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BPOXAEHHbLIE AHOMANINWU
U HACNEACTBEHHLIE 3ABONIEBAHUA MOYEK

AYTOCOMHO-PELIECCVBHBIV MOMMKUCTO3 NMOYEK

AVTOCOMHO-PEUECCUBHBIH TMOIUKHCTO3 MOYeK — Ha-
caeacTBeHHas dopma 3aboneBaHuns MoYeK. NPosBIseTcs
NMPEeMMVILECTBEHHO B JETCTBE M BCETZa COMPOBOXIAETCA
M3MEHEeHMAMM CO CTOpoHBI meveHu, Panee 3ata dopma
Oblila U3BECTHA KAK AETCKMI1 MOAMKMCTO3 NMOYEK, TaK KaK
npu3HakM 3a001eBaHus MOTVT ObIThb BHIHBI Cpa3y xe
nociie poxkieHua pedeHKa MIM B PaHHEM JIeTCKOM BO3-
pacte. OnucaHbl aBe (GopMbl 3TOro 3adoieBaHus: 0aHa
MpoABIAeTCd B PaHHEM JETCTBE. .Apyras — v jereit 60-
Jee CTapLliero Bo3pacta M vV B3pOCbiX.

Drnororns u natoreHe3. 3ado.eBaHMe HacaeaveTcs
MO PEUECCHMBHOMY THIV. 01HAKO AeeKTHLI red He
maeHTHdUUMpoBad. CHavala [MMOYKH. [MO-BHIMMOMY.
pPa3BUBAIOTCA HOPMAldbHO. HO KAKONH-TO MOKa HEeH3BecT-
HBLIT CTHMYT BbI3LIBACT PACIIHPEHHEe COOMpaTe.IbHbIX
TpyOOK. M3MeHeHus Cco CTOpPOHBI MEYeHM. BEePOSITHO.
BBI3BAHLI HapyvieHueM HOpMHPOBAHHMS KETUHBIX TPO-
TOKOB C BTOPHYHbBIM pa3euTHeM (udposza |16, 28].

Mopdoaornueckne u3menenns. [louku veeanueHsl.
00bIvHOI opMbl. TvEYaTBI. Y HOBOPOKIEHHBIX TIPH TA-
KETOM MOPAaKeHHH Macca novek MoxeT aocturars 300 r
1t dosee. vTO MPHBOINT K 3HAYMHTCILHOMY VBEIHYeHUID
AMBoTa, MelkHe npoaoaropatbie KHCThI HIVT PAIHATLHO
OT KOPTHKO-MEINLISIPHOTO COSTMHEHIS 10 Karc\ 1bl. Bbl-
rIA19T Kak Kadatel 21HHOM 3—10 sy 1 anaverpos 1—
2 MM M MPeIcTaBIsMoT cob0il pacuipeHHbIe CODUPATETh-

HbIe TPYOKM. BBICTIAHHbBIE KyOMuecKuM anute:inen, Koy-
OOYKH M OCTAjIbHbIE OTIelbl He(pPOHA, PACTIONOXKEHHbIE
MPOKCHMaibHee COOMpPATeIbHBIX TPYOOK, HE M3MeHEeHb
WK MOryT ObITh CIaBIeHbl KMCTaMM, Y feTeit bostee crap-
LIEro BO3pacTa KOAMYMECTBO KHCT OOBIYHO MEHbILE, pac-
npeaeieHsl OHW MeHee paBHOMepHO. Dolee KpyhHbie M
kpyriasle, [locTeneHHO HapacTaeT cMOpIIMBAHHE TOYeK ¢
MOIHBIM CKJICPO3MPOBAHMEM KIVOOUKOB. aTpodueit ka-
Haibues 1 dhubposom WuTepceTruna |31].

M3MeHeHUs CO CTOPOHBI TIEYEHHM MOTVT ObITH pa3-
HbIMH B 3aBUCMMOCTH OT BO3pacTa 00JbHOro. ¥ HOBOPO-
JKACHHBIX — VYBEIWYEHME HMCIa XKEIYHbIX TMPOTOKOB.
OHM M3BHMTHIE M PACIUWPEHHbIE. OKPYKAKT MOPTaibHbIE
TPAKTHI M NMPOCTHPAIOTCA B 10.1bKH MeveHH. C Bo3pacToM
PA3BUBACTCSl MOPTAIRHBIN LMPPO3 MeueHu ¢ obpasosa-
HHMEM CEeNT. V3I0B PereHepauMu W MopTaibHOil rumep-
TeH3Mel. EciM MOpPOKM pasBHTHS KEITYHLIX TPOTOKOB
BCTPEYAIOTCS KAk M30.1MpPOBAHHAA aHoMa 1M (0e3 Bopie-
YeHUH 104eK). 3T0 HasbiBaeTes Doge3nbio  Kapoau
(Caroli). Ecam ke ecTh 1a1€K0 3awIeIiiiie U3MeHeHs co
CTOPOHLI TIEYEHH, HO HET M3IMEHEHWI CO CTOPOHLI Mo-
YeK. TO 3TO Ha3bIBACTCH BPOXISHHBLIM (DHOPO30M Meve-
Hit. V' eTeit Dolee CTaplLero BO3pacTa BEIVILHMIL B
KIMHHYECKOI KaPTHHE MOTYT OblTh CHMIITOMbI MOpake-
His rreyeHd [31. 61].

Tuddepenunanbhblii  asarnos. YV HOBOPOKIEHHbIX
ﬁ_\"I'OCOMHO—}')C[.I.CCCHBHH“ MOJIMKMCTOS3 MOoYeK HxeeT Ha-
CTOIBKO XapaKTepHVIO MaKpo- M MHKPOCKOIIHYECKYIO
KAPTHHY. 4TO CIVTATH €ro € JIPVIUMH 3a00;1eBaHigNMI
MPaKTHYECKH HeBO3MOXKHO. VY geteil ©oiee crapliero
BO3IPACTA. €CIH KHCThl OOIbLINE H HEMHOTOUYHCICHHbIE,

! Mpoaoaxkenne, Ca. x. Hedpoaorna. 1998, 1. 2. No 1. ¢, 106—1135: 1998, 1. 2, Ne 2. ¢. 95—106; 1998. 1. 2. No 3. ¢. [17—142.
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HeodxonnMo anddepeHunpoBaTh 3TO 3adojeBaHKe ¢ ay-
TOCOMHO-IOMHMHAHTHBIM TOJIMKUCTO30M TMOYEK.
Kidnuyeckue nposiBienus. AVTOCOMHO-PELIECCHB-
Hblil MOJAMKUCTO3 TOYEK BCTPEYaeTcss 0ObIYHO Y HOBOPO-
KIAEHHBIX M TIPOSIBASIETCH OJMUIYPHUEH U DONLIIMMH pa3-
MEpaMM TMOYEK € BbIPAXKEHHBLIM YBEIMHYEHWEM JKMBOTA.
TunuyHo ManoBoiue npu poaax. XapakTepHO <«THLO
[Torrepa» (Potter facies) v HOBOpOXIEHHBIX (BbICOKO
PACTIONOKEHHBIE VIUM, KTHOBOBUIHbBIA HOC, CKOLUEHHbIN
MoadOPOIOK. MOPLLUMHBI). BBICOKAsI CMEPTHOCTb OT JbIXa-
TEAbHOI HELOCTATOYHOCTH M3-3a COMYTCTBYIOWE rHUIo-
riaasuy Jerkux. Y getefi 6osee crtapluero Bospacta nep-
Bble TNpOsABIEHUS ObIBAIOT 0ojee pPa3sHOOOPa3HBIMH, M
BELYLLMMM MOTYT ObITh CUMITTOMBI CO CTOPOHBI NMEYeHH —
renaToMerajius, ropTajibHas FUMepTeH3Us. CIIEHOMera-
Jus. BAPMKO3HOE paclUMpeHHMe BeH HMWXKHEro OoTaela
nuwesoaa. CrerneHb YBeIHYEHUs MMOYEK M MOYEYHOU He-
JIOCTATOMHOCTH ObIBAIOT pa3HbiMu. BoablUMHCTBO §0ab-
HBIX € AYTOCOMHO-PELEeCCUBHBLIM TOMMKHUCTO30M MOYEK
VMUPAIOT B JETCTBE, HO HEKOTOpPhIE JOXKHUBAIOT C rMOYeY-
HOI HEJOCTaTOYHOCTBIO 10 B3pocioro Bospacta [61].

AYTOCOMHO-IOMWHAHTHbIA
MNONMKMCTO3 NOYEK

AYTOCOMHO-IOMHWHAHTHBIH TOIMKUCTO3 [OYEK —
TCHETMYECKOEe 3a00/1€BaHHe C CUCTEMHbIM TOPAXKEHMEM,
XapakTepH3yiolleecsd MHOKECTBEHHBIMM KUCTAMK B MOY-
Kax. YTO 4YacTO MPHUBOIWMT K TEPMUHAIbHOI XpOHMYE-
CKOI1 MOYeYHONH HEZO0CTATOYHOCTH, M KMCTaMM B IPYTMX
opraHax. B 4acTHOCTH. B meyeHu. Hacnenvercsa mo ayro-
COMHO-AOMHHAHTHOMY THIY C TIOYTH TTOJIHOH TieHe-
TPAHTHOCTbIO. XOTs eCcTh U Apyrue opMbl HACTEACTBEH-
HOTO KMCTO3HOIO [MOpPaXKeHMs, 3TO 3adosieBaHHe MMeeT
crieundUdecKHit TUIT Hacaea0BaHusA. Mopdoaorudeckue
OCODEHHOCTH M KJIMHMYECKHUE INMPOSBICHUS U He MOXET
ObIThL CriyTaHO ¢ ApyrumMu Bomnesnsmu [61].

Dtuonorus u narorenes. [ledekTHbilt reH pacrosno-
JKeH Yy D00IbIIMHCTBA OOMBHBIX HA KOPOTKOM Iuieve 16-i1
xpomocoMmbl M HazbiBaeTcas ADPKD-1. Bo3smoxHo. 4To B
HEKOTOPbIX CeMbSIX 3aboleBaHHe CBA3AHO C IPYTHM re-
HOM. KOTOpbIi ellte He naeHTuguunposaH. Cpeaun e1o-
ro HaceileHus Oojee yeM B 90% ciayuaes 3aboieBaHHe
cBa3aHo ¢ reHoM ADPKD-1. AyTocOMHO-10MUHAHTHBI
MOJIUKUCTO3 TMOYEK PACMpOCTPaHeH TOBCEMECTHO. He
CBSI3aH ¢ pacoit u ¢ noxoMm [27].

[laToreHes HeM3BECTEH. XOTS CYILIECTBYET HECKOIbKO
Teopuil, CoracHO OIHOI M3 HUX, MEPBHYHON ABIAETCSH
nposudepaunst INUTEIMATBHBIX  KIETOK, BO3MOXHO,
cBA3aHHag ¢ J1eiicTBueM (aKTOpoB pocTa, KoTopas Npu-
BOJAMT K NAanuIIAPHON TMMepria3uu. KOTopas. B CBOKO
ouepelb. MOXET CTaTb MPHYMHOI BHYTPHMHe(POHHOI
00CTPYKUMM W MPOKCUMAILHONH KMCTO3HONM Iuiaraiuu
[23. 29]. [leiicTBHTeIBHO. MAnWIISPHbIE 0Opa3oBaHus
4acTo BCTpevaloTcs B cTeHkax kucT. CoriacHo Ipyroi
TEOPUHU. OCHOBHOM JedeKT CBsi3aH ¢ BbIPaDOTKOI 3KCT-
PALELTIOIAPHOrO  MaTpHMKCa, TPHM  3TOM  BO3HHKAKOT
W3MEeHeHMs B OasajibHLIX MeMmOpaHaX KaHajibLEeB., YTO
MPUBOINT K OOPA30BaAHMIO IMBEPTUKYIOB KaHAIbLEB W
nmosiBNeHn0 KUCT [11]. BHvVTpHueperHble aHeBPH3MbI,
M3MEHEHUS CEPIeYHBIX KIAMaHOB M apTepHajibHas H-
MEPTeH3MA. KOTOPbIE BCTPEUYAKOTCH NMPH AVTOCOMHO-10-
MUHAHTHOM [MOIMKUCTO3€ [MMOYEK. TAKXKE MOIYT ObliTh
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CBSI3aHBI C AHOMATIUAMH IKCTPALIETHISIPHOTO MAaTPHK-
ca COCVIMCTON cTeHKH. He MCKAWYEeHO. YTO POCT KHCT
00YCA0BIEH TakKXkKe HapylleHWeM TpaHCropTa BOAbl W
Hatpus B HedpoHe. BoisipieHo. uto 6oabie Nat+., K+-
AT®a3pl pacnonoxkeHO B anuKajlbHOM, a He B 0a3aib-
HOW YacTH KJIETOK KAHATLUEBOTO 3MUTEIMA. M C 3THM
MOXKET ObITh CBSI3aH TOK HATPUSA M BOIbl BHVTPb KHCT
[27]. TlaToreHeTHYECKHE MEXAHU3MbI 0OPA30BAHMS KHUCT
JKETYHBIX TPOTOKOB TAKXKE HEU3BECTHBI.

Mopdonornyeckue usmenenus. Bua rnovek npu ayro-
COMHO-JTOMMHAHTHOM MNoJMKUCTO3e BrneuaTaser. [lopa-
KeHUe — JIBVCTOPOHHEe, 00€ MOYKH BHITIAIAT OAMHAKO-
BO. COXPAHSAIOT OObIYHVIO (hOPMY W CH/IBHO YBelW4ve-
Hbl — MOTYT m0CTUraTh Macchl Oosee 2000 r kaxnas u
aauHbl 40 cM. YV BOIbHBIX € BBIPAXEHHOM a3oTeMueil
WM VpeMueid pa3mepbl ouYeK. Kak [paBuio. Oojblie,
yeMm v D0JbHBIX 0€3 azoTeMuH. BeaMuMHA KUCT MOXET
ObITh OT HECKOIBKHMX MUITMMETPOB 10 HECKOIBKHUX CaH-
TUMETPOB. OBBLIMHO KHUCThI COIEPXKAT MPO3PAYHYIO KWI-
KOCTb. TIOXOXKYIO MO LBETY M BA3KOCTHM Ha MOYY, HEKO-
TOpble — KPOBb (CBEXYIO MW CTApYyI0), ApPYTMe — THOIA.
B kucTax onuMcaHbl onyxoan (KapLUMHOMBI, aIeHOKapliu-
HOMBI). B OCHOBHOM [0 HECKO/JIbKHX MITIMMETPOB B
nuametpe. MHoraa omnyXoau AOCTUIalOT HECKOIbKHX
CAHTUMETPOB M XOPOLIO BUIHBI MPH MaKPOCKOMHUUYECKOM
uccienoBaHuu [27. 61].

KHCThI BBICTIaHbl TOHKHUM «YIPOLUEHHBIM» 3TIMTE-
auveM. bes npuMeHeHHs crnelmraIbHbIX METOIOB, HAaIpu-
MEp. CBA3LIBAHMSA JEKTHHA, HEIb3Sl 110 BBICTUIAKLLAM
KMCTY KJIEeTKaM OMnpeae/iuTh, U3 KAaKOTO cerMeHTa Hed-
poHa oHa obpazosanack. MoryT ObITH KMUCTO3HO pacllim-
peHHble bOYMEHOBbLI MPOCTPAHCTBA MJIM KUCTHI Boyime-
HOBBIX Kancyia, [Mnepractuyeckie MIMEHEHHS BbICTH-
TAKOLLETO 3MUTEIMS HAXOAST. NO KpaitHeil mepe. B 80%
NMopaxeHHBIX MoYeK. ITO MOXET ObITh YBEIMYEHHE YMC-
7a C/0€B BBICTHIAKLIMX KIETOK JMB0 OJMH MIM He-
CKOJBbKO MMOJUINOB ¢ (hMOPOBACKYIAPHON CEPALEBUHOIMA.
MOKPBITOH 3muTeneM. BHYTPHU KHCT BCTpevaroTcs Tak-
JKe MCTMHHbBIE TIANMMIAPHbIE M COMUIHLIE aneHoMbl [30].
[TapeHxuMa MOYEK MEX1Y KMCTAMM MOMKET ObITh HEW3-
MEHEHHOM. HO 4allle oHa ObIBAaeT CAABJIEHHOI. C aTpo-
dbueit kaHanbLesB, GUOPOIOM MHTEPCTULIMA M TTOTHLIM
CKJIepo3oM K1vbo4KoB. B MHTEpCTMUMM — pa3ziuyHble
KoauuecTsa aumMbountos. Kpome TOro. 4acto MOXHO
HaiTH W3MeHeHMs apTepuii W apTepuol. xapakTepHble
A1 apTepuaibHOi runeptensun |27, 61].

Kiunuyeckne nposisieus. Y 001bIIMHCTBA B0IbHBIX
CHMMTOMBI 3a00NeBaHMS [MOSABIAIOTCA B TpPeThei Min
YeTBEPTOI AeKamge KM3HU, ITO — DO0IM B KHBOTE. CBSI-
3aHHBIE C VBEIMYEHMEM TMOYEK. HYACTO — TeMaTvpus. Be-
POSITHO. OBVCIOBAEHHAS KPOBOTEYEHHEM B OIHY 1M He-
CKO.IbKO KWCT. ApTepHaibHas TMMEPTEH3Ms — MpHMep-
HO v 30% GoabHbiX. CHUXEHHE KOHUEHTPaUMOHHOI
CIOCOOHOCTH MOYEK MOXHO BbISIBUTH VAK€ Ha PaHHHX
craauax 3adosesaHud. Yacto BO3HHKAIOT OaKTepHAlb-
Hble HHGEKIHH KHCT WM TMapeHXHMbl. KOTOpbIE TTONO
MO1IATCA JIeYeHHI0. TAK KaK 0O01bLIMHCTBO AHTUOHO-
TUKOB He MPOHUKAIOT B KucTbl. [Npudiansnuteasto v 30%
00bHbIX K 60-71eTHEMY BO3pACTV pa3BUBAeTCA TepMi-
HAlbHAST XPOHMYECKasl TTOYeYHAst HeI0CTATOYHOCTh. Te-
parnisi BbOOpa — TPAaHCILIAHTAUMA TIOHEK. Pe3VIbTaThl
KOTOPOi1 JIvylLe, YeM MPH APYrux 3adoneBaHUsX. TIPUBO-
JAWMX K TEPMMHAABHOM TMOYeYHON HEeI10CTATOYHOCTH.
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Kuctbl nmeyeHH M APYrMx OpraHoBs NpH 3ToM 3adoseBa-
HWUM YACTO He MMEIOT 3HAYMMbIX KIMHHYECKHX TposgBie-
Huit, [Tpoaarnc MHUTpaabLHOTO KianaHa BCTpeyaeTcs npu-
MepHO v 25% 00BHBIX. BHYTpUYEpErHble MelIoTYaThie
AHEBPH3MBblI — ¥ MHOTHMX 00IbHBIX. MCTHHHAS 4acTOTA MX
HeM3BeCTHa. HO oleHuBaetca B 40% [27. 50].

Junddepennnanbnbit marno3. OcHopHbie 3a601eBd-
HMS. OT KOTOPBIX Hano audgepeHiiMpoBaTh ayvToCoMHO-
JOMUHAHTHBIA MOJIMKHUCTO3 TIOYEK, 3TO MPUOOpPETEHHbIE
KMCTBI TMOYEK M avTOCOMHO-PELeCCHUBHBIH TOIMKHUCTO3
nmouek. B oboux cayyaax HeoOXOIMMO 3HATE MCTOPHUIO
3ad0.1eBaHMs. BKIIOHas ceMeiHbiif aHamHe3. [1pu BbisiB-
JIEHHH V B3POCIbIX VBEIMYEHHBIX MOYEK C MHOXKECTBEH-
HBIMH KHCTAMM ObIBAET TPYIHO OMpeaeiUTb. SIBISETCS
JIM 3TO aYTOCOMHO-IOMWHAHTHBIM TIOTMKHUCTO30M TOYEK
WM MPHOOPEeTeHHOMH KHCTO3HON 00Je3HLI TMouYek.
B 370l cuUTVALMM MOXET TIOMOUYb MHKPOCKOMHUYECKOE
HCCIeI0BaHME: MPH MPHOOpPeTeHHOM KMCTO3HON DoJes-
HU O0:blle BBIPAXKEHbI TMMEPILIA3Hs BbICTHIAIOLIETO MX
3MHTEINSA U MANULIgpHble oOpasosanuda. [Tpu avrocom-
HO-peLIeCCUBHOM MOJIMKMCTO3E IMOYEeK HAa Makporperna-
paTax KMCTb! MPOJOJArOBATLIC M WAVT MEPrNeHIHKYJIAPHO
MOBEPXHOCTH KArcy/lbl. TAK KAK OHM TPEICTABISIOT CO-
00i1 paciumpeHHble cobuparteibHbie TPYOKH. H TOYKH,
Kak MpaBKH.I0. HE TaK CUILHO YBEIMYEHbl. KakK IIpH ayTo-
COMHO-JIOMHHAHTHOM.

HACNEACTBEHHbBIM IOHOLLECKHA
HEDPOHO®TU3 — MEAYNAIPHBIM KMCTO3 MOYEK

DT1a rpynna 3abogeBaHuil 0OBIMHO HOCHT HACIeICT-
BEHHBbII XapakTep © [MPOABIAETCS Ha PAHHUX CTAIMX
COJEBBIM MCTOLLEHHMEM. HapyIUeHHEeM KOHLEHTPUPOBa-
HUS MOYM M APYTHMM KaHaTbLEBbIMH IUCHYHKLIMAMU,
MO31Hee — MATEHBKMMH pa3MepaMu MoyYek. 4acTo C Me-
AVAJAAPHBIMM KMcTaMH, Y 4acTU GOJBHBIX MOXKET ObITh
ropaxkeHue M Apyrux opraHoB. HaciaeacTBeHHbid 10HO-
wecknit HedpoHohTH3 00BLINHO BCTpevyaeTcs y eTeil. a
MEAVLTAPHBII KHCTO3 T0YeK ¢ Pa3IM4YHbIM THIIOM Ha-
CIeI0BAHUSA — Y MOJ0ABIX B3pOCIbIX. 3ab01eBaHue Tpa-
JMUMOHHO paccMaTpuBaercs TMD0 Kak olIHa u3 dhopm
MOJIMKUCTO3a Movek, anbo, ucxoas M3 Mopdoaoruye-
CKOil KapTHHbI. Kak oIHa M3 (opyM XpPOHMYECKOro WH-
TepcTHUMAIBHOTO HedpuTa [61].

JTHOMOTHA W nartorede3. BoIBLWIMHCTBO ciyyaes —
HACeICTBEHHBIE. XOTA BCTPEYAOTCA M Cropaluyeckue
cayyau 3adoieBaHus. AyTocoMHO-peliecCHMBHas ¢opma.
M3BECTHASl KAK HACIEICTBEHHBIt IOHOLWIECKHIT Hedpo-
HOMTH3. BCTPEYAETCH TMPEeMMVILECTBEHHO V JeTeiil. co-
cTapIsgeT npubdansnTeIbHo 67% OT ONMMCAaHHBIX CIVYaeB
I MPOABIAeTCS 00LIYHO B MEepBOil Jekale KU3HI. AVTo-
COMHO-I0MHHAHTHAS dopya. M MEIV.LISIPHBIT KUCTO3
MoueK. — 3a00.1eBaHHE B3POCIbIX. HAYMHACTCH OObIYHO
B TpeTheli 1ekaie. BO3MOXHO. UTO cnopainyeckue ci1v-
Yyal MpeicTaBIaioT Co00i HOBYIO JOMHUHAHTHYIO MyTa-
K. [eH 1M reHbl. ¢ KOTOPLIMI CBS3aHO 3ad01eBaHme.
He naeHTHdMwposanbl [61].

He vcTaHoBIeHO Takike. Kakoil aedekrt sBisercs
MEPBUUHBIM. OIHAKO B HECKOILKHMX MCCIEI0BAHIAX Bbl-
SIBJEHbI 3HAYMTEIbHBIE H3MEHEHMS 0a3aIbHbIX MeMOpaH
KAaHA1bLEB. KOTOPBIE MOXKHO paccMaTpMBaTe Kak MpH-
YHHY KIMHUYECKMX TIPOSABICHWIT 1 MOP(OIOTHUYECKHX
H3MeHEeHHUIT.

“Mopdoaorugeckue nsmenenust. M3 HazBaHus 3adose-
BAHWUA SICHO. YTO MOYKH — MAJICHbKME M CMOpLIEHHbIE
(HedpoHodTH3. TepMHH «bTH3» 03HAYaeT aTpoduio).
910 0COOEHHO BbIPAXEHO MPYU LIUTEIBHOM TEYEHHUM 3a-
osiepanuga. KUCThl pacriooXKeHbl. J1aBHbIM 00pa3oM, B
KOPTHKO-MEIVTAPHOM COEIMHEHMMK. XOTS BCTPEHAKTCS
1 Gonee rvOOKo JexalluMe MeayuispHble KucThl, [Tpu-
MEpHO B 23% cayvaeB KUCT HET.

[Tpu MUKPOCKOMHMKU TUIMTUYHBIM TPAAMLIMOHHO CYMTA-
etca (udPO3 UHTEPCTULIMA U aTpohHs KaHATBLEB KOPKO-
BOTO €105 CO 3HAYMUTEILHO VTOMIUEHHLIMH 0a3albHbIMK
MemOpaHaMu KaHaisueB. B ¢ubpo3uMpoBaHHOM HHTEp-
CTUUMK — auMbouMTapHble MHQIWILTPATEL Pa3Hoil CcTe-
neHu BbipaxkeHHocTH [61]. KucTsl BBICTIAHBI YILIOLIEH-
HbIM IMHUTEIMEM W UMEKOT VTO/ILEHHbIE §a3aibHbie MeM-
opanbl. TpaaMUMOHHO CUMTAETCA. YTO KHUCThI BO3HMKAIOT
B JIMCTATbHBIX M3BWMTHIX KaHaibLlax M COOMpaTeIbHbIX
TpyOKax, 0IHaKo B 00.1ee COBPeMEHHbIX paboTax 3To Tpa-
IMLMOHHOE TPEeICTABIAECHME MOaBepraeTes cCoMHeHHo, K
MPH CBETOBOM. W MPU 3JEKTPOHHON MUKPOCKOITUH MOXK-
HO BBIABMTE CVILIECTBEHHBIE M3MEHEHMS TAKKE B BbITJIsA-
JAIMX HOPMAdbHO KaHajibuax. basaibHbie meMOpaHbl
KaHa/bLUEB MOTYT ObIThb Pa3HOiM TOJLIMHBI — OT YPe3Bbl-
YaiiHO MCTOHYEHHbIX 10 CHABHO YTOMIIEHHBIX. [TpH 318K~
TPOHHO-MHMKPOCKOIMHYECKOM MCC/AENOBAHMM BHIHO. YTO
VTOIUIEHHBIE MeMOpaHbl 4acTo OBIBAIOT MHOTOCIO0HHBI-
MH. B OJHOM M TOM K€ KaHa’blle BCTPEUAIOTCS OJIHOBpE-
MEHHO M TOJCTbIE. U TOHKWE YYACTKH. YACTO C PE3KHMMH
nepexonayu [14. 32]. B GoablIMHCTBE C/y4acs B HHTEP-
CTUIIMM JeXaT ckoruieHus 6Henka Tamma—Xopedaita
[14. 63]. Ipeanoaaraercs, yTo NMEPBUYHBIM AePEKTOM AB-
JsieTcsl HapylieHue gopMmupoBaHua OasanbHO MeMbOpa-
Hbl KaHajIbleB, W CBSI3aHHAsA € 3TMM C€1abOCTh CTEHOK
KaHAblER MOXET CrocobCTBOBATH 0OPA30BAHMIO KMCT.
[MToxosxke, uTO 3TH TOHKME BazanbHble MeMOpaHbl KaHATb-
LB OYeHb XPVITKHUE. YTO TIPUBOANT K pa3pbiBaM KaHaTb-
LeB € VTEYKOH COIEPXMMOT0 B OKPVKAIOUIMI WHTEPCTH-
uuii [14]. MHorocofiHble Ga3aibHBIE MeMOPaHbI MOTYT
00pa30BLIBATLCS B pe3vibTaTe HanIacTOBAHUA TOHKHX
fazanbHbIX MemOpaH. ClaeayveT OTMETHTh. YTO M3MeHEeH-
Hble DasajibHble MeMOpaHbl KaHATbIIEB HE BCETJa CBA3bI-
BalOTCSA C AHTH-CBIBOPOTKOM K Da3aibHOM MemOpaHe. 4yTo
VKA3bIBAET HA OTCYTCTBME B HUX KAKMX-TO KOMITOHEHTOB
HOpMaibHOM Ga3aibHOi MenmbOpanst [14, 32].

Juddepenunansusiii auarnos. Mopdoaor aomkeH
anddepeHumposath HeGpoHO(PTUI M MEAYIIAPHBII KH-
CTO3 NMOYEK OT HeCKOIbKUX 3aboieBanuii. Makpockormnu-
YeCKM. 0 MPH3HAKY HATMYNA KMCT B MO3TOBOM CJI0€, OT
MEIVIIAPHON TvOYaToi MOYKM (MOAMKMCTO30M TMHpa-
MIL1). KOTOpast XapakTepHu3veTcs paciuupeHneM codupa-
TEAbHBIX TPYVOOK MHUPAMHI B COUETAHHM C MHOXECTBEH-
HbIMH KHCTaMM. HO MPH MHKPOCKOIMHYECKOM MCCIe10-
BAHMH HeT M3MeHeHHil Da3aibHbLIX MeMOpaH KaHailbUeB
1 HET M3MeHeHHUIT B Kopkoeoym cioe. Haubozee TpvaHo.
OCOOEHHO 10 BUONTATY MOYKH. V DOILHOTNO ¢ SBHBIMU
KHCTAMH OTIMYMTE HeDPOHO(PTH3 OT XPOHHYECKOTO MH-
TepeTHUMaIbHOro Hedpura., TlocTaBUTh MpaBHIbHBbIIA
IMATHO3 TOMOXKET BbIBJIEHME W3MEHEHHH 0a3aibHbIX
MeMOpaH KaHabUEeB MPH CBETOBOMH W 31eKTPOHHON Mu-
KPOCKOMMH,

Kanunyeckne nposagienus. KinHuueckue npossie-
HHsl TTOXOXKM V aeTeil i B3pocabiX. [lepsbie CHMITTOMBI —
MOIMYPHS. MOJIMINNCHA. aHeMust. ¢1adoCTh. a30TeMusl.
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BreigBnsioTcss HapylleHWe KOHLEHTPMPOBAHMS MOYM M
HAaTPUEBOE UCTOLLUEHHE B PE3VJILTATE KaHAJIbLLEBBIX JMC-
(dyHkumnii. M3meHeHMs co CTOPOHBI KI1YOOUKOB BCTpeva-
10TCS He BO Bcex cavyasax. [MTopaxeHHo movyek MOTyT co-
MYTCTBOBATb M3MEHEHHMS APYTUX OPraHOB — ri1a3, cKeje-
Ta, TIEYEHW M TOJOBHOTO MO3Ta B PAa3HbIX COYETAHMSIX.
HaunGosiee M3BeCTHBIN U3 3THX PEAKUX CHHAPOMOB — pe-
THHOpPeHAIbHAS AMCIIIa3Ms — MpeacTasaseT codoil co-
YeTaHHe MOPAKEHHS MOYEK WM TameTOpeTHHAIbHOM Jere-
HepauMMu (HacieacTBeHHoe 3abojeBaHME CceTHaTKU C
MPEUMYILECTBEHHbBIM TIOpaXKeHHeM (DOTOPeLenTopoB M
MArMEHTHOTO 3nuTenus). TepMHHAIbHAs XpOHHYecKast
rnoye4yHasi HEAOCTATOYHOCTL MPU HeppoHO(DTH3E U Me-
DYIISAPHOM KHCTO3€ TMOYEK Pa3BMBAETCSl NMPUOTU3MTENb-
HO 4Yepe3 5 jer or mMaHHbecTallMy 3aboreBanunsa [61].

ONCINA3ZMA MOYEK

Jucruiazus moyek — 370 3abosieBaHMe, TPH KOTO-
poMm HapyuleHue auddepeHUMPOBKH MeTaHehporeHHO
TKAHH TPUBOAMT K TOPOKAM PA3BUTHS MOYEK C MOJIHBIM
MM YaCTUYHBIM OTCYTCTBHMEM HOPMAaibHbIX CTPYKTYP.
YpoaauBo pa3BUTHIH OpraH COCTOMT M3 NMPHUMHUTUBHBIX
[POTOKOB U TMAJMHOBOTO XPsLLA.

Iucnnazus noyek — BPOXAEHHBIN MOPOK, KOTOPbIi
04Y€Hb YaCTO COYETAETCHA C IPYVIMMHM AaHOMAJIUAMM MOYe-
BbIIEIUTENLHOM CHCTEMBI, 00BIYHO C HEKOTOPOI cTemne-
HbIO OOCTPYKLUMK. XOTs AMCTIIA3MA MOXKET ObITh M KOM-
TMOHEHTOM HEKOTOPbIX HACIEACTBEHHBIX CUHIPOMOB, BCE
e 310 3abosepaHue B OOJIbLIIMHCTBE ClyYaeB He Hacael-
cTBeHHoe [8, 9].

DT1Honorua n naroreHes. CoueTaHue y GONLIIWHCTBA
GOJIBHbIX AUCTINA3UK TTOYEK C APYTUMM aHOMATUAMH MO-
YEBbLIEIUTEBHON CHCTEMBI TIPMBEIO K TPEICTaBIAEHHIO
O TOM, YTO MPOMCXOAMT HapylieHuWe HedporeHesa u no-
CIEOYIOLIEro pPa3sBUTHA MOYEK TMOoA JeHCTBHEM KaKHUX-TO
¢axTopos [35]. -

Mopdonornyeckne wu3meHenus. Jucrazus mouex
OBIBAaeT OAHO- MJIW ABYCTOPOHHEMN, MOXET ObITh KUCTO3-
Hasl AMCTUTa3ust wid artasus. Kpome Toro, aucriiasus
MOXKET OXBATbIBaTh LIETYIO TIOYKY WM YacTh €e (06bIYHO
BEPXHHMI1 TIONKOC B Pa3lBOEHHLIX TOYKAX C 3IKTOMHYE-
CKHM YpeTepouene).

TunuyHO, HO HM B KOeM ciyyae He 00s3aTeabHo,
4TO MaKpPOCKOTIMYECKM TMOYKa BBIMIAAMT Kak Ooiabluoe
becchopmeHHoe 0O6pa3oBaHHEe ¢ MHOXECTBEHHBIMH KHMC-
TaMM  (MyabTMKMCTO3Has aucniaasus). Kuctel Mmoryr
OBITh PA3HOTO pa3Mepa. OT HECKOJIbKHMX MITIHUMETPOB 10
HECKO.IbKHX CAHTMMETPOB. U PACTIOIOXKEHBI Mo nepude-
pUK BOKpYr 00jee KOMTMAKTHOTO LEHTPaTLHOTO fAapa.
[TpakTH4yecKku Bceraa COMYTCTBYVET aTpe3us MOYeTOYHM-
Ka M YalleyHOo-JoXaHOYHAs OKK1103usA. HYacro yovetou-
HMKa HeT Boodule. [pu anaacTHYeCKOI AMCTIIA3UH MoY-
KM MPeICcTaBIAOT coD0H MaTeHbKUE. TUIOTHBIE., Henpa-
BU.IbHOM (hopMbl WHINKOBUIHBIE 0Dpa3oBaHusl ¢ aTpe-
3ueit MOYETOUHHMKOB.

MUKPOCKOTMYECKH KPHTEpHEM SBISIOTCSA TPUMHU-
THBHbIE MPOTOKH. BbICTIaHHbIe HeauddepeHunposaH-
HBIM UMIWHIPHUYECKHUM 3MUTETHEM WM OKPYKEHHbIE KOH-
LEEHTPUYECKUMH CIOAMU COEIMHUTEIBHOTKAHHBIX BO10-
KOH, CpelH KOTOPbIX BCTPEHAKOTCH M IIAXKOMBILIEYHbIE
KJIeTKH, [1pM MYIbTMKHCTO3HOM BapMaHTEe 3TH NPOTOKH
KMCTO3HO paclumpeHbl. XapaKTepHbl MaleHbKHe OCTPOB-
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KW rMatuHoBoro Xpswa. HopmanbHbie cTpyKTYpel Hed-
poHa BcTpeyatotcs peako [8, 9].

HMuddepenumanshblii auarno3. Makpockonuueckue u
0COOEHHO MUKPOCKOMHMYECKUE MPU3HAKK 3TOro 3adone-
BAHUS TTATOTHOMOHWUYHBI.

Kiunuyeckue nposiBienns. [IBYCTOpOHHsAS aMCIIIa-
3Ms TIOYeK HECOBMECTMMA C JXXM3HBIO, TaK KaK TakKue
NoYykH He MYHKUMOHUPYIOT. OIHOCTOPOHHSAS ANCTIIA3MS
MOXET ObITh OECCUMNTOMHOM. HO €CJTH 3TO YBeIUUYEHHas
MYJABTMKUCTO3HAs MOYKA. TO MPU PYTUHHOM 00cieqoBa-
HWUM pedeHKa ee MOXHO MajJbMUpoBaTh Ha (riaHKe Xu-
pota. Kak 6pio cka3aHo Bblile, 0JbLIMHCTBO Cily4aes
JIMCTIIA3UM CTIOpaIMyecKue, a He HaciaelacTBeHHble. On-
HAKO KHMCTO3Has OMCIIa3Md MOXET BCTpeuaTbhcs M Kak
OIMH M3 KOMIOHEHTOB MHOIHMX HACIEACTBEHHBIX CHH-
IpOMOB, BKItodas cuHapoM Mekkeiasa (Meckel), cuHo-
HuMbl — cuHapom [pydepa (Gruber). cunapom Mekke-
as—Ipydepa ¢ mukpouedameil U 3a1HUM 3HUedaTOLE-
ne: cuHapoM Kena (Jeune) — 3aTpyIHEHHOE AbIXaHUE B
CBA3H C OTPaHMYEHHEM [MOABVKHOCTH IPYAHON KIETKH
BCJIEACTBHE XOHAPOAUCTPODHHUYECKON AUCMAA3MU: Leped-
porenatopeHaibHbid cuHapom Lleaneserepa (Zellweger)
[9]. 3nokauecTBeHHbIE HOBOOOPA30BAHUS B IHUCIUIACTHY-
HBIX TTOYKAaX OMMCHIBaKOTCA peako [35].

CUMHIOPOM ANBMOPTA

CuHapoMm ANBNOPTA. TAKXKE M3BECTHBIM Kak Hacien-
cTBeHHbliH HedpuT, oot Briepssie onucad L.G.Guthrie B
1902 r. [33]. DrTo HacmencTBeHHoe 3aBoneBaHHE C Mep-
BUUHBIM nedexkTom Komnarena IV Tuma B GasanbHOM
MeMmOpaHe KJIyDOYKOBBLIX KallWIASAPOB, MPOSBISIOLEECS
rematypueit. HapyweHune Ouoxummuyeckoro cocTapa
KOJIIareHa TPUBOIMT K MOP(OIOTHYECKUM HM3MEHEHUAM
0azaibHONW MeMOpaHbl — MCTOHYEHMIO. YTOMILLEHMIO M
ciouctoctd. OueHb YacTblif KOMIMOHEHT CUHAPOMA AJib-
ropra — CHUXEHWE Ciyxa, pexe — aHOMaIWW rIi1as3
(chepodakus, BpoxIeHHads KatapakTa). V MaJlb4HMKOB
3aboseBaHMe NpoTeKaeT Tsixkeiee [3].

Eannoit knaccudbukaumu cuHIpoMa AlbLIOPTa HET,
XOTsl CO3JaI0TCS KJIACCH(MKALIMM,. OCHOBAHHbBIE HA TH-
nmax M3MEeHEeHHs! KoUlareHa M TUTIAX HAClel0BaHMS. Tak
KaK B MocjeaHee BpeMs CTaau 0071ee SCHBLIMU FeHeTHKa
1 OHOXMMHUS CUHIpOMA.

DTHonorHsA M NaToreHe3. boJbLIMHCTBO C1y4yaeB CHH-
apoMa AJeropra cB3aHbl ¢ X-XpOMOCOMOWH — 3TO H0-
MMHAHTHbIM MPU3HAK. BO3HWKAKOWIMN B pe3vibraTe Je-
aeuMu uau tovedHoi myraunu reHa COL4AS B oBaactn
Xq22 aauHHOro maeua X-xpomocoisl |3, 25]. 3naun-
TEIBHO pexe CUHAPOM AJBMOPTAa HACIEIVeTCH MO ayTo-
COMHO-I0MMHAHTHOMY, €lie pexe — [0 avVTOCOMHO-
peueccuBHoMy THy. [1pn cuHaposie AabnopTa. cBsA3aH-
HOM C X-XPOMOCOMOIi. BbISIBIEHBI U3MeHeHus aibda-3-
uenu koaiareHa IV tuna. Koaaaren IV tuna — ocHoB-
HOI COCTABHOf 3:71eMeHT 0a3zaibHbIX MeMOpaH KiIvoou-
KOBBIX KaMMIIAPOB. COIEPKMT IBe aibta-l- u oIy
atba-2-uenu B TPOiHOIN crimpain. B HasaibHbIX Mewm-
OpaHax KIyDOMKOBBIX KAl LISIPOB MPeICTaBIEHbl TAKKE
TpoltHble cripaiu koatareHa IV Tuna. cocroduine w3
anbda-3-.. ainca-4-. ainda-5-uemeit. Koraa ren
COL4AS u3meHeH. aabha-5-uenu HeT MJIM oHa He Mo-
XKeT cthopMHpOBaTh CMHMPaib C IAPYTHMH LEMAMHU. HTO
MPUBOIMUT K (HOPMHPOBAHHIO H3MEHEHHBIX BGa3albHbIX
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MeMOpaH ¢ oTcyTcTBHeM aikta-3-, anbha-4-, aibda-5-
uerieit [39. 41]. Yepe3 HeckoibKO jeT U3MeHeHus Oa-
3abHOM MeMOpaHbl MPUBOAAT K HapylleHWI0 M3bupa-
TeJIbHOW TMPOHMLIAEMOCTH TJIOMepY/IspHOro (uibtpa M
K1yBOUKOBO#H (GUABTPALMKM, TOSBIAEHHIO Mopdoaoruye-
CKHMX M3MeHeHMit. He uckioueHo. yTo BeneacTeue 6mo-
XUMHYECKUX JeeKTOB MPOUCXOIUT HAKOIJIEHUE TakKe
IPYTUX KOMIareHOB B HEOOBIYHBIX KOJMYECTBAX WM B
HEOOBIYHOI JOKaIM3alMu, M HApacTaeT CMOPLUMBAHHE
kKiyboukos. MHTepecHO. 4TO NpH cHHIpOME AJbIopTa
HeT anbta- 3 (IV)-uenu, KoTopas COXEPXMT aHTHIeH
['yvanacuepa (cMoTpu aHTH-I BM-Hedpur).

Mopdonornueckne wnaMeHenus. CBeTOOTITHYECKHE
HaxXoAKH Mpy CHHApOME AJbNOpTa HecrmeuM@UuHbl H
OBIBAIOT pa3HBIMM B 3aBUCHMMOCTH OT TsKecTH 3a0oneBa-
Husi. B camoM Havase 3aboneBaHMsl eIMHCTBEHHBIM
NMPU3HAKOM MOXeT OblTh Halu4ue (GeTanibHbIX KiIyoou-
KOB C MaJeHBKUMH HE3PeIbIMH KPYIIIBIMU MOI0LUTAMM
[34]. BcTpe4aioTcs 3pUTPOLIMTEI B TMPOCBETAX KAHA/IBLIEB
WM TEHUCTBIE KIeTKM B MHTEpcTHUMHU. CO BpeMeHeM B
KJ1YO0YKaxX TTPOMCXOIUT YBEIMUYeHHE KOJIMYECTBA Me3aH-
rMajJIbHOTO MaTpuKca, MHoraa co ¢;i1abo BblpakeHHOM
CErMEHTapHOM TMMEepPKIETOYHOCTLIO Me3aHrusa. CTeHkKH
KATIWJIJISPOB  CTAHOBATCS VTOJNLUEHHBIMM, WHOrga c
JBOWHHBLIM KOHTYpoM. B manbHeitiiem passubaetcsi ¢o-
KaJTbHbIH M CErMEHTAPHBIH TIOMEPYJIOCKIEPO3 (MCTO0b-
3yercs 3leCh KaK OMUCATEIbHBIM TEPMUH) CO CIIadeHHeM
KIyOOYKOBBIX KaNWJUISIPOB, MHCYAATUBHBIMHA M3MeHeHH-
SIMM M cpalleHHsaMi ¢ boymeHoBo# Karicya0i, Kak Obi-
BaeT NpH MAHOMaTHYecKHMX (opmax (okaibHO-cerMeH-
TapHOro riaoMepyrockiaepo3a. [loayayHus BO3HMKAIOT
peanxko. [1o mepe mporpeccHpoBaHus 3abosieBaHusi yBe-
JIMYMBAETCS YMCI0 MOJIHOCTBIO CKIEPO3UPOBAHHBIX KITY-
0D0YKOB, B WTOTE pPA3BMBACTCS TEPMMHAIbHAS XPOHUYE-
cKasl rnoveyHas HeI0CTATOUHOCTb. MoryT ObITh aTpodus
KaHaIblLeB ¥ (pUOpPO3 MHTEPCTULIMS, BBIPAKEHHOCTh KO-
TOPBIX HApacTaeT o Mepe MporpeccMpoBaHua rpouecca
B KIYOOYKAX, YaCTO BCTPEYAIOTCS MEHMCTble KIETKH B
uHrtepcTiumiu, [lo3xe pazpusaercs HedpPOCKIEPO3.

BOABIIMHCTBO U3MEHEHUIA, BBISBIAAEMBIX TIPH HMMY-
HO(II0OPECEHTHOM MHUKPOCKOMWUH, HecreunpUHHbBl —
3T0 oThnoXxeHusa IgM M KOMITOHEHTOB KOMILIEMEHTA B
cerMeHTax ckieposa, pasdpocaHHoe c1adoe Me3aHTHalb-
Hoe okpaluuBaHue IgM 1 IgM B cTenkax aprepuo. -
ATHOCTMYECKH 3HAYMMO OTCYTCTBME OKpallMBaHWs Ka-
MWIAPHBIX MMETelb KIVOOUKOB ChIBOPOTKONM OOIBHBIX C
antu-IBM-3abo01eBanuem (conepxalleil aHTuTena K Oa-
3aJbHOM MeMOpaHe). TakK Kak TMpH cuHApoMe AJbnopra
B cocTaBe Ga3ajbHOM MeMmOpaHbl HeT aHTMreHa [vanac-
yepa. KOTOPbIi SABASIETCS KOMIMOHEHTOM HOpPMasibHOIM
DasaIbHOM MeMOpaHbl.

YToObl MOCTaBUTHL JAMArHO3 CHHIpoMma Ajbnopra.
HEOOX0IMMO 3J1eKTPOHHO-MHUKPOCKOMMUYECKOe MCCIe10-
BaHue. M3MeHeHMs riIoMepyaspHBIX 0a3aibHBIX MeMO-
paH ('BM) MOTYT BbisIBISTBCSI BO BCEX KIVOOYKOBBIX Ka-
NIIIApax UK Ha OTAeIbHBIX vuacTkax [62]. basaibHble
MeMOpaHbl MOTVT ObITh M TOHKMMM. W TOJICTbIMH — OT
60 10 1200 vy (HopmaibHas toawmHa FBM v B3poc-
abix — ot 340 10 360 HMm). VY pasHbIX GOIbHBIX TOILLM-
Ha 'BM MyoxeT pe3ko pazauuarsesa. B yToueHHbIx Da-
3a1bHBLIX MeMOpaHaXx BHIHbLI 3.1eKTPOHHO-TUIOTHBIE H
3J1eKTPOHHO-TIPO3payHbie CJI0M. YTO MPHIAET MeMOpaHe
CIOMCTBII BHA: B 3J1€KTPOHHO-MPO3PayHBIX 30HAX BCTpe-

YalTCs Kpyrible 06pa3oBaHMs pa3HOIl 3JIEKTPOHHOM
rioTHocTH pa3MepoM ot 20 10 90 M. CybGanutennais-
Hasl CTOPOHA CTEHOK KaruuisgpoB (ecToHYaTas U HepoB-
Hasi, BBISIBASIETCS] CAMSAHME HOXKOBBIX OTPOCTKOB IMOI0-
unToB. 115 cMHApoMa AJbIOpPTa HE XapaKTepHbl JeK-
TPOHHO-TUIOTHEIE ero3uThl. C MporpeccupoBaHMeM 3a-
OoNleBaHHUA BBIABIACTCSA YBEeJIMUEHME KOJIMYeCTBa Me3aH-
THaJTBHOTO MAaTPUKCA M M3MEHEHMS 10 THUMY (hOKaIbHO-
TO M CETMEHTAPHOTO TIOMEPYJIOCKIEPo3a.

Muddepenunaisupiii auarnos. [IuarHos cuHIpoma
AJLIIOPTa He MOXET ObITh MOCTABIEH MPH CBETOBON WM
MMMYHOMIII0OPECLIEHTHOM MHUKPOCKOMUM, TaK Kak MpH
3THX MCCJIENOBAHUAX KapTHHA JMO0 He OTJIMYaeTCcs OT
HOPMAIbHOM, 1100 MOTYT OBITh BbISABIEHBI U3MEHEHHs
1o TUMY (POKAABLHOTO M CErMEHTAPHOIO IIOMEPY/I0CK Ie-
po3a. [lpu cBETOBOI MMKPOCKOMUM HOPMajibHasg KapTH-
Ha MOXET OblTh W Tpu panHeil IgA-uedponatuu, Ho
€CTh XapaKTepHble UMMYHOMDIIOOPECUEHTHBIE MPHU3HAKH,

[Tpu yALTPaCTPYKTYPHOM MCCAEI0OBAHUM MPH aJeKO
3alUEILIUX UMMYHOKOMITIEKCHBIX 3a601eBaHUAX, HATPU-
Mep, npu IgA-HedponaTiu, TOXE MOTYT ObITb M3MEHe-
HUs DasasbHOW MeMOpaHbl, CXONHBIE C M3MEHEHHUAMH
Npv CUMHIpOME AJbITOPTa, HO, KpOMe TOro, obsA3aTelbHO
eCTh NMPU3HAKK OCHOBHOro 3aboneraHus. Eciau m3ameHe-
HUSL TIPM CHMHIPOMe AJBMOpPTA TPEACTABIEHBl TOJLKO
TOHKMMH 0a3ajibHbIMH MeMOpaHaMu 0e3 CIOMCTOCTH M
(becTOHYATOCTH, TO ero ObIBaeT HEBO3MOXKHO OTIHYMTHL
ot 6oie3HH TOHKHX MemOpaH; nposectd awvddepeHLm-
anbHbI IMATHO3 B 3TOH CHTYallMH TIOMOTYT KIMHUKO-
MOpGONOrMYecKHe COMOCTaBAeHHUS U TIATEIbHOE H3yue-
HHE CeMEeIHOro aHaMHe3a. a TAKXKe OKpallMBaHWe Ipe-
naparoB ouonTarta nouyku antu-I' bBM-aHTUCBIBOPOTKOIL.

Knnumyeckne npossienns. 3abogeBaHie HauWHAETCS
paHbile W MpoTekaer OoNiee TAXEN0 Y MajlbYyUKOB, MPO-
SIBISIETCA CTOWMKOM MMKpOreMaTypHueil, MHOTIA C 3MU30-
JaMKM MakKporeMaTypui. Y TeTepO3WroT XXKeHCKOro roja
MOXKET ObITh HEMOCTOsIHHAS rematypus. BeiuuuHa rpo-
TEMHYPUM CBA3aHA CO CTEMEHBID CIOMCTOCTH 0a3aabHOI
MemOpaHsbl [6]. [lpotenHypus M apTepuajibHas THIEp-
TEH3MUs MOSBJISIOTCH ¢ HAYAIOM CErMEHTApHOTo CKiIepo-
3a. XpoHHYECKAasd IMoYeyHas HeJOCTATOUHOCTh pa3BHUBa-
eTcsa YV MYXUYHH B MEpPUOI OT TPeTheit 10 4YeTBEpPTOM Ie-
Kaabl KU3HU, Y 15—30% 60abHbIX ¢ CHHAPOMOM AJib-
MopTa BCTPEYAKOTCS [J1a3HbIe CHUMIITOMbBI, B YACTHOCTH,
nepeaHMid TeHTHKOHYC.

EQMHCTBEHHOE JeueHMe NP CUHIpoMe AJTbropTa —
TPaHCTIIAHTALIMS MOYKM. 3ab0j1eBaAHUE HE MOXET peLu-
JMBUPOBATE B TPAHCTIIAHTATE, TOCKOIBKY 3TO TeHEeTUYE-
CKM 00VCIIOBJEHHAs aHoMaTHs basanbHbIX MembpaH. Ho
TAK KAK B HATMBHOI MOYKE pPEUMNUEHTA HeT aHTHreHa
[yamacyepa. v 3THX OOIbHBIX €CTh 3% PHCK pa3BHTHA
aHTH-I'BM aHTUTEIbHOTO riomMepyioHedpHUTa B J10HOP-
CKOM [TOYKe, KOTOpas COJepKWT 3TOT aHTureH [37].
Puck Ooabiie v DOIBHBIX C paHHHM HA4YaT0M XPOHMYE-
CKOIf mo4eyuHoit HeqocTaTouHOCTH — 10 30-71eTHero Bo3-
pacta. Autu-I'BM anTHTe IbHBLI HedpUT BO3HMKAST B
TeYeHHe TEepPBOro roia rnocie TPAHCILTAHTALMM H 4acTo
NPUBOINT K MOTepe TpaHCcnIaHTaTa.

BOJIE3Hb TOHKKMX MEMBPAH

EauHcTBEHHOE HM3MEHEHHMe TpH 3ToM 3abonesa-
HHM — HMCTOHUEeHHe 6a3anbLHOIl MeMOpaHbl KI1YDOUKOBLIX
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KaruuisipoB. YTO MPOSBAAETCA reMaTypueil MiaM mporte-
uHypueit. 3aboneBaHMe MOXeT ObITh HACTEACTBEHHBIM M
HeHacaencTBeHHbIM. OHo BeisBasercs y 20—25% 6onb-
HBIX ¢ BeccUMMITOMHOI rematypueil u y 3—9% mioneit B
nonyasauuu [20].

3aboneBaHue MOXHO KiacCU(HUMPOBATH HAa OCHO-
BaHMM aHAMHe3a Ha HACAeJCTREHHYIO M CITOPaIUYeCKYIO
dopmbr [21, 44, 56]. Hacnencteennasa dopma 6biia Ha-
3BaHa J0OpOKaYeCTBEHHOM HACAeICTBEHHON reMaTypu-
eil. OaHako cxomHas Mopdonoruyeckas KapTUHa MOXeT
BCTPEYATHECS W MPU PAHHUX TIPOSIBIEHUSX CHHIPOMA
AJIBIIOPTA, KPOME TOTO, He BCEraa yaaeTcsl cobpath noa-
pobHo cemeiiHblil aHaMHe3. Takum o0pa3oM. Bce Cay-
4yau, rie eIMHCTBEHHBIM H3MEHEeHHUEM SBIAITCA TOHKHE
Ga3anbHBle MeMOpaHbl KIYOOUKOBBIX KaNWUIAPOB, Cie-
JveT cyuTaTh 00JIe3HBbI0 TOHKMX MeMOpaH. OnperenuTsb
B 3TO# CUTyauWM, Kak 3aboieBaHue OymeT IMpOTEKATh
najnblle, MOXKHO TOJBKO Ha OCHOBAHMHM KIMHHMUYECKOTO
HaGIooeHUs B IMHAMMKE,

Drtonorusi u mnarorewes. HacneacrtseHHas dopma
001e3HM TOHKMX MeMOpaH 0OBIYHO MepexaeTcs Mo ayTo-
COMHO-JAOMHHAHTHOMY THIY, XOTS OMHCAHO HECKO.JIBKO
cIy4yaeB ayTOCOMHO-PEeLIeCCMBHOro HacjenoBanus [21,
44, 56]. I'eHeTHKa cropallyecKMUX CIy4aeB HeM3BECTHa.
TaK KakK 3TO 3aboJjieBaHWEe H3y4YeHO He TaK TMOAPOOHO.
Kak cuHapom Ajenopra. IlatoreHes Taxoke HesaceH. ba-
3ajbHEIE MeMOpaHbl, BUIMMO, COCTOST M3 HOPMAaJIbHBIX
KOMITOHEHTOB, XOT# €CTh JaHHBIE. YTO KosuareH IV tu-
na BCcTpeyaeTcs B HeoObIUHOM dokaau3aumu [1].

Mopdonoruueckne usmenenus. [IpU CBETOBOM MMK-
POCKOMHHM OOBIYHO HET M3MEHEHMil, KpoMme eIMHUYHBIX
SPUTPOLMTOB B NMPOCBETaX KaHaibleB. B peakmx ciyua-
X BCTPEYaeTcs He3HAYMTENIbHOE paclIMpeHHe Me3aHTHs
0e3 3HAYMMOTO VBEJIMYEHUST KIeTOUHOCTH. MoOryT OBbITh
M3MEHEHMS, CBA3aHHbBIE C APYIrUMH 3aboneBaHUsAMHM, Ha-
npuMep, MieMuueckue uaMeHeHmna. MmmyHodumoopec-
LEHTHasd MUKPOCKOMUSA oTpuuateabHas. [Ipu obpaboTtke
K1y0oukoB aHTU-I BM-aHTHUCBIBOPOTKOH MPOUCXOIUT
HOPMaJIbHOE CBA3bIBAHME B OTIHYME OT CMHIpPOMA AJlb-
1OpTa, MPH KOTOPOM BO MHOTHX CiIydasx HET CBA3bIBA-
HUS WM OHO CHHXEHO.

Ipu 21eKTPOHHOM MMKPOCKOIMM BLISIBASETCH MCTOH-
yeHMe Beex 0a3aabHbIX MeMOpaH MM Ga3aibHBIX MeMOpaH
HEKOTOPbIX KAMM/UIAPHbIX meTelb — a0 60—80 HMm no
CpPaBHEHHUIO C OOBIYHOI TOIILMHOI V B3pOCIBIX, PaBHOIA
340—360 HM. YTOOBI MTOCTABHThL AMArHO3 001E3HM TOHKHX
MeMOpaH, CpeaHss TOJIIWHA MeMOpaHbl ¥V B3pPOCIBIX
J0;kHa ObITh MeHee 250 HM, v deteit — meHee 200 Hwm [48,
60]. McToHYeHHe CBA3aHO B OCHOBHOM C YMeHBIIEHHEM
wupuHel lamina densa [7].[110THOCTL MeMOpaH 0ObIYHAS,
HeT CIOMCTOCTH. TUIACTHHYATOCTH M CVO3MUTEIMATLHOI
tecToHuaTocTH. HOXKKOBbIE OTPOCTKH TMOJOLNTOB HE W3-
MEHEHbI. HET M3MEHEHMIt M B Me3aHTHAIbHbLIX 00,1acTsX.
HET 3.1eKTPOHHO-TI.IOTHBIX JIETO3UTOB.

HMuddepenunansupiii anardo3. [loxoxkasi cBeToonTH-
YyecKasi KapTHHA MOXKeT ObITh TIPH CHMHAPOME AJbIOpTa U
c1ado BelpaxeHHol IgA-nedponaruu. He Hamo nposo-
auTth anddepeHUHaIbHbI IMArHO3 ¢ rioMepyioHehpu-
TOM C MUHMMAIbHBIMY U3MEHEHUSAMM, TIPU KOTOPOM KI1V-
OOYKHM TOXE BBILIAIAT MPH CBETOBOM MMKPOCKOMUM HOP-
MaJbHBIMM, TAK KakK MpH 00J€3HH TOHKHMX MeMOpaH ¥
00ILHBIX He ObiBaeT HedpoTuyeckoro cunapoma. dud-
deperunpoBaHue ¢ lgA-Hedponatieil — Mo daHHBIM
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UMMYHODTIOOpECLIEHTHOM MUKpOCcKomuu, YTodsl mocTa-
BWThL JHMarHo3 00Je3HW TOHKUX MemOpaH, HeoOXoaMMma
INEKTPOHHAS MHMKPOCKOMMA, OAHAKO M3MEHEHHST MOryT
ObITh MAEHTHYHBI M3MEHEHUAM TIPU PAHHMX TIPOSBICHU-
gx cuHapoma Asnbroprta. B aToMm cliyyae MOTYT MOMOYb
ceMeiHbIf aHaMHe3, oOKpalluMBaHWe OuomnTaTa aHTH-
[BM-aHTHCBIBOPOTKONH M KIMHMYecKoe HabnwaeHWe B
OUHAMMKE. TIPHYeM TIoCeIHee MOXET ObITh peluarolLmM.
Kaunnyeckne npossienns. Kinaccuyeckue npossie-
HUA DOJAE3HW TOHKMX MeMOpaH — CTOMKas WM HEernocTo-
SHHAA MUKPOTEMaTypus C AETCTBA, HO B HEKOTOPBIX CITy-
Yyagx MMKpOTeMaTypus HAYMHAeTCd BO B3pPOCIOM BO3pac-
Te. MOXeT ObITh IPOTEMHYPUS, KOTOpasi MHOTAA SIBJSIETCS
BEIYILMM TMPU3HAKOM. Y TakuX OOMBHBIX CIELYEeT MCKATh
cunapoMm Assnopta [2. 20]. [lporHo3 npu HMCTHHHOI
001e3HM TOHKMX MeMOpaH XOpOUIMi, ¢ COXpaHeHHeM
dyHakumnnu nouek. JleyeHns 3Toro 3a6oseBaHUS HET.

BOJNE3Hb ®ABPU

bBonesur @abpu — 3TO HacieacTBeHHOe 3a00eBa-
HHe, CBA3aHHOE C HEJ0CTATOMHOCTHLIO depMeHTa anbda-
A-TanakTo3uaaskl, ¢ MpeodsataHreM MoYeYHbIX, HEBPO-
JOTUYECKHMX M KOXKHBIX MPOSIBACHMIT, DTO OIUH U3 CY/Ib-
daTumo3os (COHUHTOIUNMUL030B) — OOJE3HEH TM30CO-
ManbHoro HakorieHusi. K 3Toii xe rpynne 3abonesaHuii
oTHocartcst 6ose3nb [owe (Gaucher) u 6ose3ns Huma-
Ha—IIuka (Niemann—Pick) [13].

Druosorus u natoredes. boresns Pabpu — 310 cue-
naeHHoe ¢ X-xpomocomoit 3abosnepanue. [ledekrHbiil
reH PpacrojioXkeH Ha UTHHHOM [UIe4ye X-XpOMOCOMBI,
Xq22>q24. Yawe BcTpeyaeTcs ¥V IOMO3MTOT MYKCKOTO
MoJia; y TeTEPO3UTOT KEHCKOTO Moad MOXKET MPOABIATh-
ca B pasHoil crenenu. Hedext depmeHTa NMPUBOIUT K
HaKOIUIEHHIO TIMKOCGHMHIOAMITMAA TPUIeKCco3uaLepa-
MHIA B Ma3Me, a Takke B TKAHSX B 3MMTEIHAIbLHBIX,
Me3eHXMMaIbHBIX M HepBHBIX KieTkax. [Ipenmyiect-
BEHHO TTOPaXKalTCA MOYKM, BereTaTMBHAS HEPBHaM CHC-
Tema, Koxa, cepaue M riasa [13].

Mopdoaornyeckue n3mMenenna. B moykax Tpurekco-
3WILIepaMuil HAKATUIMBAGTCS B OCHOBHOM B IMOJOLMTAX,
B MEHbILEH CTENMEHH — B 3MUTENMM IUCTANIBHBIX Ka-
Haables u netie lenne. Ha npenaparax. cloefaHHbIX M3
napaUHOBLIX CPE30B, MOPaXeHHbIE KJIETKH YBEIHUYeHb!
M COIEPKAT MHOXECTBEHHbIE OMHOTHITHBIC BaKyosau [13,
31]. ITo mepe mporpeccupoBaHusi 3a00/ICBaAHUS B KIy-
OOYKax pa3BMBAeTCd CErMeHTapHBbINM, a 3aTeM MOJHbIN
ckaepo3 [15]. BakyoausupoBaHHble KJIETKHM BCTPEUAlOT-
Csl TAKoKE B apTEPUMAX M apTepuo.1ax, MHOTIA B MHTEPCTH-
unn. Kiietoutble BKIOYEHUS HMEKOT NaTOTHOMOHUYHbIE
VIBTPACTPVKTYPHbIE TPM3HAKM, DTO Tak Ha3klBaeMble
MUEIHHOBbIE DUTYPBI — MHOXECTBEHHbIe Telblla C Ye-
PEAVIOILIUMHCS 3TeKTPOHHO-TIOTHBIMHK M [TPO3payHbIMH
CTOAMMU. PACMOAOKEHHBIMU KOHLUEHTPUYECKH HAH B BU-
Je 3aBUTYILEK. HATIOMUHAKLIME OKPACKY 3e0pbl.

Huddepenumanbhblii AHarHo3. YibTpacTPyKTYpHbIe
yepThl 001e3HM Padpu NpakTUUECKH MATOTHOMOHHYHBI.
OIHAKO CXOAHbIE. HO HE TAKHE BbIPAXKEHHbIE BKIIOUYEHUS
B MOIOLIMTAX OMUCAHBLI TMPH JIeYEHHH XTOPOXMHOM W ¥
HEKOTOPbIX BOALHBIX C TETOUHBIM CHINKO30M. BeTpeTHn
B OMonTaTe MOYKKU XapakKTepHble U3MeHeHus. Mopdosor
MOXET J10CTATOYHO VBEPEHHO MOCTABHMThH IMATHO3 M pe-
KOMEH/I0BaTh onpeaeieHHe albgha-raTakro3niassbl,
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Knunnyeckue nposisienus. [ToueuHbie nposBIeHMs
bonesHu Pabpu — 310 NMPOTEMHYPHUA, KOTOpast 0OBIYHO
HAYMHACTCH B TPETheH JeKale XH3HM, M HapacTaHUe TI0-
4YeyHOI HeIOCTATOYHOCTH /10 TEPMMHAILHOM, ¢ apTepHu-
al1bHOM runepreHsueit, 3a 10—20 get. Jluua Myxckoro
nona 00/el0T 0o0ee TSHKEN0, Y FeTepO3UroT XEHCKOTo
Toj1a MOXeT ObITh DeCCUMITOMHOE TeueHHe MM TOJBKO
nporterHypusi. Crieunduueckoit Tepanuu Het, 3¢ dek-
TMBHA TPaHCIUIAHTALMUS TOYKH. KieTouHsle W3MeHeHMs
MOTYT pPeUMAUBMPOBATL B TPAHCILIAHTATE, HO 0€3 Cylle-
CTBEHHBIX KIMHHYECKUX NposBieHuit [13].

COCYAUCTBLIE SABOJNIEBAHUSA

HE®POCKNEPO3 MPY AOBPOKAYECTBEHHOW
TMMEPTEH3UN, SMBONUA ATEPOMATO3HbIMIA
MACCAMMW

Hedpockiepo3 npu 106poKauyecTBEHHOM TeYeHHM
IUIePTEH3UM (CMHOHUMBI: «100pOKaYecTBEHHLIN» Hed-
pOCKIIepO3, apTepHOI0CKIepOTHUECKHid Hedpockiepos.
MEePBMYHO-CMOPILEHHAs TTOYKA) XapaKTepu3yeTcs H3Me-
HEHWAMH COCYIOB ITOYEK — apPTEPUOCKIEPO30M U apTe-
PHOJIOCKIEPO30M M CBA3AHHBIMM C HUMM MLIEMHUYECKH-
MW M3MEHEHUAMM KaHAJIbLEB, MHTEPCTULIMA M KIyHOu-
koB [37]. DMBoaus aTepoMaTO3HBIMHM MaccaMd — 3TO
3aKYIOPKA COCYIOB TOYEK MPUHECEHHBIM W OCEBIIMM
MaTepHaaoM aTePOCKIEPOTUYECKUX BisiLIekK.

Hedpockaepos npu nodpokauecTBEHHOM TeueHHH
THMEpPTeH3HH (MepBUYHO-CMOpIUEHHAA o4ka) Mopdo-
 JIOTHYeCKM W TAaTOreHeTHHYECKM OTIMYaeTcs oT Hedpo-
CKJIepo3a MpH 3710Ka4YeCTBEHHOM TUMepTeH3Mn, KOTOPLIiA
OyreT paccMOTpeH OTIenbHO. ATepoMaro3Hbie 3MOOIbI
MOTYT BCTpe4aThCsl B cocyaax narboro kanubpa.

Dtnomoruss ¥ naroredHes. Hedpockiepos obObuHO
TECHO CBA3aH C apTepHajbHON TUMEpPTEeH3Ueil, XOTH Y
MHOTMX DOJIBHBIX ¢ HedpPOCKIepo30M apTepHalbHOe Ja-
BieHUE MOXkeT ObIThb HOpMaibHBIM. [laToreHeTHueckue
MeXaHM3Mbl pa3BUTHs HedpocKiIepo3a NMPUHLUUMTHAIBHO
T€ XKe. YTO W ICCeHUMUATBHON TMMEePTeH3HH, U 31eCh Mbl
He OyaeM noapobHo MX paccMmaTpuBathk. Pa3Butuio cuc-
TEeMHO# TMIMEepPTeH3MM U HM3MEHeHMH B IOYKax MOryT
crocodcTBOBaTh reHeTnyeckue (aktopsl, (HakTOpsl OK-
pyXKauen cpeabl, CTapeHUe, peakuMs rIaakoil MycKy-

JaTVPel M SHIOTEAMA COCYIOE HAa BAa30aKTHUBHLIE Cl]aKTO~ )

pbl. & TaKKe HealeKBaTHBIE COCVIMCTBIE peakUuMu |
CTPYKTYPHBIE M3MeHeHHsl B CcTeHKax cocviaos [22. 33].
Buaunnio, neilcTBMe M B3aMMOICHCTBUE PA3HBIX MOBPEXK-
JalMx (PaKTOpOB B KOHLIE KOHUOB TMPUBOIMT K YTOJ-
LLEHUIO CTEHOK COCYIO0B C THUMepTpodueil WIu rumnep-
niasneil r1aIKOMbILEYHBIX KIeTOK Meanu, MX TMpoJin-
tepauny M MHTPALMK B MHTUMY. M M30BITOYHBIM OT10-
JKEHMAM  MaTepuaia 3KCTPaLe/LIIoIAPHOro MaTpUKca
[34]. [1aakoMbIlIEYHbIE KIETKH MOTYT pearupoBaTh He-
MOCPEICTBEHHO HA PACTSKEHWE CTEHKH COCVIa. BO3HI-
KAIOLLEe NP TIOBbLILUEHUK JaBIeHHs. a TAKXKE Ha LHPKY-
JIMPYIOLIME MM TOKAIbHbIE MHUTOTeHHble (hakTopbl. Ta-
KHMe Kak peHWH. anruorersuu I u svaorennu. [aako-
MBILEYHbIE KIETKI MOTVT OCVIIECTBIATH MapaKpHHHYIO
M avTOKPMHHVIO pervisuuio 4vepes dakrtop pocra
TGF-0eta TpOMOOLMTAPHOTO MPOUCXOXKIEHUS W ApVriie
LUTOKHHBI. YPOBEHL TUTIEPTEH3HUN KOPPEIUPVET C OTI0-
JKEHMEM  MaTepHaia 3KCTpaue L ToNIAPHOro  MaTpuKca.
BK:110Mas1 31aCTHH, KOLIAreHbl M [IMKO3aMHWHOTIHKAHBL.

ATepoMaTo3Hbie IMOO0IBI ¥ DOJIBHBIX C BIPAXKEHHbIM
aATePOCKICPO3OM OTPBLIBAIOTCA OT OIsILUEK CHOHTAHHO,
KpoMe TOTr0o, OHM MOTYT OTPbIBATLCS MPH HeOOIbILOMH
TpaBMe, XMPYPrUYeCKOM BMEILATENbCTBE WM aHTHOTpa-
thun |24, 26]. OOBIYHO 3MOOIBI UCXOAAT M3 AOPThI MK
ee OCHOBHbIX BeTseil. [Toukn nopaxkatoTtcs Hanbosee va-
CTO. B OCHOBHOM — MEX/0JbKOBBIE apTePHM IHAMETPOM
150—200 mkm. TMocne ocenanus amOona B apTepud MiH
apTepuo/e TPOHCXOAMT AKTUBALIMSI KOMIUIEMEHTA, TPH-
BOALLAA K TIPUTOKY W aKTUBALMMK JIEHKOLIMTOB C 0CBOOO-
SKAEHUEM PaAMKAIOB KHCI0pOda M APYroTo COAEPXKUMO-
ro ausocoM [17]. B pe3syabtate BO3HMKAET MOBPEXIEHNE
IHIO0TEIUA, YTO CTUMYIMPYET Npoiudepaliio MUOMHTH-
MaJIbHBIX KJIETOK B OTBeT Ha 3MmOoamM3auuio. BeisBieHo,
YTO ATEPOMATO3HBIN MaTepuan akTMBMPYET TPOMOOLIMTHI
in vitro, BO3MOXHO. YTO 3TO YCVIYOJISET MOBPEXIACHUE
cocyaa. BblI3BaHHOE (PU3MYECKON TPaBMOI M IeMCTBHEM
KOMIIIEMEHTA.,

Mopdoaornueckne namenenns. [1pu Hedpockiepose
00e TOYKH NMopaxKeHbl 0J1MHAKOBO — MajeHbKHE. C TIpH-
poCLIeii Karcyaoid M MeTKO3ePHMCTOM MOBEPXHOCThIO.
Ha pa3pese kopa TOHKas, BMUAHO MHOIO V-00pa3HbIX
cyOKancyIApHbIX PYOLIOB IO XOAY MEXIOJbKOBLIX apTe-
puii. [yroebie aprepum 4eTKO BHIHBI. BCTPEYAKOTCHA Ma-
JCHbKME KOPTHKajbHblE KHUCTHI (MpuoOpeTeHHAs KHC-
To3Hasi 00/1e3Hb nouek). [1pu aTepomMaTo3HO 3MO0IUK
MOI'YT ObITh KOPTHKATbHBIE MHGMAPKTHI.

H3meHeHUs ecTb B apTepusax BceX KaiuOpOB, HO B
pasHoii cTeneHM, B 3aBUCHMMOCTHM OT TSKECTH 3aboseBa-
Husi. B Gonee KpyMHBIX — MeXKIONEBbIX M IYTOBBIX —
VTOJILUEHME UHTUMBI C YBeTHYEHMEM 3KCTPaLETIoNsap-
HOro MaTpHMKca M CYXXeHHMeM IPOCBETOB COCVIOB. BHyT-
PEHHSA 3nacTUyecKas MeMOpaHa MHOTOC/I0MHASA, BBIT/IA-
IUT moTpeniaHHoi., B Gonee MeNKMX MEXIOMLKOBBIX
apTepusX — pa3sIBOCHME BHYTPEHHEH 31acTHYECKOM
MeMOpaHbl, npoandepauMs TMaTKOMBIIIEYHBIX KIETOK,
Gudpo3 MHTHUMBI PA3HON CTETEHU BbIPAXKEHHOCTH, MO-
KeT ObITh akKyMVASUMS [gM M KOMITOHEHTOB KOMILIe-
MeHTa (ruanmMHo3) B cteHkax. B addepenTHbIX apTepuo-
J1ax BBISBISETCSA TUNEPTPO(MUA MBILLIEYHOTO CIOS, THAIM-
HO3, MHOTJA — JereHepaTHBHbIE M3MeHEeHHS 0azalbHOI
memOpaHbl. B addepeHTHBIX apTepuonax Takue MaMeHe-
HUs BCTpevaloTcst penko. Moxer ObiTh pacllMpeHue
IOKCTArTOMEPYISPHOTO anmnapaTa pasHoit cteneHu [37].

M3veHeHHa KaHanbleB, KIVOOUKOB M MHTEPCTULIMA
OTPaXaKT CTEMeHb MleMHUH novek [47]. OObIMHO BbIsIB-
nseTed dokanbHas aTpodus KaHaibLEB. XapaKTepu3vio-
lasgca YroaieHueM 0a3aibHbIX MeMOpaH KaHajlblLeB U
VMeHbLUeHHeM auameTpa. B Goiee Tsaxenbix cayyasx —
«BbiNazeHue» (hokaibHad NMoiHas aTpous) KaHaIbLEB
u runepTpodus coxpaHusluuxcst kaHagbueB. OauH U3
BAPHMAHTOB aTPO(PMI KAHATBLEB — «THPEOMIN3ALNUS» —
MpeacTaBieHa PacllMpPeHHbIMKM KaHAdbLAMM C HCTOH-
YEHHbIM 3MUTETHEM W UMIMHIPAMKM B rpocseTax. ATpo-
(11 KaHaablLeB CONYTCTBYET (HUOPO3 MHTEPCTHLMSA CO
€1a00 BbIPAXKEHHOI MOHOHVKICAPHOI BOCTAIMTETLHOI
uHpuIbTpauneii. Miesus K1v00uKOB XapakTepH3vercs
VTOIILEHHUEM, CMOPUIMBAHMEM M YACTHUYHBIM CraJIeHHeM
KAl ISIPHBIX  MeTeb, pPaclliMpeHueM Me3aHTHaIbHOro
MATPHKCA, YaCTO BCTPEYaeTcsl OTIOKEHME KOIIareHa B
boyMeHoBOM npocTpaHCTBe BOIM3M BOPOT KIVOOuKa.
MoxeT ObITb MHOTO MOJIHOCTB) CKIEPO3MPOBAHHBIX
KIVOOUKOB.

93



MNPOrPAMMA HENPEPBIBHOIO OBPAZOBAHWA NO HEDPONOIMAN

Hedponorus « 1998

[Tpy uMMyHODIIOOPECUEHTHOM MUKPOCKOMUS BBISIB-
nA10TCa oTA0XKeHUA IgM ¥ KOMITOHEHTOB KOMIIJIEMEHTA B
cTeHkax aprepuo. [Ipu 371eKTPOHHON MHUKPOCKOMUU —
NPU3HAKK MILEMHUM KIyDOUKOB, BKIKOYAS YTONLEHHBIE U
CMopIleHHble GasaibHble MeMOpaHbl KanWwUispoB, 4ac-
THYHOE CJIHAHWE HOXKOBBIX OTPOCTKOB TIONOLIMTOB,
cyb3HI0TeIMATIbHBIE TIPO3PaYHble 30HBI B CTEHKAaX Ka-
NMUUIAPOB M paclUMpeHHe Me3aHTHaJbHOro MaTpuKca
pPa3HOIl CTeNeHH.

W3meHeHWd, BbI3BaHHBIE 3MOOJIHEN aTepoMaTO3HEI-
MM Maccamu, HaknaaelBaroTcs Ha (oH Hedpockieposa.
OmOBobl BCTpeYaloTesl B cocyaax joboro kaimnbpa, HO B
KJIYOOUYKOBBIX Karmusispax — Hewacto [24, 42, 43]. YUwuc-
JI0 COCYIOB ¢ 3MOOIAMU MOXKET ObITh JIO0OLIM. DMOOBI
COCTOAT M3 YETKWX WUTOJbYATBIX KPUCTAIOB XOJIeCTEPH-
Ha, OKPYXEHHBIX (MU HE OKPYXEHHBIX) OENTKOBBIM Ma-
TEPHAIOM M HArpY:KeHHBIMH JHIMHAAMU MakpodaraMu, B
0ojee MeTKMX cocvaax MO0k TpeacTaB/ieHbl 0GBIYHO
TONBKO KpucTamnamu. [IpH ocTpeiX TMOBpexIeHUsIX B
TIPOCBETAaX COCYAOB BhIsIBAsAETCH (PUOPUH M MHOTO Mare-
puana Genkos maasMel. [To mMepe ctapeHus 3M00/10B OHU
MOTNIOIIAIOTCA AKTMBHMPOBAHHBIMM MakpodaraMu, noss-
JIAIOTCA THIAHTCKUE KIETKH MHOPOIHOIO Teja, MPOMCXo-
oMt nponudepaums GpubpobracToB U IHIOTENHATBHEIX
KJIeTOK, 00Opa3yioTcs mepUBacKyaspHble WH(MHILTPATHI
M3 MOHOHYKJIEAPHBIX KI1eTOK. B KoHue KOHIOB 3MO00/b!
OKa3bIBAKTCHA UHKOPTIOPUPOBAHHBIMY B YTOJIIEHHBIE U
Gubpo3upoBaHHbIE CTeHKW cocyaoB. Ecam KpucTamibl
pasphIBAlOT CTEHKH KIYOOYKOBBIX KaNMJUISIPOB, MOIYT
BO3HMKATh MOTYJIYHUS.

Huddepenunarsupiii auarnos. WameHenus npu
HedpocKIepo3e N0CTATOYHO XapaAKTEPHBl M He BbI3biBa-
10T 3aTpyAHEHMU npu auarHocTuke. Ho aTh u3aMeHeHHd
YacTo COMpOBOXKAAIOT ApYyrue 3aboeBaHus MOYEK U Bbl-
ABMSIIOTCH ¥V GOJbHBIX, OMOTCHPOBAHHBIX 110 Ppa3HBIM
MpUYMHAM, M TOraa ObIBAET HEBO3MOXHO OIMpedeTh,
sBsieTcst HedpOCKIEpo3 MEPBUYHBIM MJIM BTOPHYHBIM
rpoueccoM. M3meHeHMs, XapakTepHble IS 3/10Ka4ecT-
BEHHOH TUMEPTEH3MM, BKJIOYAs MYKOWIHbLIH (ubpos
WHTHMbI apTepHii U apTepuos, YTOJIIEHHE MbIIIEYHOTO
CNosi MO THUIY <«JIYKOBMYHOI KOXYpPbl» M OTIOXEHHE
¢ubpHHA B CTEHKAX W B MPOCBETAX COCYIOB, MOTYT Ha-
knaaeisateess Ha ¢oH Hedpockieposa. Y HeKOTOpPBIX
BOJBHBIX C TAXEIO0i THIMOBOJEMHKENR, CBA3AHHOM ¢ Hed-
POTHYECKMUM CHHIPOMOM WM APYTMMH TPUYMHAMMU,
MOTYT ObITh HMIUEMHYECKHE M3MeHEeHMs KIyDoukoB 0Oe3
COMYTCTBYIOIIMX M3MeHeHUt cocyaos. Kpome Toro, npu
3a00/1eBAHUM OVIOBBLIX M G0Jee KPYMHBIX apTepuil, Ko-
TOpLIE HE MpeiacTaBieHbl B OuoONTaTe MOYKH, HAXOHAT
MUIEMHYECKME M3MEHEHUsT KIVOOYKOB, KaHalbLEB M
MHTEPCTULIMA KakK OvaTo Obl O€3 COMPOBOXKIAIOIIETO CO-
cyauctoro 3aboieBaHus, YToObl HalTH aTepoMaTO3HBIE
3M00.1bl, HEOOX0AMMbI MHOXKECTBEHHbIE CPe3bl U aZek-
BaTHbLIH obOpa3ew apTepuu.

Krmunyeckue nposisaedus. Y 601bluHHCTBA HOMBHBIX
C IJMTEIbHO CVIUECTBYIOLLUEH apTepHaibHOW TIMIMepTeH-
31eil eCTh BOBIEYEHHWE MOYEK. cHaua1a BecCHMMITOMHOE,
Kpose Toro. y muorux awoaei crapue 30 et ¢ Hedpoc-
KJI€po30M HeT cHcTeMHOMN rumepteH3un. Co BpeveHeM
HedpoCKIEpo3 MPHUBOIMT K MOCTENEHHOMY CHHKEHHIO
(DYHKUMKM TIOYEK, SABAAACH TNPHUMHONW TepMHUHAJbHOM
XpoHMuYecKOoM moueuHoit HeaoctatouHocTu (XIIH) v
15% w3 Bcex 6oabHbIX ¢ TepyMuHaIbHON XITH. YposeHs
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pEeHHHA TUIa3Mbl HOPMaJbHBIA. B MOYE — THATHHOBBIE M
3ePHUCTBIE LIMIMHAPKI, TIPOTEUMHYPUS Pa3HON CTErleHM,
HeYyacTo JAOCTHUTalLas HeGpPOTHUYECKOIO YPOBHS.
Atepomaro3Had 3MO0onus OOBIYHO BCTpevaeTcsl y
GonpHEIX cTapiue 60 JeT, ¢ TAXENBM aTepOCKIepo30M U
apTepyHaibHOM rurnepreH3ueit. KIIMHUYECKM MOXET mpo-
SIBJIATBCH «[1OLOCTPOM» M XPOHHUYECKOH MoYeuyHoi Heao-
CTATOYHOCTBIO, MHOTIA TUIMEPTEH3USA MOXET NMPUHHUMATh
3/I0KayeCcTBeHHOe TeueHue. IMOOJIMM YACTO TpelIecT-
BYET COCYIMCTOE BMELIATEIbCTBO MJIM PEHTIEHONOTHYE-
ckoe ucciaegosanue [24, 26, 42]. Ipu obiumupHON 3MBO-
AWM WMHOroa OBIBAeT MaiblMpyeMas Iyprypa W Apyrue
CUMITOMBI, KakK Tpy Backynute. ¥ 5—10% 6GonbHBIX —
nopbilieHHoe COD, TpaH3UTOPHAs THIOKOMILIEMEHT-
emusi M 303uHounypus [12, 40, 59]. Ananus Mouu, Kak
1 y 60nBHBIX ¢ HePPOCKIEpO30M, ¢ HEMHOTOYHCIIEHH bI-
MM 3puTpouMTaMK U Jeilkountamu. [lpu amBoauu apy-
TMX OPTAHOB BO3HHKAKT «CHCTEMHbIE» OCAOXKHEHHS.

M3MEHEHWS MOYEK MPU 3NTOKAYECTBEHHOW
MMMNEPTEH3MK, TPOMBOTUHECKMX
MMKPOAHTMONATHAX U MPOTPECCUPYIOLLLEM
CHUCTEMHOM CKNEPO3E (CKNEPOLOEPMUIK)

CTpyKTYpHBIE U3MEHEHHS TTOYEK TPH 310KaYeCTBEH-
HOI TUMepTeH3uHK, TPOMOOTHYECKHMX MUKPOaHTHOMATUAX
M TIPOTPECCUPYIOLLIEM CHCTEMHOM CKIepo3e (CKiepoaep-
MHM) NIPAKTUYECKH MIEHTUYHBI BO BCEM — 3TO TXenoe
MOBpEXXACHWEe apTepuid, apTepuos M KJIYOOYKOB IUIIOC
ocTpas MIIeMHs ¢ reMopparMsMu M uMHbapKramMm B na-
penxume. bonee TOro, CXOXM MeXxaHWM3Mbl MATOreHesa
oTHX 3abonepanuit. [Moatomy OHM OyayT paccMOTpeHbI
HaMH KaK O[Ha TPyrIna.

3nokavecTBeHHAs TUTIEPTEH3MA, XapaKTepU3YIOLIasi-
Cq TOBBIIIEHWEM JIMACTOJMYECKOTrO JaBjeHus Oonee
130 MM pT. CT., ¥ CBA3aHHLIE C 3TUM MOpQOIOrHYeCKHe
M3MEHEeHHMs B TIOYKAX M3BECTHBl KAK 3/J0KaYyeCTBeHHBIM
Hedpockinepos [36]. TpomGoTHyeckne MHMKpPOaHTHOMA-
TUM — rpynna 3a6oNeBaHuil, XapaKTepH3yIoLIasCs MHK-
POaHTMOMATHYECKOW TeMOMIMTHYECKO aHemMeil, TpoM-
GOLMTONEHMEN W MOYeYHOi HeAOCTATOYHOCTEIO, MHOTAA
¢ nopaxeHueM W apyrux opraHoB [52]. OcHoBHbie 3a60-
JIEBAHMS W3 OTOW TPYMIBl — FeMOJHTHKO-YPEeMUYECKHiA
cuHapoM (I'YC) u tpomborHyeckas TPoMOBOLMTONEHH-
vyeckas nypriypa (TTI1). TepMHH «ckaeporepMuueckas
MoYyKa» BKJIIOYAET B cebs Bce M3MEHEHMUA TMOYEK, KOTO-
pble BCTpevaloTcsl y GoibHbIX cKiepoaepamueit [19]. Bee
9TH 3a00JeBaHUs OTHOCATCS K TAXENbIM COCYIMCTHIM
MOpaKeHHUAM TOUeK.

Druonorua 1 marorenes. CUUTaeTCA. YTO COCYAUCTBIE
TOBPEXIeHUA TIPU BCeX 3THMX 3a00jeBaHMSIX CBA3aHLI C
NepBUYHOIN aKKVMVIaLKeil GUuOpHHA B CTEHKAX COCYIOB.
TpomObl B 1poCBeTaxX COCYJI0B He SBISIOTCA TMepBbIM
3BEHOM B MATOrE€HEe3€e, OHM MOTVT MOABIATLCA B OTBET HA
MOBPEXIEHME IHIOTEINSA, BLI3BAHHOE OTI0XeHueM (hu-
6puHa B cTeHke cocyiaa. CTUMYI. NMPUBOIALWMI K OTI0-
KeHMI0 GuOpHHA, HEM3BECTEH. MpPM pa3HbIX 3a0o0/eBa-
HUAX MOTYT ObIThb pa3Hble npuuyuHbl. [lpeanoaaraercs.
YTO TIPH TPOMOBOTMYECKHMX MMKPOAHTHOMATHAX MCXO4d-
HBIM gBIAeTCA ToBpexXaeHue 3HmoTenus. OHO MOXeT
ObITE MEXAHMYECKUM. TOKCHYECKHM MPH MHDEKUMN MK
npueMe JeKapcTB MM CBA3AHO C JIOKAJbHBIMM UMMVYHO-
JIOTHYECKUMM  peakuMsaMM (AaHTHUTENAa K IHIOTENHMIO,
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OTJIOKEHME MMMYHHBIX KOMIUIEKCOB), AeiCTBUEM MPO-
crariaHauMHoB, ocobenHo mpoctaumkiaMua. [latorenes
CKJIEpPOAEPMUM, BUAUMO, CBA3AH C HAPVIIIEHWEM CBEPThI-
BAEMOCTH KPOBM, HMMYHHBIMM MeXaHU3IMaMW WIM OPY-
MMM HeW3BeCcTHBRIMK dakTopamu. [lpu 3710KavecTBeH-
HOW TUMEePTeH3MH MpeIcTaBiAdeTCs TMpaBIOoNoa00HOM
caeayroulas cxema: akTHUBALMA PEHWH-aHTMOTEeH3MHOBOM
CMCTEMBI C BblpaKeHHON Ba30KOHCTPUKLMEH. pe3koe
NMOBLILUEHWE APTEPUATLHOrO JABACHHMS W COIMYTCTBYIO-
LIEE TMOBPEHKICHHE IHAOTEIMS C MOBBILIEHHEM COCYIH-
CTOM [POHULIAEMOCTH. OTI0XKeHMe HUOPUHA B CTEHKAX 1
TPOMOBI B MPOCBETAX COCY/I0B, HEKPO3 CTEHOK COCYIO0B.
ITO MOXKET OTHOCUTHCA M K CKIIEPOIEPMUYECKON MOYKe;
OIHAKO. CJIEAYET OTMETHTh, YTO HM3MEHEHHs. XapakTep-
Hble LIS CKAEPOAEPMHUECKON MOUKH, ObIBAIOT U MPH OT-
cyTeTBMM runepreHsuu (19, 36, 52].

Mopdoaornyeckue uzmenenus. OCHOBHBIE M3MeHe-
HUSl — B apTepusiX, MPH CKIEPOAEPMHH — B MEXIOJIb-
KOBBIX. [PHM MMKPOAHIHONATHAX M 370KAYeCTBEeHHOIt
TUMEPTEH3NH — B MEXIOAbKOBBIX M AVIOBBIX. DHIOTE-
JuanibHble KIETKH pa3dyxiuue, cy0aHA0TeIMaNbHOE MPo-
CTPAHCTBO 3HAYMTEIBHO PACILUMPEHO 34 CYET HECKOJIBKHMX
akTOopoB — oTI0XeHUA (PUdbpPUHA M, BOIMOXKHO, JpY-
rMx OE1KOB TJIa3Mbl. 3PUTPOLIUTOB (KOTOPBIE OOBIYHO
1e)OpMUPOBAHBI), KOHLEHTPUYECKHM PACMOIOXKEHHBIX
MMOMHTMMAJIBHBIX KJIETOK Ha (hOHe MYKOMIHOH Ccyd-
craHuuu, M3MeHeHMit B momtexaiieil 31acTUuecKoi
MeMOpaHe Her.

B apTepuonax BBIABIAIOTCHA CXONHLIE W3MEHEHM,
MpHUYeM TOJBKO B a@epeHTHBIX H He BO BCEX OINHOBpe-
MEHHO. DHIOTeTMaNbHBIE KAETKM pa30yXIlIHe, UMEKTCS
OTJIOXKEHHMSA O0JbLIMX KOJAWYECTB (PUOPMHA W APYIUX
OEIKOB TMAa3Mbl MEXKIY IHIOTEIMEM M MBIILIEYHBIM CJI0-
eM. «DUOPUHOMAHBII HEKPO3» ¢ TPOMBO30M TPOCEETOB
(TPOMDOHEKPOTHUYECKME M3MEHEHMS ), KOTOPLIi ObLT KO-
rIa-TO JOCTATOYHO ODBIYHBIM MPHM TSXKEI0H THMEpPTeH-
3MM, Cceryac BCTpevaeTcs PeNKo, riIaBHbIM 0Opa3om mno-
TOMY. YTO €CTh 3(dEeKTUBHAA TMMNOTEeH3MBHAS TEPaIMs.
TpombupoBaHHble apTEPUOBI MOTYT ObITE AHEBPHU3Ma-
TUYECKH pacluMpeHbl, ¢ mpoaudepanneil 3HI0TEUS U
opraHu3alinell TPOMOOB — 3TH peaKo BCTpevarollMecst
M3MEHEHUST Ha3bIBAIOTCS «TIOMEPYIOMIHBIMM CTPYKTY-
paMu», TIOTOMY YTO TIO BMAY HANOMMHAIOT KI1yDOUKH.
Hawubosee uyacto oHu BeTpewatotes npu 'YC wu TTIIL
[uneprpodusa OKCcTarIoMEpPYISAPHOro annapara M yBe-
JUYEHME YKCIa TPAaHy/l B HOKCTarJOMepyIspHBIX KIeTKax
0oee XapakTepHbl I 370KAaYeCTBEHHOH TUMEPTEeH3UU
M CKJIEPOJAEpPMUH, HO BCTPEYAOTCA M TPU TpoMOOTHYE-
CKHX MHMKPOAHTHOTIATHAX MPH HATMYMH THTIEPTEH3HMH.

Mamenenus B KiIvBoukax ecTh BCeraa. XOTS THI U
CTeneHb BOBIEUEHMSA MEHSIIOTCS B 3aBMCHMOCTM OT TH-
AECTH WM IWUTEIBHOCTH 3360.'{61!-.’:11”15{. Eb]ljﬂl()'l' ABa THIa
M3MEHEeHMIT: cBaAlaHHBIE ¢ oTIoXeHuem GubpuHa u ¢
niesmueii. CTeHKH KanuIISpoR VTOALIEHb! 3a cYeT pa3-
OVXaHUA IHIOTETUATLHBIX KIETOK M PACHIMPEHUST CV-
03HI0TEIMAALHOTO TMPOCTPAHCTBA, MWHOraa ObiBaeT
JABOHHOI KOHTYDP. B npocsetax Kami11spoB MOryT ObiTh
TpPOMObI, Me3aHTHaIbHbIE 30HBI pacluupeHbl. Me3aHrn-
O:IM3HMC (pacTBOpeHMe MaTpukca) HauboJjiee xapakrepeH
AT Tp())[ﬁOTH‘lECKl!X Ml’le{)aHl’HDl’[ﬂTHﬁ H CBA3aH C
le3B[1THC}\l .\,IP[KDOaHCBle\I K.1}'60‘IKDBhiX Ka]]H;]JIS[pOB.
PaciumpeHHbIi Me3aHIMAIbHBIE MATPUKC B JailbHei-
IIEM CKJIEPO3MpVeTCs. KIVOOUYKH HACTO MMEIOT J100v-

aspHbiit Bua. [losaume craauu 3TOro mpoiecca Apu
CBETOBOH MMKPOCKOMMM WHOTAA TPYAHO OTIMYUThH OT
MeMopaHo3Ho-npoandepaTMBHOTO rIoMepyIoHedpuTa
I Tuna. IMpu ‘BBIpaXEHHON MILEMHM BO3HMKAET Criale-
HHME TIeTelb KanmWIIspoB, U 3TH MU3MEHEeHUS TMPUCOeIn-
HSIKOTCS K ONMUCAHHBIM BbILLIE,

[Tpu Becex 3THX 3aboeBaHMsAX TPOMOBI B COCYAAX MO-
I'VT B KOHLIC KOHLIOB MPMBECTU K MH(APKTY. TIpK 00b-
LIOM KOJMYECTBE TPOMOOB — K KOPTHKATbHOMY HEKDO3Y.

VABTpacTpyKTYpHbIE WM3MEHEHMs apTepuit v apre-
PUONT — Te XKe, YTO BhIsIBIAsieMble cBeToOnTHYecKH. YTo
KACAETCH M3MEHEeHHUH KJIyDOUKOB, TO MPHU 3AEKTPOHHOIM
MHKPOCKOTTMM MX MOXHO Jy4lle pacCMOTPETh M MOHATS.
CyGaHpoTennanbHBie 30HBI 3HAYMTENBHO PACIIMPEHBI U
3aM0JdHEHbl XJOMBEBUAHBIM TPO3PAYHLIM MATEPUATIOM,
WMHOTAA C XOPOLIO pa3iuyMMbIMKM BOJTOKHaMHK (GubpuHa.
ToHkasa cydsHnoTenuanbHast 6asanbHasgs MemOpaHa co-
XpaHeHa, MOXeT ObITb MHTEPNO3MLIMS MEe3aHTUsA., DHI0-
TeAuanbHble KIeTKW pa3dyxwue [18, 19, 36, 38, 46. 52].
MesaHrHaabHBlE MaTPUKC MOXKeT OBITh 3amojHEeH
XJTOTILEBUIHBIM TMPO3PaYHBIM MATePHAIOM, KaK U CYO3H-
JOTeIHalIbHbIEe MPOCTPAHCTBA — 3TO PAHHAA CTaIMs Me-
3aHruonu3uca [38].

MmvyrodaioopectieHTHas KapTHHa MpU Beex 3a6o-
JIeBAHMSIX ITOM TPyInbl OAHOTHITHA. B cTenkax kivbou-
KOBBIX KarWUISIPOB. a TAKXKe apTepuil ¥ apTepHo/l BbisB-
JA0TCs TMHelHble oTaoxeHus dudpuHa. Bo Bcex 3Tux
CTPYKTYpax oTjioxeHus GubpHHa COOTBETCTBYIOT CYO3H-
NOTEIMATBHBIM MPO3PayHbIM M XJIONBEBUIAHBIM 30HAM
MpH 3AEKTPOHHONH MUKpOCKOTIHH. MoTyT 6BITh OT/I0XKE-
Huda IgM u C3, pacnonoxeHHble TaK Xe, Kak U OTToXe-
Hus pubpuHa [4].

Juddepenunansnpiii  guarsos. Mopdonoruyeckue
M3MEHEHHA MPH OMUCHIBAEMBIX 3a00JEBAHUSIX HACTOMb-
KO MOXO0XM, 4TO nuddepeHIMaIbHbI IMarHo3 B psae
CJIy4yaeB MOXeT TIPOBECTH TONbKO KIMHMLMCT. Ho mHo-
raa ObiBaeT TPYAHO OPHMEHTUPOBATLCSH M [0 KIMHHYe-
CKMM JaHHBIM, TaK KaK 4acTo ObIBAIOT TNMepeKpbiBaioIi-
ecsl KIHHMYeCKHe TIPU3HAKH.

Kaunmveckue nposieiaenus. KanHudeckue mpossie-
HHMS CO CTOPOHBI TMOYEK TMPU BCEX 3THUX 3aDONeBaHMsIX
MOXO0XH, HO TIPH KaXIOM M3 HMX MOXHO BBIAEIUTh TIpe-
obnanawowme npuzHaku. 1as TpoMOOTHYECKMX MUKPO-
AHTHOMATHIA XapakTepHO cHiKeHWe (YHKLMH T0YeK ¢
OQJINTYPHEH, PEOKO — C aHypHell, NpoTeuHypMs — OT
VMEPEHHOH [0 BBIPDAKEHHOM, TEeMaTypMs, TUIIEpTeH-
3usd — nipubausurenbHo vy 50% B0/bHBIX U MOKET ObITH
JIOBOJIbHO TsKenoit. JIng CKIEpOAEPMHH XapakTepHbl
OJUTOAHYPHS ., BbIPAXKEHHAs MouYevHas HeIOCTATOYMHOCTh
M TAKeTasd TUIEPTEH3MA. B HEKOTOPBIX CAy4aaX M3MeHe-
HUS B TTOYKAX MOTYT MPEIilecTBOBaTh PA3BUTHIO rHIIep-
TEH3IUH. reMaTo10THYecKue NPOABJEHHWA (Ml’iK{JOHHFHO-
rnaTHYyeckas reMoIuTHYecKas aHeMusa. TpoMOouMTone-
HUS) HeTHnUUHbL 118 370KaYeCTBEHHOH THIEPTEH3NI
XapakTepHO CHWXeHMEe (MYHKUMHM MOYEK. YacTo ¢ OTMI-
VpHeHr, remMaTvpueil U NpoTeMHYPUEd M CBA3AHHBIMK C
MUKPOAHTHOMATHEN M3MEHEHUAMH nepudepuieckoil
KpoBu ¢ TpoMmbouuToneHueit |10, 49].
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