH 00pa30BaHUsI.

[lepBOoHAYaNbHBIM TUATHO30M y 3 MalMEHTOB OBLI pak MOYEBOTO IY3bIPS, B
OJIHOM cllyyae — XpoHuueckuil nuctut. [IpoBeaeHHas TpaHCypeTpalibHasi OHUOTICHS
CTEHKM MOYEBOTO MY3bIpsS C IMOCJIEAYIOIUM THUCTOJIOTMYECKUM HCCIIEeIOBAaHUEM
MO3BOJIMJIA TUATHOCTUPOBATh aMIJIOMI03 MOYEBOTO My3bips. [IpuBoanm omHO H3
ATUX KIIMHUYECKUX HaOmoaeHnit AL -aMuon103a MO4eBOTO My3bIpS.

Kinunnuyeckoe Hadawaenue 5. Ilayuenmka I1. 69 nem, enepsvie 3a 200 00
obpawenus K 8pavy cmana ommeuams (¢ eospacma 68 jem) cmaia ommeuams
OKpAUUBAHUEe MOYU KPOBLIO HA NPOMANCEHUU 8CE20 AKMA MOYeUCnycKaus, oes
ouzypuu, Haauuue 6ecpopmeHHbIX c2yCmKo8 Kposu & mode. Inuzo0vi 6e300/1e601l
Maxkpozemamypuu 8603HUKAIU ¢ NePUOOUYHOCMbIO | pa3 8 Mecay u npoooHCAIUCD
0o 2-3 cymok. Ilpu obcnedosanuu uepe3 200 nocie Oebroma 3a06071€6aHUL NO
OGHHBIM YIbMPA38YKOBO20 UCCAEO08aHUA. 6 0bracmu jeoll OOKO80U CMeHKU
MOUEB8020 Ny3vipsi GblaBleHO 00vemHoe obpasosanue. Ilo pesynomamam MCKT
8bIAGNIEHO UHMEHCUBHO HAKANIUearoujee KOHMpACMHbIL npenapam obpazosanue
CMEHKU MOYe8020 NY3blpsl C OVePUCMBIMU KOMYpamu moayunou 0o 14 mm,
pacnpocmpansoweecs 6 001acmy YCmbvsl 166020 MOYEMOYHUKA U UWEUKU MOYeB020

ny3slpA. Hpu yucmockonuu 6 obnacmu ycmos 1e6020 MOUYemMOUYHUKA 0np€a€ﬂﬂflC}Z
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ONYXONe6UOHbIL  UHPDUALMPAM — CMEHKU MOYe8020 Ny3blpsd C YYACMKAMU
KPOBOUBUAHUL, BOGNEKAIOWUL 6 NAMOA02UYECKUU NPoYecc weuKy Mou4eeo2o
NY3bIPsl U MeHCMOYEMOUHUKOBYIO CKIAOKY C Nepexo0oM HA Ne8ylo DOKOBYI0 CIEHKY
MOY€8020 NY3bIPH.

Cnycmsa mecay nocie obpawjeHus K ypoaocy nayueHmke Ovlia nposedeHa
TYP-bouoncus Mmouegoeo ny3vips, HpU 2UCMOLOSUYECKOM UCCe008aAHUU: 8
npenapamax @pazmeHm CcAu3UCmol 000JI0YKU MOUe8020 NY3blpsi C SAGLEHUAMU
omeKa, Onyxonegvix Kiemox He Hauoeno. Yepe3 mecsy nocie nepsoii buoncuu
ovina evinoanena emopas TY P-6uoncus mouegoeo ny3vips, npu 2UCmoi02uiecKom
UCCNIe008aHUU. KAPMUHA XPOHUHECKO20 YUCMUMA ¢ 00pa308aHueMm Hceiés, MHo2Ue
U3 KOMOpbIX C NepexoOHOKIemMOYHOU Memaniazuel, 6 Cmpome amulouoHbvle
maccul. Tpemvs TYP-ouoncus 6via 6binoiHena yepes mecay nocie 6mopot, npu
2UCTNONOSUYECKOM — UCCNIe008AHUU  KAPMUHA — XPOHUYECKO20 — yucmuma U
AMUTIOUOHO20 NOPACEeHUs. CMEHKU MOUYe8020 NY3bips, OAHHBIX 3d ONYXO0lb He
obnapyceno. llayuenmre OblIO NPOBEOEHO UMMYHOXUMUYUECKOE UCCe008aHUe
CbIBOPOMKU KpOBU U MOUYU, npuzHaxod MI ne HaiideHO, 00HAKO OMMeUeHO
nosvluleHue YPOo8Hs NOIUKIOHAIbHO20 umMMyHoznooyiuna A. Ilpu nabopamopHo-
UHCMPYMEHMATbHOM UCCIe008AHUU (DYHKYUU novek U cepoya OAaHHbIX 34
cucmemHoe 3abonesanue He 8vlasieHo. Y nayuenmku Ovli ouaznocmuposar AL, -
amMuIoud03 Mo4ego20 ny3vips U XpoHuueckuti yucmum. Ilocie mpexkpamno
nposedennoti TYP-ounocuu moues020 ny3vips NAYueHmMKa 2emampyuu He
ommeuana, HabaOaemcs  ypoio2coM, DNU30OUHEeCKU  Noayyaem  JleyeHue
AHMUOAKMEPUATILHBIMU NPEenapamamt. U UHCMULIAYUMY OUMEKCUOA 8 MOUeBoll
ny3vipb.

[IpencraBneHHbI KIMHAYECKUM Cly4yald JAEMOHCTPUPYET BO3MOXHOCTH
Manudecrammu AL, -amMuiiono3a MOYeBOTO My3bIps 0e3007€BOi remaTypuei u
CBUJICTENILCTBYET O HEOOXOJMMOCTH BKIIOYEHHUSI HTOro 3a00JeBaHHs B
mudpepeHnanbHO-IMarHOCTUYECKU TOUCK TMPU  HAJIUMYMU Yy TAI[MEHTOB
reMaTypud W  HEYTOYHEHHOr0  HOBOOOpa3BOAHUSI  MOYEBOrO  IY3bIpS.

O6H3py>K€HHBIe Ipu THCTOJIOIrHMYCCKOM HCCIICAOBAHHUHK IIPU3HAKK XPOHHUYCCKOI'O
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BOCHAJICHHUS] CHU3UCTOM MOYEBOIO IMYy3bIpS MOTYT OBITh MNPEANOCBUIKOW ISt
BO3HUKHOBeHUs AL -amunongo3a nyréM NOpuUBICUYEHUS  MakpodaroB U
I1a3MaTUYECKUX KJIETOK B MECTHBIA Ooyar XpoHHYecKoro BocnaneHus. C apyrou
CTOpPOHBI, B ONIMCAHHOM IpuMepe AL|-aMuion03a MOYEBOTO MY3bIPs MOKa3aHbI
TPYAHOCTH XHMPYPTrUYECKOTO JieyeHUss y O0JpHOro ¢ Au@Qy3HbIM XapaKTepoM
aMUJIOUHOM NIeTO3UIIMM, YTO TakXke, Kak U B ciaydae AL -amuionnosa Koxu
000CHOBBIBa€T HEOOXOJUMOCTh TOMCKA BO3ZMOXKHOCTEH 00JIee aKTUBHOTO JICUEHUS,

HANpaBJICHHOTO HA 3JIMMUHAIIUIO aMUJIOUJOTCHHBIX TJIA3MAIIUTOB.

3.2.5 Peaxue Bapuanthl AL -amuiiongosa

B mnamem HaOmoneHuu cpeau peakux BapuaHToB AL -amunoungosa
JIMAarHOCTUPOBAH aMUJIONI03 JTUM(pATUUECKUX Y3JIOB M ToJioBHOro mo3ra. AL, -
aMusIon103 JUMGATUUECKUX Yy3J0B Mbl HaOmOAanu y MyxX4uHbl 51 Troja,
PEABIBISIONIETO KaJIOObI HAa MPUIYXJIOCTh B OOJACTH yrja HI)KHEH YeTOCTH
cnesa. [Ipu Hapy>XKHOM OCMOTpE TallMeHTa 00paIlajo BHUMAHUE OITYyXOJICBUIHOE
oOpa3oBaHHWE MATKUX TKaHEW B TMOJHMIKHECUETIOCTHOM O00JacTH CJIeBa, MPH
MaJIbIAIMY IJIOTHOM KOHCHCTeHIMHU, 0e300ie3Hennoe. I1lo manasiM KT rososel u
IIICH BBISBIIEHO OOBEMHOE OOpa30BaHHE C BOBJICYCHUEM ITOIHHKHEUYEITIOCTHOTO
auMdoyssia U MATKUX TKaHEW MOIbA3BIYHON oOsacTH. [larmeHT ObUT BBIHYXICH
oOcretoBaTbcsl  y  OHKOJIOra, amOyJaTopHO OblIa  BBITIOJIHEHA  OHOTICHUS
obOpazoBanusa. IIpu TrHCTOTOTHMYECKOM HWCCIICIOBAHUN BBISBICHBI OTIOKCHUS
aMUJIONIa B OTCYTCTBUU MTPU3HAKOB 3JI0KAYE€CTBEHHOTO HOBOOOpa30BaHHUS.

AL -aMmwi10ou103 TOJOBHOIO MO3ra JMAarHOCTUPOBAH HaMH y ManueHTku 40
JIET, KOTOPYI0 OCCIOKOWIN TOJIOBHAs 0OJIb, TOJOBOKPY)KECHHE, TOIITHOTA, PBOTA,
MPUCTYIIBI TMOTEPU CO3HAHMSA, BbIMageHue mnoser 3peHus. I[lo ganasiM MPT
TOJIOBHOT'O MO3Ta BBIABICHO O00BEMHOE 0Opa3oBaHHE MPaBOW BHCOYHO-TEMCHHOU
ob6mactu rTomnoBHOro wmosra. IIDT/KT romoBHOro Mo3ra II03BOJIMIIA BBHISBHTH
HaKoIUJIEeHUs paauodapmipenapara UC-mertnonnna B MPOEKIIMA 00pa30BaHUS.
[Ipy mpoBeneHurn OWOIICHM HTOro 0Opa3OBaHWS JAaHHBIX 3a IEPBOHAYAIBLHO

MpernojaraeMy y MalMeHTKH TiHo0iacToMy HalaeHo He Obuto. HecMoTps Ha
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CBOEBPEMEHHYIO OHOICHIO MOPaKEHHOM TKAaHM TOJOBHOTO MO3Ta, MPaBUJIbHBIN
nuarHo3 AL -aMuiion103a ObLT YCTAHOBIICH TOJIBKO uepe3 9 et mocie Ouorncuu u

TPEX BBIMIOJIHEHHBIX ONEPATUBHBIX BMEIIATEILCTB.
3.2.6 Tpynnoctu nuarnoctuku AL | -amuionosa

B OonpmmHCTBE ciydaeB MPOMCXOAMJIA 3aJepKKa B YCTaHOBJICHUHU
npaBWIbHOTO JnuarHo3a AL, -ammmommoza. B cpegHeM Cpok  OT  TEpBBIX
KJIMHHYECKUX CHMIITOMOB JI0 YCTAHOBJICHHUs auartosa coctaBmi 23 mecsia (6,0;
49,0; Tabmuua 6). Paznuuuii Mo IJIUTEILHOCTH YCTAHOBJICHMSI AUArHO3a MEXIy
xenmuuamu (23,0 (8,0; 47,0) u myxunnamu (24,0 (2,0; 49,0)) He BbBIABICHO
(p=0,433). OxmHako OTMeuYeHa 3aBHCHMOCTh CPOKa YCTAHOBJICHHS JAMAarHo3a oOT

BapuanToB AL -amunono3a (Tabnuma 7).

Ta6auna 7. J1uTe1bHOCTD YCTAHOBJIEHHUS TMATHO3a OT NMEePBbHIX KIMHUYECKHX

CHUMIITOMOB B 3aBUCUMOCTH OT ¢popmbl AL | -amMmuiiono3a.

Bapuanter AL -amMmunionosa Cpok ycTaHOBJIIEHUs IuarHo3a, Mmecsisl, Me
(IQR)

YpoTenuanbHbIi 2 (1,0-12,0)

Jlumparruecknx y3ia0B 2 .

OdTanbMOJOrHUECKH 6 (3,0-20,0) 6(20:130)

Jlerounsrii 12 (7,5-28,5)

JlapuHroTpaxeaabHbIi 42,5 (24,0-66,0)

KooxHbrit 108 (13,0-138,0) 46 (24,0 ;108,0)

[epeOpanbHbIit 119

Bcero 23 (6,0; 49,0)

VY manmmeHToB C MOpakeHHEeM JUMQPATHYECKOTO Yy3Jia, MOYEBOTO IY3BIPS,
KOHBIOHKTUBbI BEK U JIETKMX JuarHo3 AL -amunounpo3a ycTaHaBIMBaId
3HAUYMUTENIbHO ObICTpee (B CpelaHEM, B CPOKH OT 2 MecsueB Ao | roma), yem y
MalMeHTOB € JIApUHIOTpaxealibHbIM, KOXHBIM M  LepebOpanbHbiM AL, -
aMuIona030M (B cpeaHeM, B cpoku oT 2 go 9 ner; tect Kpackena-¥Yomnuca:

H(N=38)=15,52946 p =0,0165; Pucynox 10).



81

300

250

200

150

100

50 42,5

o
L 1|:|2 5
0 o l:g:l
6 7

1 2 3 4 5
BapuaHTtbl AL -amunongosa

CpOK A0 yCTaHOoBNeHNA gnarHo3a, MecsLbl

o Median
[125%-75%
—T_ Min-Max

Pucynok 10. Cpok ycTaHOB/JIeHUSI AWMATHO3a B 3aBHCHUMOCTH OT
Bapuanta AL, -amuwiaomnno3a. Ilpumeuanuwe: 1 — napuHrorpaxeanbHbld, 2 —
KOXKHBINA, 3 — 1iepeOpanbHblid, 4 — JEro4Hbld, 5 — IUMQPATHUYECKUX Yy3J10B, 6 —

ypOTeNIUanbHbIi, 7 — 0(pTamTbMOIOrHUECKUH.

[To Bcelt BumumocTH, Oosiee ObICTpask TUATHOCTHKA B CIydae IMOPaKECHHUSI
KOHBIOHKTUBBI BEK W JUMQPATHYECKHX Yy3JI0B MOXKET OBITh OOBsSCHEHA
OHKOHACTOPO)KEHHOCTBIO CaMHX MAIlMCHTOB IMPH CAMOCTOSTEIHLHOM BBISBICHHUH
OITyXOJICBHJIHBIX aMWJIOWJIHBIX OTJIOKCHHH, B CBS3M C YEeM IMallUCHTHI MOTJIH
oOpaTuThcs K Bpady Ha Oojiee paHHMX Cpokax 3a0osieBaHus. HecMmorps Ha
NpakTHYecKn OeccuMITOMHOEe TeueHue AL -amuiiono3a JISTKUX, OTHOCUTEIIEHO
ObICTpasi TMarHOCTUKAa B OTHOIIEHUHU 3TOr0 BapuaHTa AL -amuion03a, BEPOSATHO
TaK)Ke CBSI3aHA C UMHUTAIMEH UM 3JTI0KAYECTBEHHBIX OITYXOJeH, 4TO 000CHOBBIBAJIO
HEOOXOIMMOCTh TPOBEACHUS MOPQOIOTHYECKONW Bepu(UKaluyu Ouar€o3a B
OTHOCUTEIHHO KOPOTKHE CpPOKH. B ciydasx TOpaxX€HUs MOYEBOTO ITy3bIPS
MaHu(decranmst 3aboneBaHUs TeMaTypuel Takke Tmpeapacrmoiaraia kK Oonee
paHHeMy OOpaleHHI0 TAaIMEeHTOB K BpadaMm, KOTOpbIE TpU J000CIIeTOBAaHUU
BBISIBISUTM  TIpW3Haku  AUQPGYy3HO-UHOUIBTPATUBHOTO WM OIYXOJIEBHIHOTO
MOPaKEHUST CTEHKH MOYEBOTO TTy3BIPSI.

Bo OonbmuHcTBEe ciydaeB (60,5%) OCHOBHOW NPUYMHON BBINOJIHEHUS

MOp(i)OJ'IOFI/I‘-IeCKOFO HCCJIICAOBaHUA AMHNJIOMAOMBI Obl1a KIIMHN4YCCKasd )41
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WHCTPYMEHTaJIbHAsi KapTHHA HOBOOOpa3oBaHUS. MOXHO NPEANONI0XHUTh, YTO
0oJiee KOPOTKHE CPOKHM YCTAHOBJIEHHUS JUMarHo3a KacaroTcs B OOJbILIEH CTENEeHU
OMYyXOJICBUJHOTO TUMa oTioxeHus ammiiouna (2 (1,0; 12,0) mecsama, n=25), yeM
muddysno-unpunerpatuBaoro (5 (0;  28,0) wmecaueB, n=13), oxHaKo
CTATUCTUYECKUX PA3IMUUM MEXIY JJIUTEIBHOCTHIO YCTAHOBJICHHS JHAarHo3a B
3aBHCHMOCTH OT XapakTepa JIeI0o3uu amuiIionaa He BeisaBieHo (Kpurtepuit MaHHa-
Yuthu, U=134, p=0,677819).

Hecmotps Ha Gosiee KOPOTKUI CPOK OT MEPBBIX KIMHUYECKUX MPOSBICHUN
JI0 YCTaHOBJICHMSI IMarHO3a, y MAIlMEHTOB C MOpa)XxeHUeM JUM(PATHIECKOro y3ia,
MOYEBOTO IY3bIpsi, KOHBIOHKTUBBI BEK M JIETKUX JJIUTEIHLHOCTH YCTAHOBJICHHS
nuarHo3a ot MomeHTta ouoncuu (25 (9,0; 40,0) qHeli) He OTaMYaANIaCch OT ATOTO JKE
MoKa3zaTeNsl y MaIMeHTOB C JIAPUHTOTpPaxeadbHbIM, KOXHBIM U IepeOpaIbHBIM
AL -amunonnozom (30 (0; 147,0) aumeii; Kpurepuit Manna-Yutau, U=149,5;
p=0.91). ¥V 40% OGonpHbIx AL -aMHJION030M MPABWIBHBIM THCTOJOTHYECKUM
JIMarHo3 ObLI OMHMCaH TOJIBKO Tociie 2-3 MmepecMoTpa CTEeKJIoNpenapaToB. Y BceX
NaIMEeHTOB B HallleM HaOMrofeHuu nuarno3 AL, -amunonmosza He paccMaTpUBaICs
B pamkax nauddepeHnnaabHO-1MarHOCTUHYECKOTr0 TTIOMCKA U HE YKa3bIBAJICS Cpelu
HapaBUTEIbHBIX JIUArHO30B JICYAIETO0 Bpaya, a CTaJl CIy4YalHOW HAXOJKOW IpH
TUCTOJIOTHYECKOM HCCJIEIOBAaHUM OMONCHPOBAHHBIX OPraHOB, YTO YKa3bIBAaeT Ha
HEJIOCTaTOYHYIO OCBEIOMJICHHOCTh Bpadeil 0 Hanbosee XapaKTHBIX KIMHUYECKUX
nposiBneHusix AL -ammmonnosa. Tak y 7/38 (18,4%) OGoibpHBIX Tpearioaraim
3JI0KAYECTBEHHOE HOBOOOpA30BaHME pPA3NUYHON JIOKanu3amuu, eme y 16/38
(42,1%) — HeyTouHeHHOE HOBOOOpa3oBaHue. Y ocrtaimpHbIXx 15/38 (39,5%)
MalMeHTOB B KJIMHUYECKUX JMArHo3ax 10 THUCTOJOTMYECKOTO HCCIIETOBaHUS
YKa3bIBaJl XPOHUYECKOE BOCHAIUTENIbHOE 3a00J€BaHHE COOTBETCTBYIONIIEH
JoKanu3anuu  (HampuMep: XPOHUYECKUH IUCTUT; XPOHUYECKUU JIAPUHTUT,
nudPy3HbII HEUPOASPMUT) WIIM BEAYIIHI CUHIPOM (HapUMEp: CTEHO3 rOpTaHu,
MaKporeMarypusi).

TakuMm 00pa3om, aKTUBHAS TAKTHKA MPAKTUKYIONIUX Bpadeld OpUECHTUPOBAHA

B MEPBYIO OYEpe/ib Ha BHISIBICHUE OMYyXOJIEBOro cyocTpaTa, a He amuiionaa. Bpauu
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naToMopdoJIOTH  Tak)kKe HE BCETa MCIOJB3YIOT B PYTHHHOH MPaKTHKE
CHEIUMANTBHYI0O OKPAaCKy Ha BBISBJICHHE aMHJIOWIA, B YaCTHOCTH OKPACKy KOHTO
KPacHbIM C MHUKPOCKONHUEH B IMOJSPU30BAHHOM CBETE, YTO MOXKET MPHUBOAWTH B
YIJTMHEHUIO CPOKa YCTAHOBJICHUS OUarfHo3a amwionaosa. [Ipu 3Tom, Hanmuuue B
TUCTOJIOTHYCCKOM MaTepHuayie OOJIBIIOTO KOJMYECTBA 303MHO(DHMIBHBIX Macc He
BCETJa CUMTAETCSd OCHOBAHWEM JUIS BBITIOJIHCHHUS IaTOMOP(OJIOTOM METOJIOB
BBISIBJICHUST aMUJIOH/IA.

Cpenu HaOmomaemMbix HamMu manueHToB ¢ Al -amunmouposzom UI'X-
UCCJICIOBaHNE TIOPAXEHHOW TKaHHM OBLIO BBIMTOJIHEHO Y 8. C MOpPaKEHUEM TOPTaHU
(n=2), ¢ mopaxenuem jerkoro (N=2), ¢ mopaxenueM Bek (N=1), ¢ mopakeHHEM
aumdoysia (N=1), ¢ mopaxenrem Koxku (N=1), ¢ Mopa)keHHEM TOJIOBHOTO MO3Tra
(n=1). V ocrampHeix mnanueHTtoB ¢ AL -amunongosom UI'X-ucciaemoBanre
CTaHJapTHBIMH METOJIaMU BBITIOJIHUTh HE MPEACTABISIOCh BO3MOXHBIM, BBUIY
KpallHE CKYJHOTO KOJIMYECTBA IUIA3MAaTHYECKUX KJIETOK B OuoONTaTe WU 10
TEXHUYECKUM NpUYruHaM (yTepu THCTOJIOTHYECKOTO MaTepuaa).

Y 6 mnamuentoB 1npu  MI'X-uccrnenoBaHUM — BBISIBICHBI  MapKEPHI
mwia3mMarnyeckux kiaeTtok (CD 38 w/mnmm CD138), nmpu yMepeHHOM WM CKYIHOM
KOJIMYECTBE IJIa3MaTYNECKUX KJIETOK BOKPYT OTJIOKeHu amumiouaa. [lpu stom y 2
U3 HUX (C TOpaKEHHWEM TOPTAaHH U TOJAHWKHEUYCIIOCTHOTO JUMQOy3Ja)
OTMEYaJIach PECTPUKIHS TUIa3MaTWIecKuX KieTok mo kappa JILU; emé y 2 (c
MOpaXCHHEM TOpPTaHW W TOJIOBHOW Mo3ra) — pectpunkius mo lamda JIIU; y
ocTraBImIMXCsA 2 (C MOpaXCHWEM JIETKHX) — TIOJOXHUTEIbHAS PEAKIUs B PaBHON
crereHn kKak k lamda, tak n kappa JILU (rura3matndeckue KISTKH ObLITN OIHCaHEI
KaKk mnojauTunuysHblie). CTOUT OTMETUTh, 4YTO BO Bcex 6 ciaywasx WIX-
nuccnenoBanus Hapsaay ¢ AT k CD 38 w/maum CD138 ucnons3zoBanu Takke AT k
CD 56, Ho peaknus Obi1a oTpunarenbHa. Eme y 2 manueHToB ¢ mopakxeHHEM BeK,
| marueHTa ¢ MOpayKEHWEM MOYEBOTO MY3bIps U | MareHTa ¢ MOpaXEHUEM KOXKH
M3-32 CKYJHOI'0 KOJIMYECTBA IUIA3MATUYECKUX KIJIETOK BBIMOJIHEHO TOJbKO MI'X-
uccienoBanne ¢ AT k lamda/kappa JILIU — BeIABIIEHA PECTPUKIIHS JECMO3UTOB

amuonga o lamda JITTH.
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[lomumo otcyrcTBUd cnequpuyHbIX cuUMOTOMOB AL -amunoungosa u
IUINTEIIBHBIX CPOKOB  YCTaHOBJIEHMSA [MarHosa, e€me OOHOM TPYAHOCTHIO
nuarHoctTuku AL -amuiionsoza  SIBASETCA  HAJIMYME Y  YacTH  OOJIbHBIX
COITYTCTBYIOILIEH MaTOJNOTUU, KoTopas umMmutupoBaia Als-amunounnos. Tak, y 3
oonbHbIXx AL -amuiionsozom otmedanu cHwkeHue pCKD<60 wmi/mun/ 1,73M2,
00yCJIOBJIEHHOE TUNEPTEH3UBHOM, a HE aMWIOUIHON Hedpomatuen. ['emartypus
npu ypoTennaibHOM BapuanTe AL -amunonpoza Takke MOrJIa HMHUTHPOBATH
amunonaHyr Hedpomnatuto npu Als-amunongo3e, HO BO BCEX cCiydasx OblLia
oOycCJIOBJIeHA aMUJIOUIHBIM MOPAKEHWEM MOYEBOTO My3bIpsi, AokazaHHbIM TYP-
ouoricuelt, Xorsa y 1 marmenTta u conpoBoxaanack [1Y (mo 1,5 r/m).

ComnyTcTByMOIIasi KapaualibHas TMatojorust y TnanueHtToB ¢ ALj-
aMUJIOU030M TpeOoBaia UCKIFOYEHUsS Y manueHToB Algs-amuioni03a, 0COOCHHO
ATO KacaeTcsl KJIMHUYECKUX TPOSIBJICHUN, XapaKTEPHBIX TAKXKe JJIsi aMWJIOUIHOMN
KapJUOMHUOMNATUH (3HaUYeHHEe (Qpakuuu cepaeriHoro BbeiOpoca (PB), Hannume
nuacronuaeckor auchynkiuu ([AJ[) Muokapaa, yTONIIEHHE 3aJHEH CTEHKHU
muokapaa (3C) neBoro »xenynouka (JDK) m MexokenyIT04yKoBOW NEpEropoyiku
(MXII)). Tak y 2 mammentoB ¢ AL -amunongo3om 3apeructpupoBana XCH 111
dyukmonansHoro kinacca (PK) u /] muokapaa, y 1— yrommenne 3C JIXK mo 13
MM, emie y 4 — umsonupoBaHHas JIJ[ Muokapma. OmnucaHHbIE KIMHUYECKUE U
aHaToMO-(YHKIIMOHATBHBIE H3MEHEHHMsI CEP/Illa BO BceX ciaydasx AL -ammnonao3a
obn oOycnoBnensl UBC B coyeTaHWM ¢ TUNEPTOHUYECKON OOJNe3HblO, y 2
MAIMEHTOB C MPUOOPETEHHBIMU TTOPOKAMH CEeP/IIIA.

[ToMUMO KIMHUYECKMX NPU3HAKOB IMOPAXKEHUs Ccepana M IMovek, y 3
nauueHToB ¢ AL -aMHIIOWI030M OTMEYaJIM YBEIMYEHUE IEUEHU B peE3ysbTaTe
HEaJIKOTOJIPHOW JKMpoBOM OonesHm mnedeHu. [lopaxenus mnepudepudeckoin
HEPBHOW CHCTEMBI B BHJI€ TYHEIIBHOTO CUHJIpOMa BCTPEYAIOCh JIMIIb Y | manueHTa
¢ AL -aMmiI0M1030M M HE OBIIO CBSI3aHO C OTJIOKEHHEM aMUJIONIA.

[TopaxkeHneM MATKHX TKaHEW y TMAMeHTOB ¢ AL -aMHJIOMI030M CUMTAIU

OTIOXCHHNA aMUJIONJa B KOXC, KOHBIOHKTHMBC BCK, HapaOp6I/ITaHBHOﬁ KJIICTYATKC,
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nuM@aTUYeCcKUX y3JlaX, OHO TaKKe JaBajio OCHOBAHUS IMOJ03PEBATH y MAIIMEHTOB
ALs-amunonnos.
Becy cumnromokomIiuieke y manueHToB ¢ AL -aMUIonao30M, BKIOYas
MIPOSIBIICHUS COMYTCTBYIOIIMX  3a00JeBaHUN B JajbHedeM  OyneT
MPOAHAIM3UPOBAH C KIMHUYECKUMU TposiBIIeHUsIMU Alg-aMuion103a Jyisl OuCKa

¢ depenunanbHO-qUarHocTuyeckux kpurepueB AL - u ALs-amunonnosa.
3.3 KnnHuyeckasi XapakTepucTHKA NanueHToB ¢ AL s-amMmuionaozom

ALgs-amMmuiion103 CymiecTBeHHO otinuaercs oT AL -amuionio3a mo TSXKeCTu
MOpaXCHUSI OPraHOB M XapaKTEPU3YEeTCs HU3KOW BBDKMBAEMOCTHIO. BeneHue
O0onmbHBIX  AlLg-aMuiion030M  mpesrnonaraeT  JICUCHHE TeMaTOJIOTMYeCKUMU
CXeMaMM aHTHILIa3MallMTapHOH Tepaluu, B TO BpeMs Kak y OoibHbIX ¢ ALj-
aMHUJIOMI030M JaHHBIA MOAX0J He ompaBaaH u OecnepcrektuBeH [38]. Tem He
MeHee, T0 POy KIMHUYECKUX IMPU3HAKOB, OCOOEHHO B ne0rTe 3a00JeBaHuUs
UMEETCSl ONpeNleJIEHHOEe KIMHUYeckoe cXoAcTBO Alg-ammiongo3a u AL -
aMUJIOU03a. DTO CO3JAET CYIIECTBEHHBIE TPYAHOCTU IMPH PA3rPaHUUYEHUU ITUX
nByx ¢opm AlL-amunonnosza. B 3Toil CBA3M MpOBEAECH aHAIU3 KIMHUYECKON
XapaKTepUCTUK OonbHBIX ¢ AlLg-aMUIONI030M, TPU 3TOM BBIJCISUIA JIBE
NOJArPYIIbEl OOMBHBIX: C MPEUMYIECTBEHHBIM IMOPAKEHUEM OJHOTO oOpraHa B
nebrore 3abojeBaHMS — OTrPAaHWYCHHBIM (MOHOOpraHHbIii) BapuanT Als-
ammiono3a (N=61), ¥ ¢ KIMHUICCKIUMHU TIPOSBICHUSIMI TIOPAXKCHUS IBYX U OoJiee
OpraHoB B Je0r0Te 3a00JIeBaHUs — T€HEPATN30BAaHHBIN (TIOJMOPTaHHBIN) BapUaHT
ALs-ammonniosa (n=84).

Cpeanuii Bo3pact manueHToB B rpymnne Als-amumonmosa oeut 57,0 (50,0;
65,0) mer u He pasmuuancs (Kpurepuit Manna-Yuram, U=1155,5, p=0,055) B
noarpynmne orpanmueHHoro (54,5 (48,5; 67,5) ner) m mommopranHoro Als-
amwmtonnosa (59 (54,0; 66,0) ner, Tabsmna 8). B moarpynme orpannyeHroro Algs-
aMIIION 1032 J0J1s1 skeHITUH (N=25, 41%) B paBHOIi CTENIEHN COOTHOCHIIACH C JOJICH
JKEHIIMH B moArpytie noiauopranHoro AlLs-amunounmgoza (n=34, 40,5%, p=0,998;

Ta0muua 8).
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Cpean 84 mDanueHTOB C HUCXOJHO TMOJUOpraHHbIM TeueHuem Als-
aMUJIONI03a, XOPOIIO MPOCIEKEHBI M 00CIEeIOBaHbI B YCIOBHSIX cTanuoHapa 47
MAIMEHTOB, JaHHbIE 00 JTHX MAIMEHTAaX WCIOIL30BAUCh IS JATbHEUIIIETO
aHanm3a. Hawbornee YacThIMM KIMHWUYECKUMHU TIPOSBICHUSIMH ITOJHOPTAaHHOTO
ALs-amunonno3a Obutn Hepomatus (n=44, 93,6%), kapauonatus (n=43, 91,5%),
npusHaku nopaxenus neueHu (N=33, 70,2%), nopaxkeHue BereraTuBHOM (N=29,
61,7%) win nepudepuueckoir HepBHOU cuctembl (N=29, 61,7%), mopaxkeHue
MATKUX TKaHe# (N=24, 51,1%).

Hedpomatus xapakrepuzoBanach HamuumeM [1Y>0.5 r/n (n=44, 93,6%),
HedpoTrueckoro cuuapoma (N=15, 24,6%), remarypun (n=13, 27,7%), XBII 3-5
craauu (N=22, 46,8%; Tabnuua 8).

VY 2 manueHToB B J1e0r0TE 3a00JieBaHUS TeMaTypusi Obljia oOyCIIOBJICHA HE
TOJILKO TMOPaXCHHEM TOYeK (aMHJIOMIHOW HedpomaTuei), HO U BOBJICUCHUEM B
NaTOJIOTUYECKUI TIPOLIECC CTEHKM MOYEBOIO MY3BIPS, UYTO OBLIO MOATBEPKIEHO
TYP-Ouoncueldi MO4YEBOro My3bIpg C  MOCHSAYIOUIAM  THCTOJOTHYECKUM
UCCJIEIOBAaHMEM Ha aMHJIOWA. Y 3TUX 2 manueHToB Alg-aMUIION103 UMUTHPOBAJ
JIOKAJIbHOE TIOpaKEHHE MOYEBOT0 My3bipsa npu AL -amuiiongose.

Kapawonatust mposBisiaacs npusHakamu XCH 1I-1V ©K (n=26, 55,3%),
camwkennem @B (n=13, 27,7%), u yrommenrnem MXKII uau 3C JIXK (n=31, 66,0%)
no naaabeM Dx0-KI (Tabmmna 8).

Taxxe yacTo MBI HaOMIOAAIM BOBJICUYCHHE TICYCHH, MPOSBIIAIONICECS
renatomeranueit (N=31, 66,0%), cuaapomom xosectasa (nN=12, 25,5%), B Tom
YKCIIe KOXKHBIM 3y10M U xkentyxoi (N=9, 19,1%; Tabauma 8).

['maBHBIMM TPOSIBJICHUSIMU MOPAKEHUSI BET€TATUBHOW HEPBHOW CHCTEMBI Y
MaIMCHTOB C MOJHOPTaHHBIM Als-aMuiIonm030M ObUTM MOTOpHas guapes (N=9,
19,1%) u oprocTatnyeckas runoteH3us (N=28, 59,6%; Tabnwuma 8).

Haubonee peaxko Mbl oTMeHain MOpakeHUE Mnepudepuyeckod HEpBHOU
CUCTEeMBI B BHUAC AUCTaIbHONW monuHeBpomatuu (N=15, 31,9%) u TyHenpHOTO

cunapoma (N=6, 12,8%; Tabnwuma 8).
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Taxke peako y HalIMX MAIlMEHTOB C MojuopranHbiM Als-amunongo3zom
HAOJII0JIAIOCh TIOpaKCHWE MATKUX TKaHed: wmakpormaccus (n=11, 23,4%),
muonartus (N=7, 14,9%), xoxusie remopparuu (N=17, 36,2%), numdaaeHonaTus
(n=5, 10,6%; Tabauma 8).
Taboaunna 8. Kinnnyeckasi XapakTepUCTUKA NALMEHTOB C MOJHOPTraHHbIM

Bapuantom AlLs-ammwionnosa

Konmuectso marmentos, (N=47), %

[Topaxxenue novex

44 (93,6%)

11y 0,5-3,0 r/n 44 (93,6%)
ITY >3,0r/cyT 29 (54,6%)
I'emarypus 13 (27,7%)
HC 15 (24,6%)

XBII 3-5 Cragun

22 (46,8%)

[Topaxxenue cepana

43 (91,5%)

XCH II-1V ©K

26 (55,3%)

OB <55%

13 (27,7%)

Vromuenne MXKII 12mMm u Oostee

31 (66,0%)

Jnactonuueckas qUCQYHKINS

33 (70,2%)

ITopaxxenue neyeHu

33 (70,2%)

VBenu4yeHue neyeHu

31 (66,0%)

Bayrpunedyenounsrit xonecras (T1LD, yI'T)

12 (25,5%)

ITopaxeHue BereTaTuBHON HEPBHOM CUCTEMBI

29 (61,7%)

OpTOCTaTI/ILIeCKaﬂ THUIIOTCH3UA

28 (59,6%)

MotopHast tuapes

9 (19,1%)

[Topaxxenue nepudepuueckoir HEPBHON CUCTEMBI

29 (61,7%)

[lepudepuyeckas NOJTUHEBPONIATHS

15 (31,9%)

TYHHGJ'IBHBIC CUHAPOMBI

6 (12,8%)

AMUIONI03 MATKUX TKaHEU

24 (51,1%)

Makporiaoccus 11 (23,4%)
MuomnaTtus 7 (14,9%)
KoskHbIe reMopparuu 17 (36,2%)
JIumpaneHonaTus 5 (10,6%)
MI' 44 (93,6%)

YacroTta orpannueHHoro Als-aMUIon103a OKa3ajaach IOCTATOYHO BBICOKOM
(61/145; 42%). V nmanueHTOB ¢ orpaHUYeHHBIM ALs-aMUIONI030M HAOIIOATHCH
CXO0KHME KIIMHUYECKHE MPOSBICHUS C MOoJuopranubiM AL g-aMuion1030M, 0JIHaKO B
TEYEHUE HE MeHee 6 MeCsEeB OHM MPOTEKalu MPEUMYIIECTBEHHO B BUAE OJHOTO
cMHApoMa. MeauaHa JUIMTEILHOCTH MOHOOpraHHoro TeueHus Als-ammiaounmosza
coctabmna 17,5 (10,5; 31,9) mecsmeB. Y 5 manmeHTOB MEpPHOJ MOHOOPTAHHOTO
teueHus: ALs-amunonno3za pmwics 6omee 5 et (Pucynok 11), a eme y 1 mamuenrta

3atsiHyics 1o 136 mecsiueB (6onee 10 net). OTu JaHHBIE CBUAECTENBCTBYIOT O TOM,
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4TO OOJIBLIE YEM Y TPETH OONBHBIX B Ae0t0Te 3a00neBanust AlLgs-aMHIIONA03 MOKET
ObITh OMIMOOYHO JAMArHOCTUpOBaH Kak AL -amMuioui03, 4YTO YyKa3blBaeT Ha
BBICOKYIO 3HAUUMOCTb MpoOsieMbl qudPpepeHranbHoro nuarsosa Mexay Als- u

AL -amumonzo3om.

Yucno GonbHbIX, %

10%

7/

012 13-24 25-36 37-48 >48

[LnUTensHOCTS MOHOOPFaHHOrO Nepuoaa, MecAL|b!

Pucynok 11. Pacnpeaeinenue  00JbHBIX MO  JAJUTEIbHOCTH
MOHOOPTaHHOTI0 NMepPuoaa 3a00/1eBaHUSA

Haubonee yacTo y nanueHToB ¢ orpaHu4eHbsiM Al g-aMUIIONI030M B 1€010TE
3a00/ieBaHUsl OTMEUalHn MopakeHnue mouek (N=22; 36,1%) wnmu cepama (nN=16;
26,2%). YV 20/22 nanueHToB ¢ MPEHYMIINECTBEHHBIM MOPAKECHUEM MTOYCK OTMEYaIH
ITY nedporuueckoro (>3,0 r/m) ypoBHsi, npu 3toM y 12/22 (54,5%) B coueranuu ¢
HE(POTHUECKMM CHHAPOMOM, emié y momooBuHbl (11/22, 50%) — ¢ HapyieHHOM
¢ynkiuert modexk (pCKDP<60 wmn/mun). [lopakenue cepana MposSBISIOCH
npuznakamu  XCH [I-IV ®K y 14/16 (87,5%), sxokapauorpaduueckumu
MpU3HaKaMu amuiionaHo kapauomumnatuu: yronmenuem MXKIT wmm 3C JIK y
4/16 (25%), camxkennem ®B y 5/16 (31,3%), 1)1 muokapaa y 10/16 (6,3%).

Cpenu 61 manuenTa ¢ orpanndeHbiM Al gs-aMUIONI030M 3HAUUTENBHO PEXKE
3a0oJieBaHue JIeOI0TUPOBAJIO TopakeHneM nieuenn (N=4; 6,5%), nepudepudeckoii
(n=2; 3,3%) wmu BereratuBHOU (N=2; 3,3%) HepBHOIW cHUCTeMBbl. TakKe PEIKHMHU
NEOI0THBIMU TMPOSIBICHUSIMU OrpaHrueHHOTO AlLg-amunonno3a ObuiM mopaxeHue
MATKMX TkaHel: koxu (N=4; 6,6%), XKT (n=3, 4,9%), rmaz (n=1, 1,6%),
muMdaTraeckux y3noB (N=2, 3,3%), KoTopble 0COOCHHO HANIOMWUHAIHA THITHYHBIC

npusHaku AL -amunonaosa.
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Tak, y ogHOW MArMEHTKH OCHOBHBIM W JUTUTEIHLHOE BPEeMs €IUHCTBEHHBIM
KIIMHUYECKUM TmposiBieHrneM Alg-amuionso3za ObUIO MOpaKeHHE BEPXHHUX BEK
(Pucynok 12), nanmomunatomee AL, -aMuiionn03 KOHBIOHKTUBBI BeK. OTHAKO yxkKe
MpU HapY>KHOM OCMOTpe OOJIbHOW oOpaiiaeT Ha ceOsi BHUMaHUE CHUMMETPUYHOE
MOpaXKeHUE MSTKUX TKaHEW BEK C JBYX CTOPOH, UYTO HE COBCEM COOTBETCTBYET
KpUTEpUSAM JIOKaJIbHOCTU. TeM He MeHee, MpU ONHCaHuUW mnposBieHu AL, -
aMUJION103a MBI IEMOHCTPUPOBAIM MPUMEPHI pacnpocTpanenus AL -amuiongos3a
Ha POJCTBEHHbIE TKaHW (y OosibHOU ¢ AL -aMHIONT030M KOXH, KIMHUYECKOE
HaOmonenne Ned). V  naHHOW MAIMEHTKH JIOKAa3aTE€IbCTBOM CHUCTEMHOCTH
aMUJIOW/103a CTaJl0 BBIABICHHE Ha 12-M Mecsie TeueHHs 3a00JIeBaHUS TUITUYHOM
aMuIonHON Kapawonatuu W Hanmmuue MIT (mIgM lamda), ykaseiBaromieii Ha
HUPKYJIALWIO aMWIOWJOTEHHBIX HMMMYHOIJIOOYJMHOB B KPOBHM — TJIaBHOM

MMPCANOCBUIKA IJIs PA3BUTHUA T'CHCPAJIN30BAHHOTO AL-aMHJ'IOI/II[OBa.

Pucynok 12. Ilopaxenne MArKHX TKaHeidl B 00/1aCTHM BEpPXHHX BeK Yy
nanueHTKu I'. ¢ orpannyenHbiM Al s-amMuiiona03oM

Y npyroro mnanueHTa ¢ orpaHudeHHbIM Algs-amuiionyiozom B Je0rOTe
3a0oneBaHUsl OTMEUadM MYJIbTU(OKAIBHOE TOpaXEHUE KOXH B  BHUJC
pacpoCTPaHEHHBIX KaHIWJIOMOIIOJAO0HBIX 00pa30BaHMA, paCHoOJaraloNIuXcs B
BEKaX, HAPYXKHBIX CIYXOBBIX MPOXO/AaX, B MEPEXOJHBIX 30HAX CIM3UCTOU TYyO, B
KOXE HO3JAped W KucTed, mepuaHanpHOU obOmactu (Pucynok 13). Ilpm stom y
OOJTBLHOTO TOJTHOCTHIO OTCYTCTBOBAJIO MOPAXCHHE BHYTPEHHUX OPTaHOB, OJTHAKO

P UMM YHOXUMHNYCCKOM HCCIICAOBAHUN Obl1a BBISIBJIEHA BbIp@XXCHHAA IPOAYKIUA
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MOHOKJIOHAJBHBIX HMMyHoroOynmuHoB G lamda (7,8 r/n1) wm mnpomykuus

cBoboaubix JILIM lamda (800mr/n), yka3piBatomiue Ha ALs-amumon1o3.

Pucynok 13. Ilopaxenue koxku y nauuenta @. ¢ orpannyeHubiM Al s-
aMWJIOMI030M: A — MOpakeHHe BeK, b — mopaykeHue CIM3UCTON BEpXHEH ryObl U
KOXKHU HOca, B — nmopaxxeHue ciayXxoBoro npoxoa.

Eme y oOHOW DAnMEHTKH, HECMOTPS Ha CUCTEMHYIO HPOAYKIHIO
MOHOKJIOHAJTBHBIX WMMYHOTJIOOYJIMHOB, aMIJIOUAHAS JCTO3UIMS TMPOSBISAIACH
UCKIIFOUUTEIBHO reHepaIn30BaHHbBIM MOpAXKEHUEM nepudepruIecKux
TUM(paTHIECKUX Y3II0B.

MI' B rpymme Als-amwmionmo3a Obuta BbisiBieHa y 105/108 (97,9%)
nanueHToB. Hanboitee vacro MI™ xapakrepu3zoBanack cexpenueid JILMA lamda tuma
(n=87, 80,6%), pexxe — kappa tuna (n=21, 19,4%), npu stom JILIU onpenensiuch
B COCTaBE MOHOKJIOHAJIBHBIX MMMYHOTIIOOymHHOB (MIQ) wim B Bujge CBOOOIHBIX
JILU (6enox benc-/Ixonca, BJ), paznuunii Mexay mOATrpyninaMu OrpaHUYCHHOTO
Y TIOJIMOPTAHHOTO BapUAHTOB 10 xapaktepuctrke MI' He HalineHo (Tadimma 9). ¥

3/84 (3,6%) manueHTOB C MONMOpPraHHbIM Als-aMHUIOMA030M IO pe3yibTaTam
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HMMYHOXUMHYCCKOTO HCCICAOBAHHA CBIBOPOTKM KpPOHM M MOYM HE BbIABJICHO

IIPHU3HAKOB MF, JaxKe C IMPUMCHCHUEM BBICOKOYYBCTBUTCIBLHOT'O

TypOunumerpuueckoro Merona Freelite, omHako y JaHHBIX TaNKMEHTOB OBUIH
KJIIMHUYECKHUE OCHOBaHUA Mojo3peBaTh AlLg-aMHIIon103, B CBSI3U C YeEM UM ObLIO
MPOBEJCHO UMMYHO(DEHOTUITMPOBAHUE TJIa3MATUYECKUX KJIETOK KOCTHOTO MO3Ta U
oOHapyxeH a00epaTHbIi HUMMYHO(PEHOTHUI, YTO MOATBEPXKAAIO HAIUYHE
CHUCTEMHOM IJIa3MOKJIETOYHOM AUCKpa3uu, mpuBoasiiei k ALs-amMmuinonao3sy.

Ta6auna 9. Xapakrepuctuka MI' y nauuentoB ¢ ALs-amuinoniozom

[Honmuopranuseiit ALs- | Orpannuennsiii ALs- | loctoBepHOCTB
amMmuiIou03, N=47 ammiIon 103, N=61 pa3iauyui, p
mlgG:
A, n (%) 10 (21,3) 13 (21,3) 1,0
K, N (%) 2 (4,3) 3(5,0) 0,871
migA:
A, n (%) 8 (17,0) 3(50) 0,054
K, N (%) 0 1(1,6) 0,896
migM:
A, n (%) 0 3(5,0) 0,256
K, N (%) 0 2 (3,3) 0,503
migD:
A, n (%) 0 2 (3,3) 0,503
BJ:
A, n (%) 31 (66,0) 35 (57,4) 0,365
K, N (%) 4 (8,5) 5(8,2) 0,954

Takum o6pa3om, y OONBIIMHCTBA MAMEHTOB ALg-aMUIIONI03 MPOSBISETCS
KIMHUYECKMMU TpU3HAKaMHU TOJUOPTaHHOTO TMOpaKaHWUs YK€ B JeOroTe
3a0oneBanus. TeM He MeHee, y CYIIECTBEHHOW aonu OonbHbIX Alg-amunonmnos
NeOI0TUPYET KaKk MOHOOpraHHoe 3a0oisieBaHue. J[Oka3aTh CHUCTEMHBINM XapakTep

3a00J€BaHUsI B OTOM ClIy4ac BO3MOXXHO TOJBKO IIO HAJIW4YHUIO IIPHU3HAKOB

CUCTEMHOW TIIa3MAaKJIETOYHOW JAWCKPAa3WH, OJHAKO COBPEMEHHBIE METOIbI
WCCJICIOBaHUS HE BCETJa TMO3BOJSIOT HanexkHO ompeaenutb MI, d9to
akTyanmmsupyetr mnpobinemy auddepennmanbHoro guarHo3a Als- uw ALg-

aMUJION103a, B OCOOEHHOCTU MPHU OTPAHUUYEHHBIX (POpMax MOpa)K€HHsl OPraHOB B

nebrote 3a001eBaHus.
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3.4 NuddepeHnuajbHblii JUATHO3 JIOKAJIBHOIO M cucrteMHoro AlL-

aMHnJjI0u/103a

3.4.1. CpaBHuTeJbHasA  Xxapakrepuctuka AL -amwionnoza wu

orpaHu4eHHoOro Bapuanra Al s-amuiaoungosa

Huddepennmporanue AL -amuiiono3a u orpaHudeHHOro BapuaHta Alg-
aMUJION/103a, BBHJY UMHUTAIIMU UM JIOKAJILHOTO aMUJIOH]103a MPEACTABIISICTCS HaM
HauOojee TPyAHBIM. McXoas ®W3 O3TOro HWKE MBI MPUBOJUM JCTAITBHYIO
CPaBHHUTEIIBHYIO XapakTepucTHKy AL -amMuionjo3a u OrpaHUYCHHOTO BapUaHTa
AL -amninonno3sa.

Bospact Bcex manuentoB ¢ ALamunonnozom (n=183) cocrasun 54,0 (46,0;
64,0) roga, mpu 3ToM marnueHTsl ¢ AL -amMrIon1030M ObUTH, B CpeHEM, Ha 7,5 JIeT
MOJIO)KE, YeM TaIlMeHThI C OrpaHWYCHHBIM BapwaHTOM AlLs-ammionaosa
(Kpurepuit Manna-Yutuu = 589,0; p<0,001, pucynok 14), To €CTh COOTHOIIIEHHE

TO K€, YTO U TIPU CPaBHEHUU C 1eson rpynmoit ALs-amuiionosa.

90
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BoapacT nay1eHTos, net

20

O WMedian
— 1 25%-75%
0 T Min-Max
NokaneHslid AL OrpaHuJeHHBIi
BapuaHT AlLg

Pucynok 14. Pazniuuusa nmo Bo3pacty 00ibHbIX ¢ AL, -amuionmxozom u

OrpaHMYeHHBbIM BapuaHToM AL s-amusionnosa
Cpenu rpynmbel AL amuiionsioza mnpeoOiaaiv KEHIIUHBI (COOTHOIIEHUE
XKEHIIMH U MYXXuuH 2,4:1), B TO Bpemsi Kak B MoArpynmne orpanudyeHHoro Alg

AaMHJIONJ03a COOTHOIICHUC KXCHIMWH W MYXKX4YHH OBIL10 HpI/I6J'II/IBI/ITCJ'IBHO paBHBIM

(1:1,5; Tabmawuma 10).
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HuddepeHunanbHblii IMArHO3 KIMHUYECKUX cuMIToMoB AL amMunonnosa u
orpannueHHoro  AlLsamuionmo3a  NpPOU3BOAWIICS Ha  OCHOBaHHUU  BCETO
CUMIITOKOMILJIEKCA, BKJIIOYas MPOSBICHUS comyTcBytomux 3aboneBanuit (MBC,
TUNIEpTOHUYECKass 00Jie3Hb, MNPUOOPETEHHBIE TMOPOKU CepAla, auadeThyeckas
Hepomartus), KOTOpble HUMHUTHUPYIOT BOBJICUYCHHUE BHYTPEHHHUX OPraHOB B
MaTOJIOTMYECKUI MpoIecc IpU CUCTEMHOU (hopme 3a00seBaHus.

Tak, cpenn Hammx 60abHBIX ¢ AL -amunougo3zom Hammuue [1Y>0,5 r/n u
camkenue pCKO <60 mu/mun/ 1,73M° HaGIIONAIN 3HAUMUTEIHHO pexe, 4eM y
OOJBHBIX C OrpaHWYeHHbIM BapuaHTOM Alg-amunonnoza (Taomuma 10).
I'ematrypuss npu AL -amunongo3e HaOM0gaIach TOJBKO Y TAIMEHTOB C
ypoTenuadbHbBIM BapMaHTOM U BCTpedajach B JIBa pasza pexe, 4YeM Ipu
orpannueHHOM ALgs-amunounjose, mpu KOTOpoM Oblia 00YCIIOBJIEHA aMUJIOWTHOM
He(dpomnaTuel, OJHAKO CTAaTUCTUYECKUX pa3IUM4YUid HE OBLIO  BBISBICHO
(Tabmuma 10).

[Ipu3Haku KapavonaTUW TpenacTaBlieHHble CcHIbkeHneM OB <55% u
Hanuuuem XCH -1V ®K peructpupoBanmu pexe y mnanueHtoB ¢ Al -
aMUJION030M, YEM y MALMEHTOB C OIrpaHUYEHHBIM BapuantoM Alg-amunonnosa,
OJIHAKO CTAaTHUCTHUYECKHE paszinuus ObUIH BBIABIEHBI TodbkO it XCH 1I-1V ®K
(Tabmuma 10). Mbl Takke HE BBISIBUIM Pa3Idduil MEXAY I'PYIIIAMH MMalliEHTOB C
AL, - u ALs-amuionno3zom B npuszHakax JIJI muokapaa (ounenennoi mo IxoKI') u
tonmuae 3C JDK u MOKITI, tabnuma 10).

VYBenM4YeHHe IEUYEHH BCTPEYAIOCh C OJWHAKOBOM HHU3KOM 4YacTOTOM Y
nanueHToB ¢ AL, - u orpanndyeHHbM ALg-amMumon1030M, OJHAKO CTOUT OTMETHUTh,
YTO TMPU3HAKK XOJEeCTa3a MPOSBISUIMNCh TOJBKO MpU orpaHudeHHoM Als-
amunono3e (Tadmuna 10).

[lopaxkeHue BereTaTMBHOW HEpPBHOW cuUCTeMbl y manueHToB ¢ AL, -
aMUJION030M HE 3a()UKCUPOBAHO, B TO BPEMS KaK y MAllUEHTOB C OTPaHUYCHHBIM
ALs-aMWII011030M PErUCTPUPOBAIH OPTOCTATUUECKYIO TUIIOTEH3UIO U MOTOPHYIO

JMapero, 0JTHAKO JIOCTOBEPHBIX pas3Iuduii moyrydeHo He opuio (Tadmuma 10).
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[lopaxxenus nepudepuyeckoil HEPBHOM CUCTEMBI BCTPEYAIOCh OJMHAKOBO
penko y manueHToB ¢ AL - um orpanuuenHsiM Alg-amunounnozom. Ilopaxenue
MATKHX TKaHedl y mauueHToB ¢ AL -aMWION030M BCTPEYAIOCh 3HAYMTENIBHO
yaiie, 4eM Yy MalMeHTOB C oOrpaHu4eHHbIM Als-aMuiaonno3oMm, MpOSIBISLIIOCH
MOpaXKEHUEM  KOHBIOHKTUBBI  BEK W NApaopOUTAIbHOM  KIIETYATKH,
JUXeHU(PUKaUUe KoM, OOBEMHBIM OOpa30BaHMEM JHUM(PATHYECKUX Y3JIOB
(Tabmuua 10). ¥V mamuenTtoB ¢ orpaHudeHHbIM Alg-aMUIONI030M TMOPaKEHUE
MATKHX TKaHEH 3aKJIi04anoch B MOSBICHUH HOBOOOPa30BaHUs BEK, TeMOpPpPArusiMu
KOXH BOKPYT TJia3.

Ta6auna 10. CpaBHeHMe JT0KATBLHOIO U OrpaHnYeHHOro AL -amuniionno3a B

Ie0roTe 3200/ 1eBAaHNA

OrpaHuYeHHBIN
AL, -amunonios AL JlocToBepHOCTH
(n=38) $"aMHIIOHJ03 pazInymid, p

(n=61) ’
XKenmmnel, N (%) 27 (71,1%) 25 (41,0%) p=0,006
Bospacr, et (anamna3on) 47,0 (5-76) 54,5 (32-83) p<0,001
MI' 1 (2,7%) 59 (96,7%) p<0,0001
Iy > 0,5 r/cyr 2 (5,4%) 22 (36,1%) p=0,0004
pCK® <60 mn/mun/1,73m° 3 (8,1%) 11 (18,6%) p=0,230
I'ematypus 4 (10,8%) 10 (16,4%) p=0,359
XCH -1V ©K 2 (5,4%) 14 (22,9%) p=0,04
@B <55% 0 5 (8,2%) p=0,57
VYrommenne MXII nnu 3C o o _
TDK >1 2 1 (2,7%) 4 (6,5%) p=0,64
Jlnacromiecias 6 (16,2%) 10 (16,4%) p=0,74
TUCQHYHKITHS
YBeJINYCHUE TICUCHH 3 (8,0%) 4 (6,5%) p=1,0
Xonecras C KOKHBIM 3Y/I0M 0 1 (1,7%) 0=1,0
1 JKENITYXOM
OpTtocTaruyeckast 0 4 (6,6%) 0=0.29
THITOTEH3HSI
MortopHas nuapes 0 6 (10,2%) p=0.32
Iepudepuueckas 0 1 (1,7%) 0=1,0
MOJIMHEBPOTIATHSI
TyHHETBbHBIE CHHIPOMBI 1 (2,7%) 1 (1,7%) p=1,0
ITopakeHne MITKUX TKaHEH 15 (37,8%) 6 (8,2%) p<0,001

MI" kak CHCTEMHOE MPOSIBJICHHUE IIA3MOKJIETOYHOM JTUCKPA3UU y TAIUEHTOB

¢ Als-amunounozom BbeiBIsUIM vame (97,9%), yem y mnaumertoB ¢ AL,
L2

amuon03oM (2,6%; Kputepwuii ¢~ IMupcona, p<0,0001). [Tpu sTom, HE Y OHOTO

13 manueHToB ¢ AL -aMHIOMI030M Ha MOMEHT YCTaHOBJEHHUs auarHoza MI' He
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BBIIBIISIIACH HU TI0 pe3yjbTaTaM CTaHIApTHBIX METOAOB JJeKTpodopesa u
UMMYHO(DUKCAIIHH, HU o pe3yybpTaTam BBICOKOYYBCTBHUTEIBHOTO
TypOUAUMETPUUECKOTO UMMYHOXHMHYECKOTO METO/Ia OMNpPEaeNICHUs CBOOOIHBIX
JILIN (Freelite). Tlpu nuHamuueckoM HAOJIOJACHHM TOJBKO y OJHOM OOJIBHOM
(keHIUHBI 77 JE€T) ¢ TOpaXeHHWEM TOpTaHU CIycTs 16 JeT oT MOMEHTa
yCTaHOBJEHUs  jauarHo3a Al -amunmoujo3a ObUla  BBISIBICHA  CEKpeIus
MoHokjIoHabHOTO 1g M kappa (43 mr/n), ogHako BeposTHEE BCErO HE B CBSI3U C
tpancpopmauuen AL -amunonnoza B Als-ammionzo3, a Kak oOTpaxeHue
OOIIENOMyISAIMOHHOW TEHJICHIIMM TIOBBIIIEHUS PUCKA BO3HUKHOBeHHMS MI y
HOXHJIBIX JFozeH [77].

B 1o xe Bpems y HaOmonaembix Hamu 16% OOJIBHBIX C HCXOJTHO
nonuopranHbiM  AlLg-amunonnozom u y 19% OOIBHBIX C «OTpaHUYEHHBIM
BapuaHToM AlLgs-ammwionjo3a TpU  HCIONB30BAHUU CTAHJIAPTHBIX METOJOB
anektpodopesa u uMmmyHodukcaruu MIT He Obuta oOHapykeHa. Jlumb mpu
JIOTIOJTHEHUH PYTUHHOTO MUMMYHOXMMHYECKOTO HCCIEIOBAHUS KOJIMYECTBEHHBIM
onpenencuaruem cBoboaubsix JILIM (Freelite) mons HeBBISBICHHBIX raMMamnaTHi B
noarpynne nojguopranHoro Als-amunonpos3a cokpatunack 10 6%, a B rpymnmne
«orpanndyeHHoro» Als-amunongoza MIT BbIsiBI€HAa y BCEX NalMEHTOB. Takum
o0pa3oM, TMPUMEHEHHE BBICOKOUYBCTBUTEIIBHOTO KOJHUYECTBEHHOTO METO/a
onpenenenusi cBoOoaubx JILIWM B kpoBU mMO3BOMSIET MOBBICUTH AP (HEKTUBHOCTH
obnapyxenus MI' y naniuenToB ¢ ALs-aMuIon030Mm.

VY gactu 60mpHBIX ¢ AL -ammtonmo3om (N=7) i UCKITFOYCHUS CUCTEMHOMN
MIa3MOKJICTOYHON  JUCKpa3uu OBUIO TPOBEICHO WMMYHOGEHOTHITUPOBAHHE
MIa3MaTUYECKUX KJIETOK KOCTHOTO MO3ra, y BceX OONBHBIX OOHapyKeH
HOpMaJIbHBII MMMYHO(EHOTHUIT CD138+CD38+CD45+CD19+CD56-
CD27+CD81+CD117- C HOpMaabHBIM COOTHOIICHHEM ITUTOTUIA3MATHYCCKUX
JIIN kappa:lamda = 1,5 : 1. V Tpéx mnamuweHtoB ¢ mnoauopraHHbiM Alg-
aMUJIOWI030M  BBIABIICH  a0CppaHTHBIM  KJIOH  TUTa3MaTHYECKUX  KIIETOK
CD138+CD38+CD45-CD19-CD117+CD56-CD27+ C pECTPUKIUCH 1o

ruTorutazmatuaeckoi JILA lamda tumna (cyt A+).
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Menuana otHomenus «/A-JILIU B rpynmne nanuentoB ¢ AL amuiionozom
cocrasuna 0,74 (0,61; 0,99). Otnomenue «/A-JILIMA Obmo B mepaenax
pedepeHcHbIX 3HaueHuit abopatopun y 37/38 (97,3%) manmenroB. Meauana
CKOppEeKTUpOBaHHOTO  oTHomeHuss  «/A-JIMU  (k  cpegneMy  3HAYECHUIO
pedepeHcHOro WHTepBasia) OblIa 3HAYMTENIBHO HHMXKE Yy manueHToB ¢ AL, -
amunougo3om (1,4 (1,2; 1,6)), yeM y NalUUEHTOB ¢ OrpaHU4YeHHbIM Alg-
amunongo3zom (7,0 (3,9; 13,5); p<0,0001; Pucynox 15). DOtu paznuuus
CBUJICTEIILCTBYIOT O HEOOXOJAMMOCTHU MPEANoiokeHus: nuarnoza Alsamunongosa
y TMAalKUEeHTOB CO 3HAYEHHEM CKOPPEKTUpPOBAaHHOro oTHomeHus «/A-JILI Goinee

1,4.

500,00

250,00

75,00
50,00

25,00

7.50 i
5,00

2,50
1.4

0,75

CkoppeKTupoBaHHoe oTHoweHWe k/A-JILTI

- - o Median
NokanbHeld AL OrpaHuYeHHbIR [ ] 25%-75%

BapuaHT AlLg T Min-Max

Pucynok 15. 3HavyeHHe CKOPPEKTHPOBAHHOrO oTHomeHnusi k/A-JIIU y
nanueHToB ¢ AL -amuionao3oM H orpaHndeHHbiM AlLs-ammioungozom
(cTenmeHHasl MIAKAJIA)

Takum oOpazoMm Haubojee xapakTepHbIMH Mpu3Hakamu AL -amunongosa
OBLIN MOpakeHHE MIATKUX TKaHEH, )KEHCKHUH 1Mo ¥ 0ojiee MOJIOa0# Bo3pact (45,5
(32; 55) ner), B TO BpeMs Kak B TOATPYIIE IAIMEHTOB C OTPaHHYCHHBIM
BapuanToM ALs-amuiaonao3a ortMeueH Ooiiee ctapiuii Bo3pact (54,5 (32-83) ner)
u varme otmevanu [1Y>0,5 r/n, npusnaku XCH I1-1V ®K u naanure MI™ (pucyHok
16). Yacrora OxoKI -npusnakoB nopaxkenus cepamna ([ muokapna, yronmieHue

creakrn MXKII u 3C JIXK, camkenne @B <55%), HapymieHus QyHKIUH MOYEK U
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reMaTypuud HE UMEJNO CYHUIECTBEHHBIX pa3juuuili B moArpymnmne namueHtoB AL, -

aMUJIOW103a U OTpaHUYEHHOT0 BapuaHnTa Alg-amMmunonnosa (pucyHok 16).

MopaxkeHne
MATKUX TKaHel

TonwuHa
MUOKapaa >12
MM

Ko <60

FemaTypua .
M/MUH B /loKanbHbIi ammaounao3

OrpaHuWYeHHbI amnaionao3

Pucynok 16. Pazjiuuusi KIMHUKO-J1a00paTOPHBIX Xapakrtepuctuk AL, -

aMMIJION1032 M OTPAHUYEeHHOro BapuanTa AL s-ammiongo3a

3.4.2. Mouck nuddepeHIUAIBLHO-TUTHOCTHYECKUX KpuTepueB AL, -

amuiono3a u ALs-amuiionaosza

[lopakeHre BHYTPEHHUX OPraHoB y mamueHToB ¢ Als-aMHIIONA30M, TaKXKe
Kak W 1mpu AL, -amuionmoze MOXET B psAe CiydaeB OBITh OOCYJIOBJICHO
commyTcTBYIoUMU 3aboenBanusamu (Hanpumep: UBC, apTepuanbHas TunepTeH3us,
nuabetnueckas Hedpomatus u  apyroe). B cBa3m ¢ deMm, ¢ TIOMOIIbIO
MHOTO(AaKTOPHOTO  METO/Ja COOTBETCTBHM, Ha OCHOBAHMH  BBISBICHHBIX
KIIMHUYECKUX ocobeHHocTel AL, -amunonno3a, OrpaHI4eHHOTO U MOJIMOPTaHHOTO
BapuaHToB Alg-amminonso3a, Mbl OTpabaThIBaIM TAaKTUKY AubdepeHnnaaIbHOTo
JMarHO3a MKy pasnuaHbiMu popmamu Al -amunmonmgosa.

Bnawane wmbl mpoTtuBomoctaBisiu B menom  Als-amumonmo3 u Al -
aMUJION/I03, TP ITOM HMCXOAMIM M3 TOTO, YTO CHUCTEMHOE MOPaXCHHE OpPTraHOB
nmo3BoisieT 3(PGEeKTHBHO WCMOJIB30BaTh B KAueCTBE KPUTECPUEB HAJIUYHC

BHCHCPAJIBHBIX nopameHHﬁ, HC XapaKTCPHbIX MAJId JIOKAJBbHOIO aMHJIONJ03a.
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VuyureiBag  ocoOeHHOocTH  martoreHe3sa  AlL-ammionpgo3a, MOXHO  OBLIO
MPEANOJIOKUTh, UTo Hamuuue MI Oyner umeTh NOMUHHPYIOIIEE 3HAUYCHHUE MpHU
i depeHurnaIbHOM JUMAarHo3e MW IOATOMY, 4YTOObI H30€XaTh 3aTEMHEHHUS
g depeHunaIbHO-IMarHOCTUYECKOTO 3HAUEHUs  JIPYrUX  KIUHUYECKHX
MPU3HAKOB BHAuajie KPUTEPUU MOHOKJIOHAIHHOM TaMMamaTUd B CXEMY
muddepeHuraIbHOr0 auMarHo3a He BKJIOYald. TakuM o0Opa3oM, CHHCOK
napameTpoB AUGdHepeHInaTbHOr0 IUarHo3a BhITIIAIEN CIEIYIOIIMM 00pa3oM:

1) Bo3pact monoxe 55 yiet

2) MYKCKOM/>KEHCKHUH MO

3) wHamuume nporeunypuu 6osee 0,5 r/n

4) wanuuue nNpoaABUHYTOU cTaauu (3-5) XpOHHUYECKOH 00Ie3HH MOYEK

5) Hammuue XpOHUYECKOH cepaeyHoi HepocTaTogHoCcTH I1-1V OK

6) DxoKI'-npu3Haku JUaCTONMYECKON AUCHYHKIIMH MUOKapIa

7) cHwkeHue Gpakiuu BHIOPOCA JEBOT0 XKemyao4ka cepana <55%

8) yTonieHre MEXOKETyIOUYKOBOW MEPEeropoAKd W/WIM 3aTHeH CTCHKH
JIEBOTO XKeayAouka > 12MMm

9) mpu3HAKH MOPAKCHHUS NCUCHH (TeraToMEeraius, CHHIAPOM X0JIecTas3a)

10) amMuIOM103 MATKUX TKAHEH U KOXKHU

11) nmpusHaKu MOPaKCHUS BETreTaTUBHOM HEpPBHOM CHUCTEMBI
(opTocTaT4eCcKasi TUIIOTEH3US WK MOTOPHAs IHapes])

12) mpu3Haku ~ TOpakeHWs — Hepu(depuuecKoldl  HEPBHOW  CHCTEMBI
(mepudepudeckas MOTMHEHPONATHS WU TYHHEIBHBIN CUHAPOM)

13) HanWuue MOHOKIIOHAJIBHON TramMMamnaThd 1o pe3yibTaTaM pPYTHHHOTO
UMMYHOXHMUYECKOTO HCCICIOBAaHUS CHIBOPOTKH KPOBH U MOYH,
BKJTFOYAIOIIEe OOBIYHBIN 3J1eKTpodopes u umMmyHopukcauo (MI pyT.)

[Io pe3ymbTaram OIICHKM 3THX MEPEMEHHBIX ObIIa COCTaBJICHA MaTpHIla

sHauyeHuit ([Tpunoxenue 1).
Ha nepBom »srtame mHorodaktopHbii aHanu3 mo 12 mnapamerpam (24
XapaKTEPUCTUKHU) TMoKazan, uto auddepenuupoBanue mexay AL - u Als-

aMUIIONA030M 0e3 BKJItoueHus kputepuss MI' mo3BosisieT onucath CyMMapHoO 1o 2
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ocsiM cpaBHeHuM Jmmb  30,9% COOTBETCTBUM, IIPUYEM YBEIMYEHHE OCEU
CpPaBHEHMII HE TIO3BOJISIET BBIOpAaTh MX ONTHUMAJIBHOE 4YHUCIO, T.K. KpHUBad
COOCTBEHHBIX 3HAUYEHHM OcCell CpaBHEHUH HE HMMEET YETKUX INEPEeIOMOB H
nocturaet 3HaueHust 70% Ttonbko K 6 ocu cpaBHeHus ([Ipunoxenue 2). Ananus
rpaduka KoopaAuHAT GakTopoB AudPepeHIUaTBbHOIO UarHo3a mokasai, 4To B 2-
OCEBOW CHCTEME H3MEPEHMs BBIACISIOTCA 3 MOJS — CUCTEMHOTO, JIOKAIBHOTO

aMHJION103a U Toist Kapauomuonatuu (Pucynoxk 17).

2,5 :
2,0} .

15+ NokanbHbIi amunongos®

1.0t
0,5¢
0,0

0,5 |

MamepeHue 2; CobcTBEHHOE 3HAUYEHHKE;
0,13533 (13,53% wnHepuun)

-2,0 : : : : : : : : ; ' :
-45-40-35-30-25-20-15-10-05 00 05 1,0 1,5
Mameperue 1; CobcTeeHHoe 3HadeHue: 0,17393 (17,39%
UHEpLUWK)

Pucynok 17. CpaBnenue AL - wu AlLs-ammiaonnoza mno 24
xapakrepuctukam (12 napamerpos)

Bokpyr koopaunatel AL, -amunousoza TpynnupoBaliuCh MapaMeTpbl
HaJu4yusi aMWIOHWI03a MSTKUX TKaHEW W BOBJICYEHUS NEYeHU. TOYHO TaKkxe
OTCYTCTBHE aMHJIOHJI03a MATKHX TKaHEH OBUIO caMOi OJIM3KON KOOpAMHATON K
touke ALs-ammiiongoza. Tak ke 61m3ko k Touke AlLs-aMumongo3a pacrosaraics
nmapaMeTp Bo3pacTa crapuie 55 JeT, B TO BpeMs Kak To4yka Oojee MOJ0A0ro
BO3pacTa He Oblia cTOJb Onm3ka K koopauHate AL -amunounposa. Ilone
KapJIMOMUOIIATUH PACIONarajioch Ha PaBHOM yAaJleHUH OT koopauHat AL - u
AlLs-amwionsioda ¥ BKIIOYAJIO TNPU3HAKKA TSHKEJIOrO TMMOpaXEeHUs cepaia:
yTOJIIEHNE MUOKapAaa, npoasuHyTeie craaun XCH, canmxenne @B n nannuue /]

MHUOKapaa. JTO Toje cKopee OBUIO MPOTHUBOIOCTABICHO KOOpIWHATaM Ooiee
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JIETKUX U3MEHEHUHN B CepJlle, IPYNIMUPYIOIUMCs BOKpYT Touku Algs-amunonmosa.
NMenHO pa3nuuus COOTBETCTBUM MO MPU3HAKY TSHKECTU KapAUOMATHU ONMKUCHIBACT
nepBasi oChb CcpaBHEeHHMs. Takum 00pa3oMm, ToJ€ KapJUOMHUONATHU HE
criocobctBoBaio auddepennupoBanuo Mexay AL, - u AlLs-amuinonnozom, oHO
CKOpEe XapaKTEepPU30BAJIO CTAJUIO MPOTrPECCUPOBAHUS aMWJIOUTHON KapIUOIATUH,
npu4yeM HTy CTAJMI0 B HACTOAIIEEC BpEeMs, MO-BUIUMOMY, HEJIb3sl Ha3BaTh
TUTIMYHBIM TposiBieHueM Algs-amunionsoza, BeposiTHO, Onarojapsi ycrnexam B
neyenun Alg-amuiionso3a, JOCTUTHYTHIM B Hacrtosimee Bpewms. I[lapamerps
He(dponaTuu BoOOIE HE BBIACISUINCH U3 KoopauHaTHOTO mojst AlLs-amunonosa,
JaXe yAaJCHHBIE TOUYKH B COCTaBE ITOT'O MOJsl, OTBETCTBEHHBIE 3a MPOJABUHYTHIC
craauu XBII u otcyrcrBue ITY, dopMupoBanu OCTphlii Yrojd BEKTOPOB 4Yepes
Havayio koopauHart (0;0) mo oTHomEeHUIO K KoopauHate ALs-amumongosa.

B oroit cBA3M OBUIM TPEANPHUHSATHI TMOMBITKH PAa3HBIX TPYNITUPOBOK
KJIMHUYECKUX TIapaMeTpOB C MENbI0 TMOBBICUTH 3((PEKTUBHOCTH BBISBICHUS
COOTBETCTBUM. Bo-miepBhIX, Bce mapameTpbl KapAuomaTHH ObUTM OOBEAMHEHBI B
€IMHYI0 MEepEeMEHHYI0 (Hanmuuue yrtohuieHusi cteHok, XCH, cumwxkenus @B unu
JIJ1), n3 aHaym3a ObUT UCKIIFOYECH MapaMeTp (UiIbTPAIMOHHON (DYHKIIMM MOYEK, a
KpuThueckuit mokazarenb I[IY Obu1 moBeimedn ¢ 0,5 mo Ir/m. beumm Taxoke
UCKIIFOUYCHBI MMapaMeTphl MOPaKEHUS aBTOHOMHOW W mepudeprudecKoi HEpBHOM
CUCTEMBI, nopaxeHus neyeHu. Ha stane 5 napamerpoB (10 xapakTepucTHK) cTallo
MOHSATHO, YTO XapaKTEPUCTHUKA pa3IMYMi MO TOJYy HE MMEET CYIIECTBEHHOIO
3HaueHus, Takke mapamerp I[IY Oblm u3MeHeH Ha OOOOIICHHBIA MapamMeTp
Hepporatun (Hammuue IIY Oomee 0,5r/nm wnm  CHEXKEHHS (UIBTPAIMOHHON
byHKIIMKM TMOYeK MeHee O0MI/MUH), B TMOCIEAYIOMEM ObUT HCKIIOYEH TaKKe
BO3PAaCTHOU KPUTEPHUIA.

Urorosas cxema nuddepenuunanbHoro nuarnosa AL - u AlLs-amunoungosa
M0 KJIMHUYECKUM mapameTpam 0e3 ydeta MI' obGecnieunBana oobsicuenue 71,35%
COOTBETCTBUM mMpu y4yeTe 3 OCHOBHBIX MapaMeTpoB (6 XapakTEPUCTHUK):
Hepponatuu (1o Hamuuuto IIY OGomee 0,5r/n1 wim cHUKeHHS (QUIBTPAIMOHHOM

bynkuun menee 60mi/mMuH), Kapauonatud (Mo 1 w3 MpPU3HAKOB — YTONIICHUE
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MXII, cuuxenue ®B, nammume JIJI muokapna unu npoasunytod XCH) u

aMUION103a MATKUX TKaHer (PucyHok 18).

1,0
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0,0 Froverereannns 2T
CucTemHblin am
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1,0 |
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0,20892 (20,89% vHepyumn)

_ Hanuuue amunovposa
3,0 ¢ : MArKUX TKaHel

3,5 ' 1 ' ' ' '
10 05 00 05 10 15 20 25

NamepeHue 1; CobecTBeHHoOe 3HaueHune: 0,50462 (50,46%
UHEpPLUK)

NamepeHune 2; CobcTBEHHOE 3HAYEeHWe:

Pucynok 18. CpaBuenue AL, - u AlLs-amuionao3a nmo 3 mapamerpam
(HajTM4Yue WM OTCYTCTBHe He(poNmaTuM, KApAUONATUH, AMUIONI032 MATKHX
TKaHeM)

I'paduk KpUBBIX COOCTBEHHBIX 3HauYeHMH oceil koopauHat (I[Tpunoxkenue 3)
MoKa3ajl OTYETIIMBBIA NIEpPEeTud Ha BTOPON OCH, YTO YKA3bIBAJIO HAa ONTUMATbHOCTD
taktuku nuddepenuupoBanus AL - u Als-amuiongo3a B 2 srama. Ha mepBom
sTamne (mepBas OCh) OIEHUBAETCS HalWuyue He(pomaTUM WM KapIuOMaTHH, Ha
BTOPOM (BTOpasi OCh) HAIMYKME aMUJIONA03a MATKUX TKaHel. [Ipuuem, HECMOTpst Ha
OCTpPBI yrojl MEXJIY BEKTOpaMU KOOpJMHAT IMapaMeTpa aMUIONA03a MATKUX
TkaHell u ucxojga AL -amuiiongo3a (MHa4Ye roBops, NPUHAMJICKHOCTh IMPU3HAKA
aMIJION103a MSTKUX TKaHeW K 30He BiIMsHMS AL -aMuionmo3a) 3HAYMTENIbHAS
YIAJIEHHOCTh KOOPAWHATHI aMWJIOWII03a MATKHX TKaHeW oT Touku AL, -
aMUJION103a CBUJETEIBCTBYET O HEOJHO3HAYHOCTU ATOro napamerpa. B paszpene
KJIMHUYECKON XapaKTEePUCTUKU ALs-amunonioza TaKXKe ObLIa
MPOJIEMOHCTPUPOBAHA BO3ZMOKHOCTh MOPAXKEHUSI MATKUX TKaHEH aMUIJIOUIOM.

JlobaBineHue K Ha3BaHHBIM KOOpAMHATaAM MapamMeTpa MOHOKJIOHAIbHOMN

raMmmaliaTuu, OHGHCHHOﬁ o pe3yjlbTaTaM PpPYTHHHOIO HMMMYHOXHMHYCCKOTO
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METO/Ia, CHENal0 Majo HH(POPMATUBHBIM YYET MPU3HAKOB KapAUONaTHU MpH
npoBeleHUd au(depeHuuanbHOro JUarHo3a, OJIHaKo 3aMeHa MapaMerpa
KapUOMaTUM Ha TMapaMeTp MOHOKJIOHAJIbHOM TraMMamnaTtud, OLEHEHHOH 110
pe3ysbTaTaM pyTUHHOTO MMMYHOXMMHYECKOTO METOJ1a, CYIIECTBEHHO MOBBICHUIIA
sbpdextuBHOCT, AU depeHunanbHO-IMarnocTuueckon  cxembl ¢ 71,35%

00BSICHEHHBIX cOoOoTBeTCTBUM 10 87,7% (Pucynok 19).

2,5 . : . . :

@ : o
= : nyn
5 2,0 L AMT "+
L _ :
oS :
55 5| 5 ]
8o
T I :
S 10! : ]

= b :
B :
S ~ :
8 ?, 05} CucTemHbiil: 1
e wy v @MUNOKUO03:
O R 0o b e e ToKaneHLIi
2 7 M pyT. "+ : HM "o @MMNONA03
2 o ° . NI
Q¢ 05} AMT - MF pyT. "-" ]
§ .

-1,0 : : : : :
-1,0 -0,5 0,0 0,5 1,0 1,5 2,0
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Pucynok 19. CpaBuenue AL - u AlLs-amuwiounoza mno Tpem
napaMerpam:. Haaunumne/orcyrcTeue Hepponatun (HII +/-), MoOHO-KI0HANBHOI
raMMmnanatau pyTHHHbIMH MeTogamu (MI pyr.+/-), amuiaonao3a MATKHX
TKkaHeii (AMT +/-).

[Ipu »TOM oOOmIast CcTpyKTypa mojiei, Trpaduk COOCTBEHHBIX 3HAYCHUU
KOOPAMHATHBIX  OCEed  MNPUHUIUIHUAIBHO He  u3MeHwinch.  CTpykrypa
KOOpJIMHATHOM cuctembl auddepenimansHoro quardosa AL - n ALs-amunonnosa
CYILIECTBEHHO HE M3MEHUJIACh TAKKE MPHU YCUJICHUH MapameTpa MOHOKIOHAJIbHOMU
raMmManaTiuu pe3yabTaTaMmu ee BBISIBIICHUS IPUMEHEHHEM
BBICOKOYYBCTBUTEJIBHOTO METOAA KOJMYECTBEHHON oOleHKH cBoOoaHbIX JII[U
(MI" Beicok.uyBcTB.). OpHako 3(PPEeKTUBHOCTH  KOOPJAWHATHOM  CHCTEMBI

nuddepeHIanbHOro Auar{o3a mo 2 ocsM IOBbICHIIACh 10 00BsicHeHus 90,8%
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COOTBETCTBUM, IIPU dTOM KOOpAMHATHI napameTpa MI' BBICOK.4YBCTB. IOJHOCTBIO

COBITAJIM ¢ KoopauHaTamu Touek AL, - n ALs-amuionno3a (Pucynok 20).
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Pucynok 20. CpaBuenme AL, - u Als-amuioungosa mno Tpém
napaMerpam: Hajgunuue/orcyrcrBue Hegponatun (HII+/-), MOHO-KI0OHAIBLHOI
raMManaTHu BbICOKOYYBCTBHUTEJbHBIMH METOAAMM BbISIBJEHUSI CBOOOTHBIX
JIIU (MI" BbICOK., YyBCTB., AMHJION1032 MATKHX TKaHeil (AMT+/-).

210 O03HAYaerT, 4TO rapameTp MI" BBICOK.UyBCTB. SIBIIACTCA
CaMOJIOCTATOYHBIM TPU TPOBENCHUU NUPGEPEHIIMATBHOTO JTUArHO3 U TIpH
MPaBWIBHOM METOJMYECKOM HCIOJHEHUH CIOCOOEH TOJHOCThIO OOCCIEYHTH
sbdextuBnbiil  quddepennmansubiii quarHos AL - u  Als-ammionmosa, 4TO
MOATBEPAWI TOBTOPHBIM aHAJIN3 COOTBETCTBUU JIMIIb MO OJHOMY MapaMeTpy
(100% oOBsicCHEeHHE COOTBETCTBHU, X2:142,6237, df=1, p=0,00001).

Jlns  nojaBeneHUss UTOTOB — aHAlIM3a  COOTBETCTBUHM UM CpPaBHEHUS
JTUATHOCTUYECKON  A(DPEKTUBHOCTH  BBHIOPAHHBIX TOKa3aTelied B  €IUHOU
KOJIMYECTBEHHON MIKalle ObUT MPOBEACH aHaIW3 MO MOJAEIH MHO>KECTBEHHOM
JIOTUCTUYECKON PETPECCUH.

Ha mepBom stame perpeccuoHHOil monaenu 3P(EeKTUBHOCTh AUATHOCTHKU

AL -amunonao3a oleHUBAIM N0 BIUSHUIO MapaMmeTpoB kapauonatuu (XCH -1V
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OK unu Tomumaa MXII >12mMm), vedponatuu (ITY>0,5 r/n u pCKD<60 ma/mun)
U TOpaXeHus MATKUX TKaHel B jaebOrore 3a0osieBaHus Oe3 yueTa MmapameTpoB
IUTa3MOKIIETOUHOW  Iuckpazuu. OTCyTCTBHE HePpomaTHH IO MOKa3aTeNro
otHomeHus: mancoB (OIIl) yBennumBano BEpPOATHOCTh AMATHOCTUPOBAHUSA Y
narenta AL, -amunonnosza B 32,7 pas (95% AU 7,78-137,7; p<0,0001); mpu
OTCYTCTBHHM TpHU3HAKOB Kapauomatuun — B 23,3 pasa (95% JIM 5,3-101,6;
p<0,0001). OpHako BBISABICHHE MOPAKCHUS MSITKUX TKaHEH HE YBEIUYHBAJIO
BEPOSATHOCTDh Hanmuuus y narueHta AL, -amunono3a (p=0,232, Tabauma 11).
Tadoauna 11. Pe3yabTaThbl MHOKECTBEHHOI JIOTUCTHYECKOI perpeccun mno
onpe/ieJIeHUI0 THATHOCTHYECKO 3HAYMMOCTH KPUTEpPHEB

nuddepeHunaIbHOr0 AMarHo3a AL -amuiaongosza

y1=1,249*TIMT+3,147*KMII+3,489*HII-3,897,
R? Kokca 1 Crema=0,536, R? Hoiimkenkepka=0,771

ITokasarens B Cr.om. | Wald- @) 11 a1 a1 p-value
CTaTHUCTHKA min max

Koncranra -3,897 | 0,659 34,984 0,020 <0,0001
Hedponarus (HIT) 3,489 |0,733 22,654 32,744 | 7,784 | 137,733 | <0,0001
Kapmuomarus (KMII) | 3,147 | ,752 17,513 23,272 |5,329 | 101,622 | <0,0001
[TopakeHue MITKUX

1,249 | 1,046 1,428 3,488 0,449 | 27,07 0,232
tkaneit (ITMT)

UctuHubIl quarsos

[Ipencka3zanHblil JUAarHo3

AL -ammiionnos ALs-amuinonnos
AL -ammiionnos 29 2
ALs-amuiionios 9 95
Taxum o0Opazom, MOJTy4eHHAs perpeccuoHHas MOJENb

(y1=1,249*TIMT+3,147*KMII+3,489*HII-3,897) ToKazaa, YTO JUIS
maddepennmanbHol  auardoctukn - AL -amuiongo3a  u Alg-ammimonmosa
JOCTATOYHBIM KPUTEPUEM SIBISCTCS Y4eT HaJIW4Usl I[apamMeTpoB HePpoNaTHH H
KapJWONaTHH, JHATHOCTHYCCKash MOJENIb JOCTUTaja  YJIOBJICTBOPUTEIHHOU
YYBCTBUTEIBHOCTU M BbicOKoM cnerupuunocta (AUC (y1) 0,950, 95% AU 0,903-
0,998) — cootrBeTcTBeHHO 76,3% 1 97,9% (prcyHok 21).
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Pucynok 21. AHanu3 4YYBCTBUTEJBHOCTH ¥  cHemUPUUHOCTH
perpeccuoHHoil Momeau (y1) aias auddepeHumnanbHoil quarnocTuku AL, -
aMHJIOH03a

Ha cnenyromeM »sTanme B AMArHOCTHYECKYIO MOJENb OBLIM BKIIOUEHBI
pE3yAbTaThl OMPEACIICHUS] MOHOKIOHAJIBHON raMMamaThud MO0 UTOraM PYTUHHOTO
MMMYHOXMMHUYECKOTO METOJIa, YYHUTHIBAIOIIETO JlaHHbIEe OJjekTpodopesa u
nmmyHoukcamuu (MIT pyT.). [Ipu aTOM, COTJIacHO HTOraM aHAJIM3a COOTBETCTBUI
U TOpPEeabIaylIeMy JTaly pErpecCMOHHOTO aHaliu3a, HE YYUTHIBAJIU HaJIU4YHE
KapJAWOMaTUh M aMWIOWJ03a MITKUX TKaHEW. B 3TOM IHMarHoCTUYECKOW MOJAEIU
(y=4,333*HI1+5,830*MI pyt.-6,561) wuckirodeHHe y malUeHTa MPU3HAKOB
He(pOIaTHH YBEITUYUBAIIO BEPOATHOCTH Hamuuus AL -amunono3a B 76 pa3 (95%
I 8,331-696,536; p<0,0001), a orcyrctBue MI pyT. yBEIWYMBAJIO IMAHCHI
auarHoctukn AL -amuimonmoza B 340 pa3s (95% M 23,041-5028,035; p=
p<0,0001; Tabnwuma 12).
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Tadoauua 12. Pe3yabTaThbl MHOKECTBEHHOI JIOTUCTHYECKOI perpeccun mno

onpeaesJeHHI0 THATHOCTHYECKON 3HAYMMOCTH KpuTepues (HedpponaTus u

onenka MI" pyr.) nuddepennuanbHoro ruarnosa AL, -aMuiionno3a

y,=4,333*HII+5,830*MI pyr.-6,561; R* Kokca u Cremna=0,598, R? Haiimkenkepka=0,875

[MTokazareinn B Cpennexsap. Wald- ol Jan Jan p-value
omuoKa CTaTHCTHKA min max

Koncranra -6,561 1,430 21,041 0,001 <0,0001

Hedpomatus 4,333 1,129 14,727 76,178 | 8,3 | 696,5 | <0,0001

M pyr. 5,830 1,374 18,007 340,365 | 23,0 | 5028,0 | <0,0001

[Ipencka3zanHbIil qUarHo3

HNcTuHHBIN 1Uartos

AL -ammiionmos

ALs-amuiaonnos

AL -ammitonmos

32

1

Al s-amunonmos

6
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AHanu3 XapaKTEPUCTUYECKONW KPUBOM COBOKYITHOM PErPECCHOHHON MOJEIU

(y.=4,333*HI1+5,830*MI pyrt.-6,561) mokazan Oojiee BBICOKHE MO CPABHCHHIO C

Hpezmmymeﬁ MOACJIBIO IMapaMCTpPbl YYBCTBUTCIIbBHOCTU H CHGIII/I(l)I/I‘IHOCTI/I -

cootBeTcTBeHHO 84,2% u 99,1%. KpuBas Oblla MakCUMalbHO yAalieHa OT

OucceKTpuChl yria Havajga koopauHat (momaab moa kpuoi (AUC) cocraBumiia

0,943; 95% JIH 0,847-0,986; p<0,0001, Prcyrok 22).

YyBCcTBUTENBEHOCTE

Pucynox 22.
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Ha 3axmrountenbHOM 3Tare MHOKECTBEHHOI'O PErPECCUOHHOTO AHAIN3a MBI
OLlCHMBaJIM mapameTpbl Heppomatun u MI Beicok.uyBcTB. Ilo pesynpTaTam
aHanmu3a npu orcyrcrBur MI' mo pe3ynpraraM KOJIMYECTBEHHOIO ONIPENCIICHMS
cBoOoHBIX JIIM CBHIBOPOTKM KpPOBHM M MOYHM BEPOSITHOCTb AMArHOCTUPOBAHMS
AL, -amuono3a yBennuuBaercs B 507,8 pas (95% JIM 39,0-6604,8; p<0,0001), a
IPY UCKIIIOYEHUH Yy TalMeHTa Npu3HaKkoB Hedpomatuu — ysenuuuBaercs B 30,8
pa3 (95% JIU 3,0-314,1; p=0,004, Tabauma 13).

Ta6auna 13.Pe3yabTaThl JJOrHCTHYECKOH perpeccuu 1o onpe/eeHuio
AUATHOCTHYECKOHM 3HAYMMOCTH KpuTepueB (HegponaTus ¥ OLEHKA

MI BbICOK. 4yBCTB.) AU PepeHINATBHOIO Tuaro3a AL, -amuiionio3a

y3=3,429*HI1+6,230*MI" BBICOK.4yBCT.-5,864; R? Kokca u Cuemra=0,618, R’
Hoimkenkepka=0,907

[Mokazarens B Cpennexsap. Wald- Ol AN | I max | p-value
omunoKa CTaTHCTHKA min
Koncranra | -5,864 1,329 19,455 0,003 <0,0001
Hedponarus | 3,429 1,184 8,385 30,8 | 3,029 | 314,142 | 0,004
MI" BBICOK.
ayser. 6,230 1,834 19,455 507,8 | 39,0 |6604,784 | <0,0001

. UctuHubIl quarsos
[IpenckazaHHbIi TUarHO3

AL -ammiionnos ALs-amuinonnos
AL -ammiionnos 37 4
ALs-amunonnos 1 105

AHaJIN3 XapaKTEPUCTHUUYECKOW KPUBOU IMOJYYEHHOW PErPECCUOHHON MOJEIU
(y5=3,429*HI1+6,230*MI BbIcOK.4yBCT.-5,864) moka3an Haubojee BBICOKHUE
napamMeTpbl YyBCTBUTEIHHOCTH M CHEIU(UYHOCTH — COOTBETCTBEHHO 97,4% wu
96,3%, o uéMm TakXke CBHJCTCIBLCTBOBAJ IIOKa3aTellb IUIOMIAJH IO KpPHBOM,
ctpemsimuiics k equanie (AUC=0,968; 95% JI1 0,933-1,000; p<0,0001, Pucynox
23).
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Pucynok 23. AHajgu3 YYBCTBUTEJBHOCTH M  CHeHUPUUHOCTH
perpeccuonnoii moxeam (y3) maiasa auddepenunaibHo aMarHocTuku AL, -

aMHJION/103a

Takum o6pa3zom, mpu mpoBeneHUUd IUDPEPEHIIMATBHOTO TUarHo3a MEXIy
AL, - u ALs-amMuiion1030M clielyeT B MEPBYIO o4epeab oOpaliaTh BAHUMaHHE Ha
Hanuuue [1Y wnm camxenne GUIbTpallMOHHON (YHKIIUU TOYEK B COYETAHUH WUITU
0e3 mpu3HaKoOB TopaxeHus cepana. [lopakeHne MATKUX TKaHEH, HECMOTPS Ha
Oonee yacToe BO3HUMKHOBeHHE mpu AL -amunonnose, He SBISETCS HaAICKHBIM
muddepennupyomumM npuzHakoM. [Ipu 3Tom Hanboee TOCTOBEPHBIM KPUTEPUEM
muddepennmanbaoi quarnoctuku AL - n ALs-amuionio3a sSBISICTCS TPOBECHUE
MMMYHOXUMHUYECKOTO HUCCIEJOBaHHS KPOBU M MOYM C MPUMEHEHHEM
BBICOKOYYBCTBUTEIBHOTO METOJ[a KOJUYECTBEHHOTO OMpPENETICHUs CBOOOJIHBIX
JIHU. Opnako B 2,1% ciyyaeB NpeasiOKEHHbIE KPUTEPUU MOTYT OKa3aThbCs
Hed((PEKTUBHBIMU, B CBSI3M C TEM, YTO BCTpedaroTcs mnarueHThl ¢ Alg-
aMmunonao3oM, 0e3 mnpuzHakoB MI mo pesynbrataMm HMMYHOXUMHUYECKOTO
UCCIIEJIOBAHUSI CHIBOPOTKM KPOBM M MOYM, B TOM YHCJIE€ C OMNpPEICICHUEM

KomdecTBa cBOOOaHBIX JILIN.
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[IpuBoguM knuHUYeckoe HaOnaeHue OonapHOro Alg-amunonmo3om, y
KOTOpOro omnpenaeneHue cBoboaubix JILM B ChIBOpOTKE KpOBM MU MOYE HE
MO3BOJTHIIO OOHAPYKUTh MOHOKJIOHAJIBHYIO CEKPEIIHIO TTapanpoTeHHa.

Kaunuveckuii cayuait 6. Ilayuenm 1953 2.p., ¢ 2016e. (62 200a) npu
obcnedosanuu no mecmy oicumenscmea evisasiena I1Y oo 2,8 2/n. B meuenue
nocredyrowux 2 jnem ommedeHo nocmeneHnoe Hapacmanue I1V, xomopas k
Hosopio 2018 2. (64 200a) docmuena negppomuueckozo yposHs (4,3 2/n). B aneape
2019 2. (65 nem) y nayuenma 6vin chopmuposan Heppomuueckuii CUHOpom 6Oe3
CHUdICeHUs. yHKyuu nouex. Panee ommeuan o0viuuky npu xoovbe u noxoe, 6o1u 8
KPYHHBIX CYCMABAX HUJCHUX KOHeUHOCmell, Kpecmye, 8 C8A3U ¢ 4em 00C1e008aH
PEBMAmo020M no  Mecmy  J#ICUMEIbCMEA. Ipu 0oocbnedosanuu
UMMYHOJI02UYecKUue mapkepuvl aymoummynnolx 3aoonesanut (CPb, AHA, ALI]I],
HLA-B27) 6wviiu ompuyamenvuvle, 6 c6a3u ¢ uyem OuacHo3 B0CHAIUMENbHOU
apmponamuu Ovll omeepeHym, 001U 8 CYCmagax UHMepPnpUmupo8ansbl 8 PAMKAX
ocmeoapmposa. IlIpogedenHoe UMMYHOXUMUYECKOE UCCe008AHUE CbIBOPOMKU
KpOBU U MOYU, 8 M.4. C UCNOTb30BAHUEM BbICOKOUYBCHBUMENLHBIX MEMOO08 He
gviasuno Ml

B sawueape 2019e. 6vin eocnumanusuposarn 6 omo. Heponocuu KIUHUKU
um.E.M.Tapeesa. Ilpu cmayuonapnom ob6credosanuu y nayueHma ommeuanu
BbIPAdICEHHblE OMeKU 20aeHell u cmon, odcueoma u jauya. Ilo pesynomamam
1abOPAMOPHBIX UCCIe008AHULL BbIAGIEHbI NPUSHAKU HeppOomuyecko2o CUHOpomda
(eunoanvoymunemuss — 26,7 2/, oowuti xonecmepun —3,84 mmonv/n, I1Y — 2,6 2/x,
cymounasn I1Y — 3,3 2). Vavmpazsykoeoe uccneoosanue novek u cepoya He
8bIAGUNO CMPYKMYPHBLIX U  (DYHKYUOHAILHLIX —HapyuleHuu. [ ymouHeHus
ouazHosa bvlia npoedeHa OUONCUSL NOYKU, NO Pe3YIbMaAmam 2UCMOI0SUYECKO2O
uccneoosanus: 6 Heppoouonmame 29 xaybouxkos, 1 — cxrepozuposan; 55 %
cocyoucmsix nemenb 210mepyn 3azpyrcenvt amurouoom. Ipu UI'X-uccredosanuu:
Qurcayus 19G, IgM, kappa, lamda, @uobpunocen na enomepynspno-oazanrvroii
MemMbpane 04az208020 2pAHYIAPHO20 XApAKmMepa U CMEHKAX 6HEe2N0MePYAPHbIX

kanunapos, peaxyus AT x peyenmopam ¢hocgonunazer A2 ompuyamenvna. C
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yuemom evisenennou MI'X-peaxyueii ¢ AT k kappa u lamda JII{H ons ucknrouenus
NIA3MOKAEMOYHBIX OUCKPA3ULL NAYUeHmM)y Npo8edeHa NYHKYUsL KOCHHO20 M032d U
UMMyHOGeHomunuposanue  naasmamuyeckux — kiemox. Ilo  pezyromamam
uccnedosanus 8viasieHo, umo 95% naazmamuueckux xnemox (4,31% om ecex
KIemoK  KOCMHO20  M032a) c abeppaHmubiM ~ UMMYHOGDEHOMUNOM
CD138+CD38+CD45-CD19-CD117+CD81-CD56+CD27- u pecmpukyueti no
niecKoll BHympukxiemoynou yenu A. Taxkum obpazom 0vi1 YCMAHOGNIEH OUACHO3
«ALs-amunouooz ¢ nopasxceHuem novex, ¢ COXPAHHOU HUILMPAYUOHHOU
CNOCOOHOCMbBIO nouex, Heppomuueckuil curopomy. Ilayuenmy nposederno 6
kypcos IIXT no cxeme VAD (genxetio + ankepan + Oexcamemasow), nocie ue2o
I1Y oocmuena munumanvHvix suauenuti 0,3 2/n, ¢ynxyus novex ocmaémcs
coxpannou. Hmmyopenomunuposanue niazMamuyeckux Kiemox RYHMKMa
KOCmMHO20 Mo32a nocie 3aepewnuss 6 xypcos IIXT noszsonuno ybeoumvcs 6
00CMUdICeHUU He MONbKO NOYEYHO20, HO U NOJIHO20 2eMamoJlo2UtecKo20 omeemad.

JIaHHBIA KIMHAYECKUM CJIy4ald JAEMOHCTPUPYET, UYTO Yy TMAIMEHTOB C
HETUMUYHON JoKanu3auuen ans AL -amuionsioza, a UMEEHO MPU aMHUJIOUTHOM
MOpaXECHUU TIOYEK, Cepila, MEe4YeHH, B OTCTyTcTBUM mpu3HakoB MGUS mo
pe3ysibTaTaM MUMMYHOXHMHUYECKOTO KCCIIEJIOBAHUS CBIBOPOTKM KPOBU M MOYHU
HEO0OXO0IUMO IPOBOJIUTH JTOTIOJTHUTEIbHBIC METO/IbI UCCJIeI0BAHUS
(MMMYHO(DEHOTUTIMPOBAHHE TUIA3MATHUYECKUX KIETOK KOCTHOTO MO3ra, OWOTCHS
cimsuctoit XKKT wmum TDKK) mis nuddepennmanproi nuarHoctukn AL - m ALs-
amuiono3a. Takum 06pazoM UMMYHO(PEHOTUITMPOBAHUE TIIIA3MATHUECKUX KIETOK
KOCTHOTO MO3Ta MOKET BBIMOJHATH POJIb JOMOJTHUTEIBHOTO METO/JA OICHKU
HAJIUWYS TUIa3MOKJIETOYHOM AWCKpa3uy y TMAlUeHTOB ¢ oOrpaHumdeHHbIM Als-
amunon03oM. Pannsisi aumarnoctuka Alg-ammiongo3a B JaHHOM KIMHHYECKOM
Clly4ae TO3BOJIMJIA CBOCBPEMEHHO HAdaTh XHMHUOTEPANHIO, HANPABICHHYIO Ha
JUKBHUJIAIAIO TATOJIOTMYECKOTO KIOHA IUIa3MAaTHUYECKUX KIETOK W JOOUTHCSA

IMOYCYHOI'0 OTBCTA C IMOCICAYIOIIHUM ITOJHBIM I'€MATOJIOITHYCCKUM OTBECTOM.
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3.5 Jleuenne u ucxoanl AL, -amMmuiiongo3a
3.5.1 JIeuenue AL, -amuiionno3a

Xupyprudeckoe JiedeHue Obuto BoimosiHeHO 32 u3 38 (84,2%) manueHTam ¢
AL, -amunonno3om (Pucynok 21). HeBO3MOXHOCTh XUPYPrHUECKOTO yAaleHUs
Macc aMuiouga Oblla OCHOBAaHWMEM JUIsi HA3HAYCHHs] KOHCEPBATHUBHBIX METO/IOB
neuenus 3 u3 38 (7,9%) 6oabHBIX, emé y 3 (7,9%) nmanueHTOB TaKTHKA BEIACHHUS
Obuta OrpaHMyYeHa JWHAMHYECKUM HaOmoneHueMm. Ilocrme Xupyprudeckoro
JedeHuss y 1 TAalMEeHTKH ¢ aMUJIOMJOMOM TOJIOBHOTO MO3ra ObLTa BBIMTOJIHEHA

panuoTepanus B cymmmapHoi fo03e 30 I'p (Pucynok 24).

B Xupypruyeckoe
B KoHcepBaTuBHOE
Ha6nwopeHue

N JlyyeBas Tepanua nocne
XUPYPruYecKoro jeyeHus

31; 81%

Pucynok 24. MeToabl JieueHUs1 nauueHToB ¢ AL -aMujioni03om

Cpenu 15 nauueHToB C JIapUHrOTpaxealbHbIM BapuantoM AL -amunonnosa
y 8 mpou3BOAWIM OMEPATUBHOE JICUCHWE, HANPABICHHOE HA MCCEYCHUE 0YaroB
aMuiIoua OOBIYHBIMUA MHCTPYMEHTAMH YHJI0JIAPUHTOCKOITMYECKIM METOAO0M, V 4 —
¢ omorpko JtazepHoit (CO,-ma3zep M UTTPUEBO-TPAHATOBBIN Jlazep) Tepanuu, y 1
MaIyeHTa ¢ MOPAKCHUEM TOPTaHW He MOTPeO0BaIoOCh TOMOJHUTEILHBIX METO/IOB
JCYCHHsI TIOCJIC JIEYeOHO-TMAarHOCTUYECKOW OWIOCMU aMuiIouaoMbl. Y 4
MAIMeHTOB, B TOM YHCIE y 2 TAalNWEHTOB IOCJE JHIOCKOMUYECKOTO YAaleHUs
aMuionJa OOBIYHBIMM WHCTPYMEHTAMH, W3-32 BBIPAKEHHOTO OTE€Ka TOpPTaHU B
MIOCJIEONIEPALIMOHHOM NEpHOJie ObliIa TPOBEIEHA TPAXEOCTOMMUS.

Y 4 mnanueHTOB € JIETOYHBIM BapuaHToM AL, -amunonio3a BbINIOTHEHA

BHACOTOPAKOCKOIIMYCCKAA aTUIIMYHAA PC3CKI A JICTKOIO.
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Cpenu 10 nmauueHToB ¢ opTanbMoIOrndeckum Bapuantom AL -amunonaosa
MPUMEHSUTH PATUO3KCITU3HIO aMIJIOUIOMBI TIPH TOPAKCHUH KOHBIOHKTHBBI BEK
(7/10), opOutoromuio (mo CMUTYy ¥ HIKHAI TPAaHCKOHBIOHKTHBAIbHAS
AKCIUIOPATOPHAs) ¢ OuWorcued (PKCHU3MEH) aMHIONIa MPU MOPAKEHUU MITKHX
TKaHei riasuuiisl (2/10).

Y 4 manueHToB C TMOPaXCHUEM MOYEBOT'O ITy3bIpsl MPUMEHSIIN JIe4eOHO-
auarHoctudeckyto TYP-6uorncuio MoueBoro my3bips.

V 1 nmaumentku ¢ AL -aMHIONI030M BHCOYHOH JOJHM TOJIOBHOIO MO3Ta
OBLTM TIPOM3BEICHBI CTEPEOTAKCHUYECCKas OHMOICHsS 00pa30BaHUS W TPEXKPAaTHOE
yJlaJICHUE aMUJIOUIOMBI, JTy4deBas Teparusi.

Y 3 namuentoB ¢ KoxHbIM AL -amunonnozom wu3-3a  auddysHoro
UHQOUIBTPATUBHOTO TIOPAXKCHUS KOXH XUPYPTHUECKOE JIeYCHHE OBLIO TPYJIHO
BBIMIOJTHUMBIM, B CBSI3M C 4YeM JICYCHUE OIPAHUYUIOCH KOHCEPBATUBHBIMU
METOJIaMHU.

OgHuM U3 KOHCEPBATHBHBIX METOAOB JIEUCHHUS ObUIM HWHCTHILISLIUU
JUMEKCHJIa ¥ 2 MAlMEeHTOB C MOpaKeHHeM MOYEBOTO MY3bIpS U y 2 MAlMEHTOB C
MOpaXEHUEM KOXHU. Y 3 MalHMeHTOB C MOPAKEHUEM KOXH TaKXKE MPUMEHSIIN
TONMMYECKHUE TITFOKOKOPTUKOCTEPOUIBI.

YMeHbIIIeHHE CUMITOMOB 3a00JI€BaHMUS OTMEYald TOJBKO Y TMAalMEHTOB,
MEPEHECIINX XUPYPIHUECKOe JICUEHUs, JIPYyTrue METOAbl JIeYeHUs ObUIM Malio
spdekruBabl. Y 12/32 (37,5%) namueHTOB TMOCiHE XHPYPIHUYECKOTO JICUCHUS
HaOmoxau peruanB 3adoneBanus (Tabauma 14).

Tadoaunna 14. XapakTepucTiKa NalMEeHTOB, MEPEeHECHINX XUPYPrudecKoe

Jedenue AL -amMmuiaounmosa

Jlapunro- | Teroussrii Oq)TaJILMO: VYpore- } I_[epe6-v Jumd.
TpaxeaabHbBIN (n=4) JIOTHYECKUH | JIMaJbHBIN | palbHBIH | Y3JI0B
(n=15) (n=10) (n=4) (n=1) (n=1)

Xupypruueckoe 13 (86,6) 4 (100) 9 (90) 4 (100) 1(100) | 1(100)
neuenue, N (%)
Penmausel, N 6 1 3 1 1 0
Cpok 1o 51 79 61 26 53* -
penuanBa, Mec., (8-279) (18-106) 32*
Me (nmuana3oH) 14*

[Ipumeuanue: *- Cpok A0 pelUIUBa, MOCIE KaXI0r0 ONEePaTUBHOTO JICUCHHUS.
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VY ManueHTKd C MNOPAaXEHHWEM TOJIOBHOTO MO3ra OTMEYalu 3 peuuInBa
3a00JI€BaHUSI TIOCJIE KaXJOTO XUPYPrHYECKOro JIeUeHHUs, €€ COCTOSHHE TOCIe
OTEPATUBHBIX BMENIATEIBCTB OCJIOXKHWIOCH HEBPOJOTHUUYECKUM JePeKkToM —
aTaKCMeW M Y4YallleHWeM DJIWICNTUYECKUX IpucTynoB. IlocreneHHbI pocT
OCTaTOYHBIX OYaroB aMWIOWJa B TOJOBHOM MO3T€ MOOYXKIadl HEUPOXUPYPrOB K
BBIOOPY AaKTUBHOM TaKTHUKUA JICYCHHUs, OJHAKO OYEpPEIHOE XUPYPTHUECKOe
BMEIIIATEJICTBO OBLIO COMPSYKEHO C BHICOKMM PUCKOM TPaBMATH3AIMH CTPYKTYPBI
TOJIOBHOTO MO3ra W Pa3BUTHEM HEOOpPATUMBIX HEBPOJOTHUECKUX HaAPYIICHUH,
MOJIHOM WHBAIMIM3AIMK TanueHTKU. OOOCHOBaHWE HAJWYUS TOYUKH IS
BO3JICUCTBUA JIy4eBOM Tepamuu (JIOKaJIbHOTO KJIOHA IIa3MAaTHYECKUX KIIETOK) Y
JAHHOM MAlMEHTKHA IO3BOJWIO HaM COBMeCTHO ¢ paguosioramu HUM wmm. H.H.
Bypaenko amnpoOupoBaTh HOBBIM METOJA JIEUEHHUS, CIIOCOOHBIN TIPEOONIECTh
OTpaHUYEHUS XUPYPTUUECKOTO METO/Ia U 00eCreunTh NMPOQUIAKTUKY PEIIUINBOB —
paguorepanuto. [IpumMeHeHue 3TOro MeToJa OCHOBAaHO HAa WM3BECTHOM OIIBITE
YCIICIIHOTO HCMOJB30BaHMS PaJAMOTEpPAllUU MPU CXOXKeM 3a00JeBaHUU —
COJIMTAPHOM  IUIa3MOLIUTOMBI,  3JIOKAYECTBEHHOI'O  JIOKAJbHOI'O  BapuaHTa
IJIa3MaKJIETOUYHON JIUCKpPa3uu, 00J1a/1ar0111ETO BBEICOKOH
PaaoOYyBCTBUTEIBHOCTHIO. [[prBOIMM 3TO KIMHUYECKOE HAOIOICHUE.

Kaunuveckuii cayuai 7. [layuenmxa H. 19682.p., ¢ 2008 2o00a cmana
ommeuams  NU300bl  NOMEPU  CO3HAHUS,  BbIPAICEHHbIE 20JI08Hble OO0,
CONpoBOACOAIOWUECs  20JI08OKPYIHCEHUEM,  MOUWHOMOU U  p8omou, odweu
crabocmoio. Buvinmonnennas MPT u KT 2on06m020 Mmo32a ¢ 6HYMPUBEHHbIM
KOHMpAcmuposanuem no3601UNd  GblAGUMb 04YA2080€ NopadiceHue npasou
3aMbLIOYHO-MEMEHHOU NOOKOPKOBoll 30Hbl (Pucynok 25).

B oanvnetiwem (6 2008 2.) 6 netipoxupypeuweckom cmayuonape no mecny
acumenbcmea nayueHmke Ovlla NpogedeHa cmepeomaxkcudeckas oOuoncus
obpazosanus 201061020 Mo3ea. llpu eucmonocuueckom uccie008aHuU BbiseeHbl
oOwupHble  omaodCceHUuss 6ecKkNemounvlX U  0e3CMPYKMYPHBIX — 20MOSEHHbIX

303UHOd)UﬂbelX macc ¢ Hamuquem HeOOoIbUI020 KOAUYeCmed Kanuuisipoe ¢
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CUAITUHO30M CMEHOK, eOUHUYHbLE nepusacKyisipHsle szwgbouumapH ble

uHguILMpamMul, NPUSHAKOE 3T0KAYECMBEHHOU ONYXO0IU He 0OHAPYHCEHO.

Pucynok 25. lauuentka H. ¢ nopa:xkennem ronosHoro mosra: A — KT

I'M: oO6bemMHOE 00pa3zoBaHHE TMPaBO BUCOYHO-3aThUIOUHOW oOnactu; b — MPT
['M: MHoTrOYy3710BO€ 00BEMHOE O0Opa3zoBaHuE (TMIMOMHTEHCHBHOE B T2 pexume, C
BbIpXKEHHBIM TIepudoKaIbHBIM 0TeKOM); B — MPT I'M ¢ B/B KOHTpacTHUPOBAaHUEM:
1 y3HO-HEOTHOPOIHOE HAKOTIIEHHE KOHTPACTHOTO BElIECTBA 00pa30BaHUEM.
Hecneyuguueckue  eucmonocuveckue — uUsMeHeHUs  He  NO360JUNU
cghopmuposame MHeHUue 06 onpeodesieHHOU HO30102Uu (00 onpedeléHHolU Ooae3HuU),
OOHAKO NOCAe MHO2OYUCIEHHbIX NepecMOmMpo8 CMeKIONpenapamos OUONCULIHO20
mamepuana 6 paziudHbIX NAMOJI020AHAMOMUYECKUX Yyupedxcoenusx Poccuu u
Vkpaunvr  usmenenus Ovliu mpakmosanvl NAMOIO2OAHAMOMAMU 8 HOJb3Y
BUPYCHO20 UMW NAPAZUMAPHO20 HOPANCEHUS 20JI0BHO20 MO032d, OAHHbLIX 34
ONYyXxoJ1e8yio npupooy 00pa308anusi makKice He NoayyeHo. Tounsill OuacHo3 He OblLl
ycmanosnen. Komnnexchoe ob6cnedosanue no380auUlo 8biA6UMb Y NAYUEHMKU
svicoxue mumpwol AT k 6036youmento moxconnazmosa u J[HK supyca Snwumetina-
bapa 6 kposu, 6 ceasu c uem npeodnonazanoce nopascenue 20J108HO20 M0O32a 8
pamKax sHyegaruma GUPYyCHoOU uiu napasumapHou smuonocuu). IloemopHvie
nabopamopmvie  UCCIe008AHUS HE NOOMBEPOUNU HAIuyue GUPYCHOU  UIU
napasumapHou uxgexyuu. 3axmouumensvHuvli ouacnos: « Obvemnoe obpazoeaHue
npaeoll  BUCOYHO-3AMBLIOYHOU 00acmu ¢ J1eBOCMOPOHHEU  pedhieKmOopHOU

NUPAMUOHOU HeOOCMAmMOYHOCMbIO, CMOUKOU yegancuel, NCUxoacmeHuyecKum
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cunopomomy. Ilayuenmke Ovli0 peKoMeHO08AHO OUHAMUYECKOoe HabnooeHue, a 8
cyyae HapacmaHus 00beMHO20 npoyecca — NOBMOPHAs OUONCUsL 0OPA308AHUS.

C 2008 no 2011 ee. nayuenmxa ommedanra NOCMeneHHoe YXyouleHue
camouy8cmeus, NOABUIUCL — DNULENMUYecKue npucmynsl (napyuaivhvie U
2eHepanu3o8annvie), NOAYYALd CUMAMOMAMUYECKYIO Mepanuio — MOYe2OHHble
npenapamol, AHAIb2EMUKU, AHMUKOHBYIbCAHMBL, 0eKCAMEMA30H.

B mapme 2011e. no Oaumnvim  [IDT-KT ¢ 6/8 68edenuem
paouogpapmnpenapama (' C-memuonun): 6 3adueti nonosuHe NPABoN UCOUHOI
001U, CMEJHCHBIX OMOeax 3amblI0YHOU U MEeMEHHOU 00Jlell C pacnpoCmpaneHuem 8
BANUK MO30JUCNO020 MeNd U CMENCHble YYACMKU HOOKOPKOBLIX CMPYKMYP
pecucmpupyemcs KpynHulil 04ae Nnamono2udecku HOBbIUEHHO20 HeOOHOPOOHO20
naxonaenusi P@II (maxSUV — 1,26) nenpasunvHoti popmvl 6e3 uemxux KOHmMypos
npumepHuiMu pasmepamu 62x52v43 mm; 6 namepaivHom omoene 00pA308aHUS
onpeoensaemcs 2unoMemabdoIuiecKull ouae, co8naoarwuli no popme u eruduHe ¢
KUCMO3HbIM KOoMNOHeHmom onyxoau Ha MPT. Bviagnennvie uzmenenus Ovliu
UHMeEPNPemupos8ansvl Kax 00OpoKkawecmeenHas ou@gysnas enuoma 3a0He2o
omoena npagoeo 6OILULO2O NOJYUAPUS C HUSKOU MemabolutecKol aKmugHOCMbIo.
B anpene 2011 2. 6vi1a nposedena KocmHoniacmudeckas mpenanayus depend
(KIITY) u yoanenue obpazoeanus 201068n020 mo3ea. I ucmonozuieckoe onucanue
VOanenHo2o  00paz08anus.  MKAHbL — HOBO0OPA308AHUS  20J08HO20  MO32a
npeoCcmasieHa MHOMCECMBOM CIUBAIOUUXCS 8 eOUHBLU KOH2IoMepam chepuieckux
03UHOPDUNIbHBIX meTley U AKCOHANbHBIX Ccpepoudos, no nepughepuu 8 mMKAHU
MO32a, NpeuUMyujeCmeeHHo 3IHO0BACKYIUM €  pPA3IUYHOU  UHMEHCUBHOCTU
TUMPOUOHBIMU  UHDUILMPAMAMU, 6 MOAUe IOZUHOPDUILHBIX MACC KOHMYpPbl
apmepuil cpedneeo Kamubpa c¢ npuznakamu s3noosackyauma,; npu PAS-peaxyuu
NeMEeHmMOo8 2pubos, a makdxice NapasumapHou UH@eKyuu He OOHAPYICEHO, Npu
UT'X-uccneoosanuu ¢ AT k Toxoplasma gondii npocmetiwuue ne obnapyscenoi.
T'ucmonoeuueckutl OuazHo3: ONYXONe8UOHASL HEUPOAKCOHANbHAA Oucmpogus
aAccoyuuUpoBaHuas ¢ 3SHOO0BACKYIUMOM, 6ePOSAMHO UHQDEKYUOHHO-MOKCUUECKOU

amuoJjiocuu.
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llocne  onepamuenoco  neuenuss  6oMvbHAS ~— omMmeuana  VIyUULeHUE
CamMouy8cmeus, YMeHbUeHUe YAacmomvl ONUAPUCIYNOE, INU30008 2O0JIOBHBIX
ooneti. Ilo oannvim MPT om 20122. onpedensnu nocmonepayuorHHvle U3MEHeHUs.

20JI06H020 MO320 U OCMAMOYHYI0 MKAHb 00pazosanus (pucyHok 26).

Pucynok 26. [lanuentka H. ¢ nopaskenuem rososuoro mosra. MPT I'M
B/B KOHTPACTHPOBAHHMEM: A — TMONEpeuHbld cpe3, b—KOpoHaIbHBIN cpe3;
KpacHbIE CTPEJIKU: O0pa3oBaHWE C HAKOIUICHHMEM KOHTpacTa; Oelible CTPENKd —
MOCJIEONIEPALIMOHHBIE KUCTO3HO-TJIMO3HBIE U3BMEHEHUS U OTEK.

C 2014 2. 6HO8b yuacmuiucob 3NUNPUCMYNbL, 20J08HbIE 00U, NOSABUICS
JIeBOCMOPOHHUL 2eMunapes u 1e80cmoponnss cemuarnoncus. Ilo oannvim MPT I'M
yeenuyeHue o0Ovema 00paz08anus U HApACmMaHue Nnepu@doKaIbHO20 OMéEKa

(pucyrnok 27).

Pucynok 27. Illanuentka H. ¢ mopasxkenuem rojsioBuoro mosra. MPT I'M

0e3 B/B KOHTpacTupoBaHusi: A — B pexume 12, b — B pexume T1; kpacHble



117
CTPEJIKU: YBEIUYEHUE pa3MepoB 00Opa3oBaHus; Oeyble CTPEIKM — HapacTaHUe
OTEKA TKAaHU MO3ra.

B uwone 2015 e. ewvinoanena nosmopuas KIITH u yoanenue peyuousa
onyxonu. Xumuo- u Jayyesas mepanuu He npogoounucev. llocie neuenus
OMMeUanocsy 8peMeHHoe YIyyuleHue Camouyyecmeusi 6 6ude COKpPAueHus
Konuuecmea onunpucmynos. Ilo OaHHbIM  2UCMONOSUYECKO20 UCCIe008AHUS
VOANeHHOU OnyxXoiu Obll UCKIIOYEH e€ 3/10KA4eCmEeHHbIl Xapaxkmep, MOYHbIl
ouazHo3 He ycmaHosneH. llpu noemopHom 2uUcmoIoO2U4ecKoM UCCe008aHUU
bnoxkoe npenapamos 6 20172 ommeuanru Haiuuyue MACCUBHBIX OMJIONCEHUU
amunouousvlx macc. lucmonocuueckuti oOuacHo3 Obl1  CHOPMYIUPOBAH  KAK
«aMUIOUOOMA 20108HO20 MO32aN.

C 2016 no 2018 22. y 60abHOU COXPAHATUCL 20]I08HblE OONU, INUNPUCTILYNBL
(napyuanvHvie edceOHe8HO, 2eHepanuzosanuvie 1-2 paza 6 wuedenro). Ilpu
OuHamudeckom Kowmpoiue no oaunvim MPT ommeuanoce nocmosnHoe ygenuuenue
KOJIUYEeCm8a U pasmepos ouazo8 namoJiocuyecko20 HaKonieHus (odazu peyuousa
1O KOHMYPY NOCMONEPAYUOHHBIX USMEHEHULL).

B 2018 2. 6 cea3u c npoepeccupyrowum pocmom amulouOHbIX 0Ya208
gvinonnerna nosmopuas KIITY u yoanenue amunouonsvix ouazo8 20108H020 Mo32a.
Ilpu  ecucmonocuueckom u HI'X aumanuze 6 pasiuuHvix  IKCHEPMHbLIX
namomopgonozcuyeckux — a1abopamopusx — makxdce  Oblla  NOOMBEPIHCOeHA
amunouooma 2onoeHoco mosea. Ilpu UI'X-uccneoosanuu ¢ AT Kk neekum yensm
UMMYHONI00YIUHO8 0eno3umbl aMUuioudd O0asaiu NOJONCUMENLHYIO DeaKyuuro ¢
AT x lamda JILJU (unmencusnoe okpawusanue), ¢ pecmpuxyueu lamda JILHU
naazmamudeckumy  Kiemkamu. lucmonoeuueckuti OuasHo3 COOMBEMCME08al
amunoudome 201081020 mozea AL-muna (lamda +).

Ilocne 3 onepamuenoco neuenus y nayueHmKU COXPAHIUCL 207108Hble 00U,
1 pa3z 6 0se medenu pazeueanucy 2eHepanuzosamnnvie snunpucmynsl. Pocma
ocmamounvix obpazosanuti no oannvim MPT ne ommeuanocs. Ilayuenmre 6vi10
npoeeoeHo  KOMNIeKCHoe  obcnedoganue — ONsl  UCKIIOYEHUs  CUCTEMHO20

CZ.MLUZOM@OS’CI, 6 Mmom vucie 3)(70]{[: UMMYHOXUMUUYECKOE uccieoosamue Cbl6opomKu
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Kpoeu U  MOYU, UMMYHOMDEHOMUNUposanue KIemoK KOCMHO20  Mo32d,
MpPenanoouoncus. KOCMHO20 M032a — OAHHLIX 3d CUCMEMHbIU AMUIOUO03 U
2cemobnacmos He Hauoeno. Takum oopazom OblLIa UCKIIOUEHA CUCMEMHAs gopma
amunouoosa.  llayuenmxa  npooondxcana  cumnmomamuyeckoe — JedeHue
NPOMUBOCYOOPOICHBIMU — Npenapamamu U aHAIb2eMuKamy,  OUHAMUKA
CMPYKMYPHLIX USMEHEHUl 20JI08HO020 MO32d OYEHUBANACL KAadcovle Noa2o0d No
oaunvim MPT.

B anpene 20192. 6HO8b nosurace ompuyamenvHas OUHAMUKA NO
pesyriomamam MPT 6 6uode ysenuueHus pazmepos eOUHUYHbIX 00paA308aHuii no
8epxHeMy U 3a0HeMy KOHMYpPAMU NOCMONEPAYUOHHBIX KUCIO3HO-2IUOHBIX
U3BMEHEeHULl NPAasoll 8UCOYHO-3AMbLIOYHO-MeMeHHoU obnacmu. [layuenmra Ovina
KOHCYIbMUPOBAHA HEUPOXUPYP2aAMU U PAOUOLOSAMU, 8 CEA3U C NPOOOIHCEHHbIM
POCMOM 04aA208 U HEBO3MONCHOCHbIO NPOBEOeHUs NOBMOPHO2O ONepPamusHO20
eMeuamensCmeda U3-3a pPAcnoNONCeHUs 04Ya208 amMuloudd 6 eeujecmee Mo3ed
(6blcOKULl  puUCK 2pYyObIX HEBPOLOSUYECKUX PACCMPOUCME NOocjie NOBMOPHO20
ONepamusHo20 BMeulamenbCcmea) Ovlio NPUHAMO peuleHue 0 NPo8eOeHUU JIyUeol
mepanuu, komopas oviia npogedena 8 gespane 20202. 6 cymmaproii 0oze 30 Ip.
B nacmosawee e6pems He@ponoeuueckuii cmamyc NAYUeHMKU OCMAemcs
CMAOUILHBIM, NO-NPENHCHEM) COXPAHAIOMCS 207108Hble 00U, 201080KPYICEHUE,
INUNPUCTY b KOHMPOAUPYIOMCSL npuemom AHMUKOHBYIbCAHMO8.
D pexmusnocms yyesol mepanuu NIAHUPYEMCS OYeHUMb NPU OAHAMUYECKOM
Habaooenuu cnycms 6 mecayes nocje JedeHusl.

OnucaHHbli  KIMHUYECKUH  NpUMEp  JAEMOHCTPUPYET  CJI0KHOCTh
JWAarHOCTUKA W JICYEHUS PEAKUX Jokanuzamuii AL -amuioungosza. Y JaHHOU
MaryMeHTKu auarao3 AL, -amMuionmo3a TOJOBHOTO MO3ra ObUT YCTAaHOBIJICH JIWIIH
gepe3 9 JleT OT MOMEHTa TEPBBIX KIMHUYECKUX TMPOSIBICHUN W BBITIOJTHCHUS
OWoIICUA TOJIOBHOTO MO3ra. TpyIHOCTH THMArHOCTUKUA OOYCJIOBJICHBI OTCYTCTBHEM
HAaCTOPOKEHHOCTH  MATOJOTAaHATOMUYECKOW CaykObl B  oTHomeHun AL, -
aMuIIon03a (aMIJIOUAOMBI) TOJIOBHOTO MO3Ta, B TO BpeMs Kak Ha OCHOBaHUU

MCPBLIX PE3YJILTATOB I'MCTOJIOTMYCCKUX I/ICCJIGI[OBaHI/II\/’I MO>KHO OBLIO 34110 03PHUTDH
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HaJIM4Me aMHuJIonJa B OHMOINCHHHOM MaTepuane IO MPUCYTCTBUIO OOJBLIOrO
KoJauuecTBa Oec(pOPMEHHBIX M OECKIETOYHBIX 303MHOPMIBHBIX Macc. OaHaKo
703MHO(UIBHBIE MacChl B OuonTaTe OBLIM OMIMOOYHO HHTEPIPETUPOBAHBI KaK
oyaru HEKpo3a, TOJIbKO MOCHEAYIOoIIasi OKpacka KOHI'O KPAaCHBIM C MUKPOCKOMHEH
B NOJIIPU30BAHHOM CBETE MO3BOJIMJIA OOHAPYKUTh aMUJion]1, a nposeaenue MI'X-
tunupoBanus ¢ AT k JILIM no3Bonuno onpenenutrs AL-tun. 10 Habm0aeHUE
CBUJIETENIBCTBYET O HEOOXOJMMOCTH MPOBEJACHHS OKPACKM KOHTO KPAaCHBIM BCEX
HEYTOYHEHHBIX HOOBOOOpPA30BaHUN pPA3TUYHOM JIOKAJIM3alMM, B TOM YHUCIE
rOJIOBHOTO MO3Ta, B 0OCOOEHHOCTH MPU 0OHAPYKEHUU OTIO0KEHUHN 203MHOPUIBHBIX
Mmacc.

UI'X-uccinenosanue UMEJI0 TaK>Xxe Ba)KHOC 3HA4YCHUE 181
muddepenumpoBanus AL -aMunonio3a ot Ipyrux J0KaabHbBIX (HOPM aMUIIOU103a,
MOpaXaroluMX TOJIOBHOM MO3T (IPUOHOBBIM, IMCTATHHOBBINA, TEJICOJMHOBBIN,
TPAHCTUPETUHOBBIM, [B-TIpOTEHMHOBHIN). HU B OJHOM TKaHW oOpraHu3Ma HE
BO3HMKAET TAKOIO MHOT000pa3usl JOKaIbHBIX (DOPM aMUIION03a KaK B TOJIOBHOM
mosre [18]. Pesynbratel Ul X-uccienoBanus ObUIM BaKHBIM J0Ka3aTeIbCTBOM
HaJIMYMs TUIa3MakIeTOYHOro cyoOcTpaTa Uisl pajudoTepanuM, TaK Kak Jpyrue
(opMBI JIOKaJBHOTO aMUJIOWIO03a TOJOBHOIO MO3ra He MOAJeXarT JydeBOu
TEPAIHH.

C npyroil CcTOpOHBI, HECBOEBpeMEHHasi auarHoctuka AL, -amuionmosa
rOJOBHOTO MoO3ra Morja ObITb  (AKTOpOM,  ONPENCIUBIIUM  TaKTUKY
MHOTOKPaTHOTO XUPYpPruyecKkoro BMEILIATEIbCTBA C BBIPa’KEHHBIM
TPaBMUPYIOLINM BO3JEHCTBUEM HA FOJIOBHOM MO3T.

C nmo3uuuy CeroJHSIIHEro JHS CBOEBPEMEHHAs NUAarHOCTHKAa aMHJIOMA03a
BaKHa JJIs BbIOOpA aNbTEPHATHUBHBIX METO/AOB JICUEHHUs, O00ECIEeYMBAIOIINX HE
TOJBKO YyAaJieHWE aMWIOMAHBIX O0YaroB, HO U MNPO(YUIAKTUKY PEUUAHBOB
ammwiongo3a. Paguorepanuss BecbMa  NEPCHEKTMBHA Kak  MOTEHIMAIbHO
U3JICYMBAIOIIMNA METOJl, TaK KaK OHa HaleleHa Ha JIMMUHALUIO0 [PUYUHBI
aMWJIOW03a — JIOKAJIBHOIO IAaTOJIOrMYECKOr0 KJIOHA IIa3MAaTHYECKUX KIIETOK.

OddextuBHOCTh JydeBOM Tepanuu Al -aMuiiong03a  TOJOBHOTO — MO3ra
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OKOHYATCJIIbHO HC OIIPCACICHA H Tpe6yeT H&HBHCﬁm@FO HN3y4YCHUA, OJHAKO K
HACTOAIICMY BPEMCHHU YIKC HAKOIUJICH HEOOJBIION ITOJIOKUTEIBHBIA OIBIT €€

NPUMEHEHUs B KiIMHUYeckoi npaktuke [90].
3.5.2 Ucxoanl AL -amMmuiionao3a

Cpenu Hamwmx namueHToB ¢ AL -amunmongo3oM Mbl  HaOMOgaIN
nporpeccupoBanue 3aboneBanust y 6/38 (15,8%) OGombHbix u peruauBbl AL -
aMHUJION 1032 Mocie Xupyprudeckoro nedenus y 12/32 (37,5%) GonbHbIX. Pennaus
3a00JIeBaHUs MIPOSBISIICS B BUJIE TIOBTOPHOT'O BOSHUKHOBEHHUS 09aroB aMHIION/1a B
UCXOJTHOM aHatoMuueckod obmactu (N=11) wu apyrux ob6nactsax (n=1;
Ta6muua 15). V 3 manueHTOB ¢ MOpa)KeHHEM TOpTaHU OTMedaid 2 peIanBa
3a00JIeBaHUsl TIOCTE KaXKIOTO OINEPAaTUBHOTO JIYCHHS, W y | ManueHTKH C
MOpa’kKeHWEM TOJIOBHOTO MO3Ta — 3 PeIuIuBa.

Taoauna 15. KnnHudeckasi XapakTepucTHKA MALMEHTOB ¢ peuauBom AL, -

aMuJI0ouao03a
[Tarmment | Bospacrt, | [Ton | Jlokanu3anus ouaros Jlokanu3anusa oyaros Bpewms o
Jer amuIIon/1a B 1e0l0Te | aMIIIOW/a P PEIUINBE | PEIHIIBa,
3a00JICBaHHS MECSIIIBI
1 31 M ['opTanb ['oprans, Tpaxes, 18
TOPTAHOTJIOTKA, TJIaBHBIC
OpOHXH U CETMEHTAPHbBIE
OpoHXU
2 50 X ['opTanb ['opTanb 84
3 36 XK I'opranb I'opranb 279
4 4 XK l'opTanb ['opTanb 9
5 44 XK l'opranb u Tpaxes I'opranb u Tpaxes 51
6 57 XK I'opranb I'opranb u Tpaxes 57
7 47 M Huxasas nons HwoxHsst o1 mpaBoro 80
MPABOTO JIETKOTO JIETKOTO
8 40 X Bepxnee n HuxHee BepxHee u HIKHEE BEKO 71
BEKO CJIeBa cieBa
9 32 M | Bepxnee Beko cieBa BepxHee Beko cineBa 19
10 33 XX | Bepxnee Beko cnpasa BepxHzee Beko crpaBa 106
11 40 X ['osoBHOM MO3r ['onoBHO# MO3T 52
12 31 M MoueBoii my3bIpb MoueBoii my3bIpb 26

PeunauBel oTMeuanu wyaine y MAIllMEHTOB C JIApUHroTpaxeaibHbiM AL, -

AMMJIONA030M, OJHAKO CTAaTHCTHYCCKUX pa3HHqHﬁ C APYruMH BapHaHTaMHM HC
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BBISIBIICHO (aHAIM3 MHOTOMEPHBIX TAbIuIl 4acToT, ¥~ Ilupcona=4,618055, df=6,
p=0,59365). Peumnussl AL -amunonnoza mnociie XUPYPrHUYE€CKOro JE€UECHHUS
HaOmonanu vame y myxuut (4/8, 50%), uyem y xenmun (8/21; 38,1%), ognako
CTaTUCTUYECKHU 3HAUUMBIX pa3nuuil He oOHapyxeHo (p=0,72).

HaubGomnee xapakTepHBIM IS MPOTPECCUPOBAHUS JIOKATHLHOTO aMHIION03a
OBLJIO PACIpPOCTPAHCHHE OYAroB aMIIOWIA «HA TPOTSKEHUW» B IMOACIU3UCTOM
clioe TopTaHu U Tpaxew (N=2), OpoHXHaIbHOTO jaepeBa (N=1), KOHbIOHKTHUBbI BEK
(n=3). Tonpko y OAHOrO MAIMEHTAa MPOTPECCHPYIOIIEe TEeUeHUE 3a00JIeBaHME
NPHUBEJIO K PACIpPOCTPAHCHHIO aMUJIOHWJIa C TOPTaHM HA TPAxero, TJIABHBIC H
CErMCHTApHbIC OpOHXM, YTO TMPHUBEIO K YacThIM HMHQPEKIHUIM HIKHHX
JBIXaTCIIBHBIX TyTEH C BBIPAKCHHOW JBIXaTCIbHOH HEIOCTATOYHOCTBIO M B
KOHEYHOM HTOT'€ K CMEPTH IaIlCHTA.

[TpuBOoIMM KIMHUYECKOEC HAOJIIOJICHWE TaIMeHTa C MPOTrPECCUPOBAHUEM
AL, -amMunonso3a ropraHd B BHUAE PACIPOCTPAHEHHUS OYAroB aMHJIOMAA «HA
NPOTSKEHUN» 10 CTEHKE TOPTaHU, TPaXeOOPOHXUATBHOTO JIepeBa.

Kaunuveckuii cayuai 8. boronou 1968 2.p., myzvikaum no npogheccuu. C
20002. (32200a) cman ommewams OCURIOCMb 20J0CA, 8 C8A3U C HeM 00pamuics K
omopunonapuneonozy. Ilo oOanHbIM aapuHeockonuu 6 obracmu  yepnano-
Ha020pMAaHHOU CKIAOKU CHpasa obHapyxceno obpasoganue 0,5¢cm Ha wupoxom
OCHOBAHUU C 271A0KOU NOBEPXHOCMbIO APKO-KPACHO20 Ysema, oepopmupyoujee
2010¢c08yio wenb. OmopuHOIApPUH2OI020M OUASHOCMUPOBAHA PUOpomMa copmaru,
nposedena ee oxcyususa. Ilpu eucmonocuyeckom uUccie0o8aHuu KiemouHou
amunuu He BblAGIEHO, YCMAHOBIEeH OuacHo3 ¢uopomsi. Hecmompsa Ha
npoBedeHHoe JleyeHue coxpansanacy ocuniocme 2onoca. K 2002e. (34200a) y
nayueHma noseuics NOCMOAHHbIU cyXoul Kautenws. [Ipu nosmopHou 1apuneocKonuu
8bIAGIEH — peyuous  HO800OPA3068aHUs,  NPOBEOEHO  NOGMOPHOE  YOaleHUe
Hogoobpazoeanus. Ilpu cucmonocuueckom uccieoosanuu 0OHApY*HceHO 06oabuioe
KoIu4ecmeo (Quopo3HOl MKAHU, YYACMKU MAKpo@dazaivHou uHGuibmpayuu,

NPpU3HAKO6 3710KAYeCMBEHHOU onyxoju He 06Hapy9fC€H0.
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B 20042. npu ouepeonom obcredosanuu y JIOP-epaua no oOauHbiM
JIAPUH2OCKONUY  BblAGNIeH PACNPOCMPAHEHHBIL  NOJUNO3SHO-CUNEPNIACIUYEeCKUT
npoyecc no @ceil obnacmu 20pmanu, APU IMOM ONPeoensinach CyujecmeeHHasl
oeopmayus 2onocosou wenu. Ilposoounaco, KoncepgamugHas mepanus Weio04Ho-
MacasaHviMu uneanayuamu, 6e3 agpgpexma. K nauany 20052.(371em) nayuenm cman
ommeuams 00blWKY NPU NoObeme Ha 2-3-U IMAdNC, ¢ peOKUMU INUZ00AMU YOV ULbS,
Hapacmana ocuniocme 2onoca. llpu napuneockonuu om mapma 20052. éviagnen
peyuous 0opazoeanus Yepnaio-Ha020pMaHHoOU CKIA0KU Cnpasd, nepekpuleéaroujee
npoceem — 20pMaHu,  GUOUMAS — Mpemb  UCMUHHBIX  20J0COBbIX  CBA30K
2uUnepemMupo8and, YepnaiosuOHO-HA020PMAaHHAsL CKIAOKA Clledd 0eqhopMUposand u
noomsawyma K npasou, YmoauwjeHda, Kpas HepogHvle. Penmeenonocuuecku
onpeoenanu 3HauumenbHoe YmoaujeHue 4epnaio-Had2opmanHol CKIao0KU cnpasa,
JIOMCHBIX U UCTMUHHBIX 20JI0COBbIX CKIAOOK, 8 GepXHell mpemu mpaxeu CYHCeHue
bonee yem Ha nonosuny npoceema. IIpoeoounoce auub KOHcepsamugHoe nedeHue
UHeANAYUAMU NPOMUBOBOCNATUMENbHBIX MUKCIYD.

B uone 20062. nayuenm o6ciedoan 8 nyibMOHOI02ULECKOM CMAYUOHADE
no 10800y 00bIUKU, OUACHOCMUPOBAHA XPOHUYECKAs 0OCMPYKMuUeHas 00Je3Hb
Jleckux, ovixamenvhas Hedocmamoynocmsv |l cmenenu, nposoounu neuenue c
UCNONIL308AHUEM UHSATAYUOHHBIX M-XOAUHODIOKAMOPO8 U [-adpeHomumemuxkos. B
Hosabpe 2006e. ob6credosan 6 KiuHuke omopuroaapuneonoeuu IIMI'MY
um. .M. Ceuenosa, npu 1apuneockonuu 0OHapyicensvl NOJUN0BUOHbIE 00PA3068aHUS
8 obnacmu myoOapHelX 6ANUKO8 C O08YX CMOPOH U DPOMO2NOMKU, CAUSUCTIASL
Ha02opmanHuka ON1eOHAs C HEPOBHOU NOBEPXHOCMbIO, 20]0CO8ble CKIAOKU He
BUOHDI, CAUBUCASL 20]I0COBBLIX CKIAOOK NOIUNOSUOHO ymoauwjena. IlIpogedena
paouosKkcyuzus ~ HOB00OPA308aHUL  pomo2nomKu  u  ecopmauu.  Ilpu
MOphoNOcUYECKOM UCCIe008AHUU YOATeHHBIX HOAUNO08 6 00aacmu myOapHbuIX
8AIUKOB U POMO2TIOMKU 8bIAGNIEH AMUTOUO.

B ceazu c evisagnenuvivM amunoudo3zom 2opmanu 00Cne008aH 6 KIUHUKE
um.E.M.Tapeesa 6 mapme-anpene 2007e. Ilpu smom e ObLi0 8bl56/1€HO NPUIHAKOB

cucmemHno2o 3a001e8anus — omcymcecmeosaiu U3SMEHEeHUA 6 Mode, Kpo6u, no
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OauHviM  dnexkmpoxapouoepaguu, IxoKI, yrempazeykogoco ucciedo8anus
oprownou nonocmu. Tumpwvl «Cy-peakmuenoco 6eika ocmasanucb 6 npeoenax
Hopmbl. Tlpu ummynosnekmpogopese u ummyHogukcayuu mMouu U Cbl8OPOMKU
Kposu, a makxjce npu mypouOUMempuyeckom UCCIe008aHUU  CbLBOPOMKU
(Freelite™) 6enox Benc-Ioiconca ne obnapyacen. Taxum o6pazom, ybeoumensHbix
OGHHbLIX 3a CUCMEMHbIL AMUIOUOO03 He BblANeHO. [uazHocmuposan J0KaAlbHbIL
amMuioudo3 20pmaunu, mpaxeu u OpoHxos, npeononoxcumenvro AL -ammnonnos. K
COJCATIeHUIO  OMCYMCMBOBALA MEXHUUECKAas B03MONCHOCMb nposedeHus HI'X
MUNUPOBAHUSL AMULOUOA, OOHAKO NPU Npobde C Wel0UHbIM SYAHUOUHOM AMULOUO
nposenan npusnaku AL-muna. Ilo pesyrnomamam MCKT opeanos epyouou kiemku
onucolganu  cieoyiowylo kapmuny: Ha yposte Thl-3  dopma mpaxeu
npubUdICaemcst K 080uoHol, om yposus Thd — k mpeyeonvHoll, 3a0HsA5 cmMeHKa
ynnowena;, 6 mpaxee om Th3 0o bugyprkayuu u oainee, pacnpocmpaussicot HA
2nasHvle, 00Jlegvle, CecMeHmapHvle U omoelbHble CcyOcecMeHmapHble OpPOHXU,
onpeoensaemcs ymojauenue U 3HAYUmMeNbHoe YNIOMHeHUe CMEeHOK, NpOoCEenvl
OPOHX08 B8030VUWIHYIL, 8 OONBUIUHCMEE CIYYAEe8 CYIHCeHbl U UMEIOM WeNe8UOHYIO
Gdopmy; eHympeHHUll KOHMYp mpaxeu u OPOHX08 HepOo8Hbll, GONHUCMbLU, 6 S1-2
npasoco 1e2ko20 HeMHO20UUCIeHHble MeNKue NIOMmHble 0YaU U KAIbYUHAmvl Ha
Qone ummepcmuyuanrbHoco @Guoposa u smpuzemvl (8 amamHese nepeHeceH
mybepkynes). Ilposedenue Kkauinegou npooObl Npu pPeHMeHOCKONUu mpaxeu
OOHAPYICUO CYIIceHUe Juamempa mpaxeu HA mMpu yemeepmu ouamempa, 4mo
N0380IUNO OUACHOCMUPOBAMb NPOJANC 3a0Hell cmenKu mpaxeu. Pezynvmamuol
uccneooganus DPBJ] nokazanu cywecmeenHnoe CHuUJCEHUE GeHMUNIAYUOHHBIX
noxazameneti no cmewannomy muny (KEJI — 63%, ODBI — 54%, I10C — 37%,
MOC — 43%). Ilo pe3zyrvmamam OpoHxockonuu 6 Hosibpe 20072. 8viseneHbl
epybvle cmpyKmypHbvle HapyueHus 8 mpaxee u OpoHxax, nposeoerue 6POHXOCKONA
OUCMaNbHee YCMbes Ce2MEeHMApPHbIX OPOHX08 OKA3AN0CHb HEeBO3MONCHLIM 66UQY
8bIPAdCEHH020 omeKa U ymoaujeHus cmenok. Om nposedenus 3H00OPOHXUATLHO2O
ONepamueHo20 U JAA3ePHO20 JeYeHUsl peueHo Obllo 8030eprHcAmbCs  66UQY

PACNPOCMPAHEHHO20 NOPANCEHUs. OPOHXUAILHO20 Oepesd.
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Ilpoepeccupyrowee  meuenue amunrouooza 2opmavu U mpaxeu C
pacnpocmpaneHuemM Ha 21asHvle, 00jlegble U CecMeHmapHvle OPOHXU NPUBENO K
XPOHUYECKOMY UHGEKYUOHHOM)Y NPOYECCy HUNICHUX ObIXAMENbHbIX nymet (4acmo
PeyuousuUpyOWUM NHEBMOHUAM), UYMO CMAL0 OCHOBHOU HPUYUHOU 6 OomKda3e
nposedenuss mpaucniaumayuu aeckux. B - pesynemame npoepeccupyroweti
O0bIXamenbHOU HeOOCMAMOYHOCMU U YACMbIX pPeyuouso8 NHEeBMOHUU NAYUEHM
CKOHYAICAL.

[IpencraBnennoe KJIMHAYECKOE HaOJII0JICHUE JEMOHCTPUPYET
OTpaHUYEHHBIE BO3MOXKHOCTH XUPYPTrUUECKOTO JICUCHHS Yy TMAaIMEHTOB C
pacnpocTpaHEHHBIM aMHJIOUI030M BEPXHUX M HIDKHHMX JbIXaTCIbHBIX MyTCH B
COBOKYITHOCTH C TIPOrpEecCUpYIOIel JIbIXaTeIbHOW HEIOCTaTOYHOCTHIO U
00yCJIOBIMBAIOT HEOOXOAMMOCTh TOHMCKA aJlbTePHATUBHBIX METOJOB JICUCHHS.
Pacnpocrtpanenue aMUJIOMTHOTO MOpakeHUs Ha  CErMEHTapHbBIC U
cyOcerMeHTapHble OpPOHXHM MOXKET TPHUBOJIUTH K HAPYIICHHI0 HX APCHAKHOM
(GYHKIMM ¥ K YaCThIM ITHEBMOHUSM, KOTOPBIC, B CBOIO OUepe/lb, MOTYT IMPUBECTU K
JIETaTLHOMY UCXOJY.

HecmoTpss Ha BO3MOXHOCTH TMPOTPECCUPOBAHUS W/HWIM  PELHIUBOB
3a0oeBaHus, UX YacToTa ocraercs Hu3kou, y 91,1% OGonpHbIX uepe3 1 rom u y
59,0% OonbHBIX Yepe3 5 JeT penuauBbBl HE pasBuBarorcs. [lo BuauMoMy
OTCYTCTBHE PEIHMJIUBOB O3HAYACT, YTO aOCppaHTHBIC IUIA3MATHYCCKHUE KISTKH B
cocTaBe ammiouja Mmoruonu. IlpuauHOW THOENIHM TUTa3MaTHYECKUX KIIETOK, KakK
0o0CyXIanoch paHee, MOXKET CTaTh TOKCHYECKOE BO3JICHCTBHE COOCTBEHHBIX
amuiongoreHueix JILM wnm ke oTrpaHMYEHHE AMWIOWAOM IUIa3MOILMTOB OT
Tpodudeckoi cocymuctoi mopuaepxku [158]. ¥V mamuentoB ¢ penmmusamu AL, -
aMHJION103a MOYKHO KOHCTAaTHPOBATh COXpPaHECHHWE aKTHBHOTO ITyja abeppaHTHBIX
IJ1a3MaIiTOB,  KOTOPbIE M SIBJISIOTCA  OCHOBOM ISl JTaJIbHEHIIIETO

MIPOTrPECCUPOBAHUS AMUJION1034.
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[Manmentrel ¢ peuuauBamu AL, -amuiongo3a ObUTM 3HAYUTEIHHO MOJIOKE
(38,0 (32,5; 47,0) net), ueM marueHThl Oe3 peruanBoB AL -amumonmosa (49,5
(41,5; 61,0) net; Kputepuiit Mauna-Yutau, U=76,5, p=0,021938, pucyHok 27).
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Pucynox 27/. Bo3pacrta 00JbHBIX ¢ peniuAnBOM H 0e3 peuuaua AL -
aMUWJI0M1032

MBI npeAnoNoKUiIu, YTO BO3PACT MALIMEHTOB MOXKET OBITh aCCOIMUPOBAH C
paszButreMm pernuauBa AL, -amunmonnosa. Tak mo uroram mojcyeTra MmokaszaTelen
YYBCTBUTEJIBHOCTH M CHENU(PUYHOCTH 3TOrO NpPHU3HAKA B Pa3HBIX BO3PACTHBIX
KaTeropusix C TMOCJICAYIOIUM TOCTPOCHHEM XapaKTEPUCTHUYECKOW KPUBOM
HACTYIUICHHWE PELUMBA C BBHICOKOW BEPOSITHOCTHIO MOXKHO OBLIO OKHUIATH Y JIWIL
moioxke 40 ner (pucynok 28). OgHaKo MPOBEICHHBIA PErPECHOHHBIN aHAIHW3 HE
MO3BOJIMJI  BBISIBUTH B3aMMOCBSI3b MEXKIY BO3pAacTOM TAIMEHTA W PUCKOM
BO3HUKHOBeHHUs peruauBa AL -amumoumos3a (OLI 0,95, 95% AW 0,91-1,002;
p=0,06). IIpum mpoBenCHUH KOPPEISIMOHHOTO aHAJIM3a MEXIYy CPOKOM
HACTYIUICHUS PEIUIUBOB MOCIIE XUPYPTHUECKOTO JICYCHUS M BO3PACTOM OOIBHBIX

He ObLI0 BhIsABIICHO B3auMocBs3u (Rs=0,24, p>0,05).
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Pucynok 28. ¢ ¢ekTUBHOCTH BO3PACTHOIO NPU3HAKA B MPeICKA3ZAHUN

peunauBoB

Menuana BpeMeHu a0 peruauBa coctaBmwia 51,1 (18,1; 82,2) mecsies.

I/ICXOII}I H3 9TOro, Cpok Ha6JIIOII€HI/I}I 3a IManucHTaMu C ALL-aMI/IJIOI/IIIOEIOM ITOCJIC

XUPYPrUudeCKOoro JICHCHHUA OOJDKCH COCTABJIATb HC MCHCC 50 MCCAILICB. B

cooTBETCTBUM ¢ KpuBou Karutana-Meliepa paccuuTaHHas MeIuMaHa OXKUIAEMOIO

BpPEMEHH HaCTyIUIeHus peruanba — 69,9 (23,7; 94,6) mecsaues (Pucynok 29).
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OmHOJETHAST W MATHIETHSSA O00Iasi BBDKMBAEMOCTH ManueHToB ¢ AL, -
amminonno3oM coctasuia 100,0% u 92,3%, coOTBETCTBEHHO, U ObLIa 3HAYUTEILHO
BBIIIE, YEM BBDKHMBAeMOCTh ManMeHToB ¢ Algs-amuiongo3zoM — 54,6% u 31,1%

cootBeTcTBeHHO (prcyHOok 30).
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Pucynok 30. O6masi BLLKMBaeMOCTh NMalMeHToOB ¢ AL -amuiouaozom u
ALs-amunonaosom (Log-Rank Test: WW = -14,13; Sum = 54,601; Var =
9,8071; Test statistic = -4,51064; p<0,0001)

Taxum obpazom, ALs-aMHIION103 TIPU €CTECTBEHHOM TCUESHHH OTIIMYACTCS OT
AL -amuiongo3a  TSKEIBIM  T'€HEPAJM30BAHHBIM  TMOPAKEHUEM  MHOTHX
BHYTPEHHHX OpPraHoOB, OBICTPHIM IPOTPECCHPOBAHMEM C  HACTYILICHUEM
JETAIBLHOTO HMCX0Aa y abCOMIOTHOrO OOJIBITMHCTBA OOJIBHBIX B TEUYCHHE T0Jia OT
HayaJia 3a00j1eBanus [62], B ¢Bs3U ¢ yeM 00I1asi BBDKMBAEMOCTh MaMeHToB ¢ Alg-
aMMJIOUI030M 3HAYUTEJIBHO MEHBIIIE, YeM y manueHToB ¢ AL -amunonio3om.

MHoro4yucieHHble  KIMHUYECKHE  TpUMEphl B JaHHOM  pabote
JTEMOHCTPUPOBAIN CIIOCOOHOCTh aOEPpaHTHBIX TJIa3MAllUTOB K MHTpAlUd U
(GbOpMHUPOBAHUIO HOBBIX OYaroB amujiousa. Bo Bcex 3TUX ciIydasx HOBBIC OYaru

GbopMUPOBAIMNCH, B TOM K€ OpraHe WJIM TKAaHW, HaMH HE 3aperucTpPUpPOBAHO
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cly4aeB TpaHc(hOpMaluu, HampuMep, JIAPUHIOTPAXEaJbHOTO AaMWIOUA03a B
KOHBIOHKTUBAIBHBIA WM WHBIE BapuaHThl AL, -amunommosa. Memmana cpoka
HaOMIOICHUS Yy MalKUeHTOB ¢ AL -aMUJIOUI030M MOCJIE€ YCTAaHOBJIEHUS JIHarHo3a
coctaBuna 22.7(4,5; 71,2) mecsiieB. Hu y xoro u3 nauueHToB ¢ AL -aMuiion1030M
He BbIABIEHO TpaHcpopmauuu B ALs-amunonno3. OgHako 3TO HE HMCKIIOYAET
MOTEHIIMAIBHYI0 BO3MOXHOCTh TeHepanuzauuu AL -amunougo3za B Alg-

AMUIIONA03.

SAKIIFOYEHUE

[IpoBeneHHoe wuccrnenoBaHue TOKa3ano, 4uTo, XoTs AL -amunounmo3 He
SBJISIETCS. 4YacThIM 3a00JieBaHUEM, €ro JOJs B CTPYKType pa3IMuHbIX (opMm
aMUJION103a JIOCTATOYHO CYIIecTBeHHA. JlmarHoctuka »5toro 3a0ojeBaHUs
BbI3BIBACT  3HAYWTENbHBIC TPYAHOCTHM Y Bpauel M3-3a  HEJOCTATOYHO
pa3paboTaHHON JAMArHOCTHYECKON TAKTUKH, IOCKOJBKY BpauyU-KIMHHUIIUCTHI |
Bpauu-MOp(QoJIOTH B TEPBYIO OdYEpeIb OpPHEHTHUPOBAHbI HA JHATHOCTHKY
OMyXOJIEBBIX 3a00JI€BaHMUM, KOTOPhIC 3HAUMUTEIILHO Yallle BCTPEYArOTCs B OOIIeh
MOMYJIAINKN, TEM HE MEHEe, MPOBEICHUE OKPACKH KOHTO KPAaCHBIM HEYTOYHEHHBIX
HOBOOOPA30BaHUN PaA3IMYHON JIOKAIM3AIMK HEPEAKO MPUBOJHUT K YCTAHOBIICHHIO
npaBwIbHOTO nAuarHo3a AL -amunounaosa.

Mexay TeM, HECMOTpPsS Ha OTHOCHUTEIBHO OJIArONMPHUSATHBIA IMPOTHO3, 3TO
3a00JIeBaHNE MOKET BBI3BIBATh 3HAYUTEIbHBIC (DYHKIIMOHAJIBHBIE PACCTPOMCTBA B
MOPAKECHHBIX OpraHaxX, y KaXJIOoro TPEThEero malheHTa 3a00elIBaHUE MOXKET
pelMaMBUpPOBaTh, YTO BEJET 3a COOOW  HEONpaBJaHHBIC TOBTOPHBIC
XUPYPrUYECKHE BMEIIATEIBCTBA, KOTOPHIC B HACTOSIIEE BpEeMS MOTYT OBITh
MPEeIOTBPAIlICHb TMPUMEHEHHEM COBPEMEHHBIX IIOJXO0JIOB, OCHOBAaHHBIX Ha
MMOHMMAaHUH IIaTOT€HETHYeCKOM cCBsaA3u AL -ammionno3a ¢ BO3HHKHOBEHHEM
abeppaHTHOTO KJIOHA IUIa3MaTHIECKUX KJIETOK. H3BectHas
PaIMOYyBCTBUTEIIHLHOCTD ATUX KJIETOK MO3BOJISIET C YCIIEXOM MPUMEHSTH JIyUYeBYIO
TEpanui0 HE TOJIBKO IS JICYCHHUS PEIUINBA, HO M C IEJbI0 IMPEI0TBPAIICHUS

MOCJICAYIOIINX PEUIUBOB.
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Jlns  oOocHOBaHMSI  MOKa3aHMM K HA3HAUYEGHHIO  paJudoTepanuu
NPUHIUITHATBHOE 3HAYCHHE MMEET BBIABJICHHE KJIOHA TUIA3MAaTHYSCKUX KJICTOK IN
Situ, Taxke, KaKk M IMOJATBEP)KJICHUE KIOHAIBHOCTH IIa3MaTHYECKHX KIETOK. B
ATOW CBSI3M BceM namueHTam Heobxoaumo mposenenue WIX-uccnenoBanus
OwonTata ¢  OpuUMEHEHHEeM  mupokod maHenu AT K pa3IUYHBIM
uMMyHoriaoOynunam,  CD-mapkepam  mmazMaTtuyeckux — KIETOK M HX
a0eppPaHTHOCTH.

HecmoTpss Ha mNEepCHeKTHMBHOCTh paguoOTepanuy, OSTOT METOJ Heb3s
NPU3HATH ONTHUMAJILHBIM METOJOM TEPBOW JMHUM JICUCHHS, TTOCKOJbKY Yy YacTu
OOJIbHBIX MOXXET BO3HUKHYTH OOTypalusi MPOCBETa AbIXaTEIbHBIX NyTeH WU
3HAYMTENIPHOE CJABJIEHUE OJIM3JICKAIIUX OPraHoB aMUIOUAOMON. OTCyTCTBHE
peuuauBoB AL, -amwionsoza y JBYX TpeTedl MaIMEHTOB I10CJE TMEPBHUYHOTO
XUPYPrUYECKOT0 yIaJleHWsl odara amujowja ©u HEoOXOAUMOCTh YIaJCHUs
3HAYUTEITHLHOM MAacChl aMUJIOUOMBI JIOKa3bIBa€T 0OOCHOBAHHOCTH MPUMEHEHUS B
KauecTBe INEpBOM JIMHUM JICUCHHS XUPYPrUYECKOE YAAJI€HUE aMHIOUIOMBI.
OngHako [1OCTaTOYHO BBICOKMM pHUCK penuauBupoBanus AL -amunonaosa
yKa3blBaeT Ha HEOOXOJIMMOCTh PACCMOTPEHUSI HE TOJBKO XHUPYPrUUYECKOTO
yJlaJeHusl aMUJIOUIOMBI, HO ¥, BO3MOKHO, HA KOMOMHUPOBAHHOE C PaIuOTEpaNue
JICYEHUE C LEJBI0 3JIMMHUHALMU MaTOJOTMYECKOTO KIIOHA IJIa3MaTUYECKUX KIETOK
B JIOXKE yAaJIeHHOW aMuiIouAoMmbl. [Ipy 3TOM BO3MOXKHOCTH PEUUIMBUPOBAHUS
3a007eBaHUs  OOYCJIOBIMBACT HEOOXOAMMOCTh  HCIIOIB30BaHUS  Hambojee
AIAIMX METOJIOB XUPYPTrUYECKOro BO3JCHCTBUS HAa TKaHU — Ja3epoTepanuu,
PaIMO3KCLIM3UU U ApYrux. BaxkHoe 3HaYeHHE N1 CBOEBPEMEHHOMN JMArHOCTUKU
pELUMIMBOB HWMEET JOCTaTOYHO JUIMTENbHBIA MEepHoJ HaONIOACHUs MOCIe
XUPYPrUveckoro jJedeHus 3a nauuentamu ¢ AL, -amuinonnozom (B Teuenue 50-75
MECSIIIEB).

Baxwueiimeit 3agaueid mepBuYHON nuarHocTuku AL, -amunonosa sBiseTcs
apdextuBHOE ero nuddepenunpoanue ot AlLgs-aMmuiionio3a, KOTopas, 0COOCHHO

Ha HA4YaJIbHOM 3TaIllC Pa3BUTHUA, MOKCT OBITH cl1abo BBIpa)KeHHOﬁ N IIPOABIIATBHCA
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MOpaKEHUEM KaKOTO-JIMO0 OJTHOr0 OpraHa, B TOM YKCJIE UMUTHUPOBATH JOKATbHbBIN
aMUJIONI03 32 CUET MOPaKEHUsI MSATKUX TKaHEW, TOPTaHU, KOXKH.

BaxupiMu kputepusimu B monib3y Alg-amumionnoza siBiaseTcs Halduue
Heponatuu (IIY u npoasunyrtoit XbII), kapauonaTuu, B MEHBIIEH CTENEHU
OTCYTCTBHE TMOpaXEHHs] MITKUX TKaHed. OJHAKO caMbIM TJIaBHBIM METOJIO0M
MOATBEPXKICHUS Al s-amunoniosa SIBJISICTCS BBISIBJICHHE CHCTEMHOH
MJIa3MaKJIETOYHOW JUCKPA3UU MO Pe3ybTaTaM BHICOKOYYBCTBUTEIIBHBIX METOJIOB
UMMYHOXUMHUYECKOTO MCCJIEIOBAHUS (BkJIO4ast ~ UMMYHO(UKCAIMIO U
KOJIMYECTBEHHOE OMpeJIeSIeHHe CBOOOJHBIX JIETKUX IENeld MMMYHOIJIOOYJIMHOB),

HO TaK>X¢C I/IMMYHO(I)GHOTI/IHI/IPOBaHI/ISI IJ1a3MaTH4YCCKUX KIICTOK KOCTHOI'O MO3ra.
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BbIBO/bI

1. AL, -amunonno3 cocrasiser 11% B oOwieil CTpyKType aMHIIOW03a
(AL_, ALs, ATTR, AA) u 20% B ctpyktype AL-amumnounosa; mpu AL, -
amuiioniose yaiie, yeM npu Als-amwmiongose 3aboseBaroT keHmuHbl (71,1%
npotuB 41,0%, p=0,006); mpu sToM Bo3pacT OOJMBHBIX AL, -aMHIOHMI030M, B
cpeaHeM Ha /7,5 neT MeHsblle, yeM Algs-amunoungo3om (Menuana Boszpacta 47,0 u
54,5 rona, p<0,001).

2. AL, -amunono3 XapaKTepU3yeTCs MOpaKEHUEM BEPXHHX
JBIXaTeIbHBIX MyTed W Jerkux (49%), KOHBIOHKTHBBI BEK W IMapaopOMTaIbHON
KJaeTyaTKd TiasHunbl (26%), pexxe — moueBoro myswips (11%), koxu (8%),
rosioBHOro Mo3ra (3%), nmumdaruueckux y3noB (3%); npu 3ToM y OOJBIIMHCTBA
narrenToB (60,5%) B nebroTe 3a00eBaHus OMIMOOYHO JUATHOCTHPYIOT COIUIHOE
3JI0KAYECTBEHHOE WJIM HEYTOUHEHHOE HOBOOOpa3oBaHHE, y MEHBIIEro 4ucia
OOJBHBIX — XPOHUYECKHE JIOKAJIbHBIE BOCIMAIUTENbHBIE 3a00JI€BaHUS, YTO MOXKET
BECTU K JJIUTEILHOMY TUArHOCTUYECKOMY TOUCKY U TIO3AHEMY YCTaHOBJICHHUIO
npaBuiabHOrO auarnosa (meaunana 23 (6,0; 49,0) mecsia).

3. Ha ocHoBanmum MHOTO(aKTOPHOTO aHaJIM3a COOTBETCTBUU W
perpeccuoHHOro  aHanu3a, cpeau  aud@epeHInnanbHO-IUarHOCTHUYECKUX
kpurepueB AL, -amunonnoza u Als-amunongoza OCHOBHOE 3HAYEHHUE HMEET
OoTCyTCTBUE y  OonpHBIX AL -aMHUIOMIO30M  CHUCTEMHBIX  TPHU3HAKOB
TUTA3MOKJIETOYHON  AUCKpa3uu  (MCKIIOYEHWE MOHOKJIOHAJIBHOW TramMaraTuu
BBICOKOUYBCTBUTEIBHBIMH HMMYHOXUMHUYECKAMHU METOJIaMH) M KIMHUYECKHUX
nposiBlieHn Heponatuu (mporennypust meHee 0,5 1/ 1 CKOPOCTh KITyOOUKOBOM
duasTpanmn Gomee 60Mt/Mun/1,73M%), UyBCTBHTEIBHOCTb M CHELU(DHYHOCTD
IMAarHOCTHU-4eCcKoil monenu cocrasisieT 97,1% u 98,3%.

4, [Iporunos nmpu AL -amunono3e B 1I€JIOM OJIarONpUATHBIN — 001Ias 5-
JCTHSS BbDKUBaeMocTh cocTtaBisier 92,3% nporuB 31,1% mpu ALs-ammionose
(p<0,0001).

d. OcHOBHBIM MeTOo oM JieueHust OobmuHCcTBa (84,2%) GopHBIX AL, -

AMUIIONI030M ABJBICTCS XUPYPIrUYCCKOC YIAJICHUC JIOKAJIBbHBIX MAaCC aMHWIJIOWA,
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npu 3toM y 37,5% mocie onepaTUBHOrO BMeEUIATENbCTBA PAa3BUBAIOTCS
penuauBbl, B cpenHeM depe3 69,9 (23,7; 94,6) mecsies, 4To 00YCIOBIUBACT
HEOOXOAMMOCTh JJINTEILHOTO HAOMIOAEHHS OSTUX OONBHBIX (HEe MeHee 5
HOCACAYIONIMX  JIET) IS CBOCBPEMCHHOTO  IPUMEHEHHS  TOBTOPHBIX

XUPYPIru4€CKHUX NN aJIbTCPHATUBHBIX MCTOA 0B JICUCHMUS.
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MNPAKTUYECKHUE PEKOMEHJIAIIUA

1. [Ipu BbISIBIIEHUH Yy MAIMEHTOB HEYTOYHEHHBIX HOBOOOpPA30BaHU BEK,
TOpTaHU U Tpaxew, JIETKUX, MOYEBOTO My3bIpsi B NU(PdepeHINATIbHOM TUarHO3e
cieayer paccMarpuBaTh u AL -aMumou103.

2. C wenbto  paHHei  amarHoctuku Al -amunougoza  npu
MOPGOJOTHUYECKOM  MCCIICIOBAHUU  TKAaHHW, TOJYYCHHOM TMpuU  OHONCUU
HEYTOUYHEHHOTO HOBOOOpa3oBaHUs, TpeOyeTcs OKpacka KOHTO-KPacHBIM C
MOCJICAYIOIINM U3YYE€HHUEM B TOJISIPU30BAHHOM CBETE W BBITIOJHEHUE PEaKIUuU C
NEePMaHTaHATOM KaJIMs WJIH IICJOYHBIM TYaHUUHOM.

3. C umempro wuckimoueHust Alg-amMmuiaongosa  BCeM  MalMeHTaM ¢
W30JMPOBAHHBIM aMUJIOWJIHBIM TOPAXEHUEM OpraHa WM TKaHH HEO0O0XOIUMO
IIPOBOJIUTH MCCIICOBAaHNE CHIBOPOTKH KPOBU U MOYHM METOJAaMU dJieKTpodoppesa u
UMMYHO(MHKCAlUM HAa  HaJM4YUME  MOHOKJIOHAJIBHBIX  OCJKOB, a  TakKke
KOJIMYECTBEHHOE ormpeaeneHne cBoOoaHbiX JIIIM  BhICOKOUYBCTBUTENHHBIM
TypOuauMerpudeckum metonom (Freelite u emy mNo00HBIX), NMPH BBISBICHUH
MOHOKJIOHAJTbHOM raMmmanaTuu BBITIOJIHSATD UMMYHO(EHOTUITHPOBAHUE
IIa3MaTHYEeCKUX KIETOK KOCTHOTO MoO3ra JUid oOHapyXeHus abOepaTHOTo
amutongorennoro kiaona (Ilpunokenue 4) u 6uoncuto ciausucroit JKKT u ITIKK
JUTSI BBISIBJICHUSI aMIJIOUIA.

4. Jns  moxarBepkaeHus — auarHoza AL -amuioupmoza  TpeOyercs
MIPOBOJUTH UMMYHOTUCTOXHMHYECKOE M UMMYHO(IIFOOPECIIEHTHOE UCCIIeI0BaHNE
OWOIICUITHOTO ~ MaTepuaia TMOpPaXEHHOTO OpraHa C  IENbI0  BBISIBICHUS
UHOWIBTPaTOB IIazMatudeckux kietok (CD 38+/138+) ¢ conepkanueM B HUX U B
OKpyXarmux aMwionaHbix mMaccax JILIU omgHoro tuma (pectpukius mo kappa
wim lamda JILU, [Tpunoxenue 4).

d. Bonpubix AL, -amunounno3om cieayetr HaOloAaTh HE MEHeEE S JeT
MOCJI€ XUPYPrUYECKOro JICUEHHUs, MIPU KOHCTAaTauu penuauba AL -amunonaosa —
MPOBOJIUTh KOHCYJBTALIMIO XUPYypra W pajuoiora s peleHUs BOIpoca o
MOBTOPHOM  XUPYPrUYECKOM BMEIIATENbCTBE W/WIM NPUMEHEHUH Jy4EBOU

TCpalnu C OCJIbI0 SJIMMHUHALIMHU IIATOJIOIHYCCKOT'0 KIIOHA INIa3MAaTHYCCKUX KIICTOK.
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IIpunoxenue 1

XapaktepucTuku Coordin. Coordin. Mass Quality | Relative Inertia Cosine? Inertia Cosine?
Dim.1 Dim.2 Inertia Dim.1 Dim.1 Dim.2 Dim.2

CuctemHbin AL-amnnonaos 0,01 -0,32 0,07 0,58 0,01 0,00 0,00 0,05 0,58
JlokanbHbIn AL-amunonaos -0,08 1,79 0,01 0,58 0,07 0,00 0,00 0,28 0,58
YKeHckuii non -0,07 0,29 0,04 0,08 0,04 0,00 0,00 0,02 0,08
My>xckor non 0,06 -0,27 0,04 0,08 0,04 0,00 0,00 0,02 0,08
MpoTteunypusa < 0,5 r/n -0,17 0,24 0,06 0,38 0,01 0,01 0,13 0,03 0,25
MpoTteunypusa > 0,5 r/n 0,76 -1,05 0,01 0,38 0,06 0,05 0,13 0,12 0,25
BospacT meHee 55 net -0,10 0,33 0,03 0,09 0,04 0,00 0,01 0,03 0,09
BospacTt 55 u cTtapwe 0,08 -0,26 0,04 0,09 0,03 0,00 0,01 0,02 0,09
XBI1: 3-5 cT. 0,64 -1,30 0,01 0,25 0,07 0,02 0,05 0,10 0,20
XBI1: 0-2cT. -0,07 0,15 0,07 0,25 0,01 0,00 0,05 0,01 0,20
XCH: 0l 0,31 0,06 0,07 0,77 0,01 0,04 0,74 0,00 0,03
XCH: lI-IvV -2,41 -0,49 0,01 0,77 0,07 0,29 0,74 0,02 0,03
IOnactonuueckas ancdyHkums: OTcyTCTBYET. 0,28 -0,01 0,07 0,62 0,01 0,03 0,62 0,00 0,00
InacTtonuyeckas ancyHkums: Mmeetca -2,21 0,09 0,01 0,62 0,07 0,24 0,62 0,00 0,00
®B: < 55% -3,74 -0,97 0,00 0,63 0,07 0,25 0,59 0,02 0,04
®B > 55% 0,16 0,04 0,07 0,63 0,00 0,01 0,59 0,00 0,04
MNopaxkeHune neyveHun: Nmeetcs 0,10 1,50 0,00 0,15 0,07 0,00 0,00 0,08 0,15
MopaxeHune nedeHun: OTcyTCTBYET -0,01 -0,10 0,07 0,15 0,00 0,00 0,00 0,01 0,15
TonwmHa MXI nnm 3C JK >12 mm -1,74 -0,39 0,00 0,11 0,07 0,04 0,10 0,00 0,00
TonwmHa MXTT unu 3C XK =12 MM 1 meHee 0,06 0,01 0,07 0,11 0,00 0,00 0,10 0,00 0,00
MopaxeHune BereTaTuBHOM HepB.cucT: OTCyTCTB. -0,03 0,00 0,07 0,01 0,01 0,00 0,01 0,00 0,00
[NopakeHne BereTaTUBHOW HEPB.CUCT.: MiMeeTca 0,40 0,03 0,01 0,01 0,07 0,01 0,01 0,00 0,00
Mepud nonuHesponatusa: OTcyTcTBYET -0,01 0,01 0,08 0,01 0,00 0,00 0,00 0,00 0,00
MNepud nonuHesponaTtus: Nmeetcs 0,46 -0,46 0,00 0,01 0,08 0,00 0,00 0,00 0,00
AmMnnonaos Markmx TkaHen: Mimeetcs 0,25 1,95 0,01 0,34 0,07 0,00 0,01 0,17 0,33
Amunonagos msarkmx TkaHen: OTcyTcTByeT -0,02 -0,17 0,07 0,34 0,01 0,00 0,01 0,02 0,33
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Ocvt cpasHeHms Singular Eigen- Perc. .Of Cumulatv Chi

Values Values Inertia Percent Squares

1 0,417053 0,173933 17,39331 17,3933 372,6003
2 0,367877 0,135333 13,53334 30,9267 289,9118
3 0,339367 0,115170 11,51697 42,4436 246,7169
4 0,314830 0,099118 9,91181 52,3554 212,3311
5 0,305756 0,093487 9,34869 61,7041 200,2680
6 0,288808 0,083410 8,34098 70,0451 178,6808
7 0,262209 0,068754 6,87537 76,9205 147,2845
8 0,250529 0,062765 6,27647 83,1969 134,4549
9 0,227794 0,051890 5,18902 88,3860 111,1594
10 0,194385 0,037786 3,77856 92,1645 80,9445
11 0,175748 0,030887 3,08874 95,2533 66,1671
12 0,158080 0,024989 2,49893 97,7522 53,5323
13 0,149927 0,022478 2,24780 100,0000 48,1525

IIpuioxenue 3
Ocun Singular Eigen- Perc. of Cumulatv Chi

CpaBHeHMA Values Values Inertia Percent Squares
1 0,710365 0,504619 50,46185 50,4619 314,3964
2 0,457080 0,208922 20,89223 71,3541 130,1665
3 0,441162 0,194624 19,46240 90,8165 121,2581
4 0,303043 0,091835 9,18352 100,0000 57,2168
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IIpunoxenue 4.

Aaroputm nuddepenuuanbHoii Anarnoctukn AL -amuiionnosa.

Houro-pot +, B
NONAPU30BAHHOM
ceeTe —3eneHoe
\ cneu;nre y
HMmmyHOXMMMA:
MOHOKAOHANbHbIA “Mr‘:':{"':ﬁ:?;"" HET
TEiE L SR MO3ra — HopMa
Benok Berc-xoHca
\ flwonca )
w HET
G AA
H ET lamda+ 1K
kappa+
nivnu abepp. MK
h 4 CD138+/38+ k 4
- ~ - i HET ——
WrXe: WX MrX*; | :rx:
+
AT k ApoAl ATk TTR |£|.A AT K SAA amkaspal:nu
\. J \, J N —
DA | FAL v VAA JOA
' N ' ™y ' 3 { \
NoKanbHEBIA CHUCTEMHBIIA
ApoAl- ATTR- AL AA- AL
daMHnongo3 dMHNonao3 aMHnonao3
aMunonaoo3 aMUnonaoos
\, 7 . 7 . 7 . v

[Ipumeuanue: * — B 3aBUCUMOCTH OT KJIMHHUYECKOW KApTHUHBI W BBISBICHHOMN
MyTaIu (B TeHEe TPAaHCTUPETUHA WM anonunonporenna Al); ** — npu yciaoBuu B

aHaMHE3€ Xp. BOCMAJIUTENbHBIX 3a00meBanmii, [IK — miasmaTudeckue KIeTKU.
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CnmcKoK cokpaleHuin
AT — anTuTena
JJ1 — nuactonuyeckast AMCHYHKIIHS
KKT — xenya0o4HO-KUIIECUYHBIA TPAKT
3C — 3agH4s CTEHKa MUOKap/a
NI'X — “MMYHOIMCTOXUMHUYECKUN
KT — xomnbrotepHast tomorpadus
JDK — neBblid JKelyI04eK cepana
JILIN — nérkue uenu uMMYyHOTJI00YJIMHOB
MI" — MOHOKJIOHAJIbHAA TaMMaIaTUs
MI BBICOK. 4yBCTB. — MOHOKJIOHAQJIbHASI TaMMAaraTHsi, OIlcHEHHasI
BBICOKOUYBCTBUTEIbHBIMU MeToAamH (Freelite u emy mogo0HbIe)
MI pyT. — MOHOKJIOHAJIbHASI TaMMaraTHsi, OIlEHEHHAas] PyTUHHBIMH METOIaMHU
(anexTpodopeza 1 UMMYHODUKCAITUHN )
MCKT — MynbTUCTIUpaIbHass KOMITBIOTEpHAs TOMOTpadus
IDKK — rmoakox’HO-)KHUpOBas KieTyaTKa
ITY — nporeunypus
I[I9T/KT — no3uTpOHHO-AMUCCHOHHASI TOMOTpadusi COBMEIIICHHAS C
KOMIThIOTEpHOMN ToMoTrpadueit
pCK® — pacuétHasi CKOPOCTh KITyOOUKOBOM (pUIbTpaAIIUU
@B — ¢paxius cepaeuHoro Beidpoca
®BJ] — dhyHKIUSA BHEITHETO IbIXaHHS
OK — GyHKIIMOHAIBHBIN KIIACC
XBII — xponuyeckast 06071€3Hb TOUKHU
XCH — xpoHuyeckas cepAueHasi HeJJoOCTaTOYHOCTh
Ox0KI" — sxokapauorpadus
AL -amuionos — nokaineHbI AL-amunongo3
ALs-amunonngo3 — cucteMHbiid AL-amunongo3

MALT-mumdpoma — mucosa-associated lymphoid tissue lymphoma
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