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Ha oCHOBaHHH COOCTBEHHBIX HAOTIOAEHHUI U JIUTEPATYPHBIX JAHHBIX MPEICTABICHA XaPAKTEPHCTUKA T'e-
MATYypPHH IPH HACTEACTBEHHBIX He(pOmaTHAX: CHHAPOME AJIBIIOPTA U OOJIE3HH TOHKUX 0A32ThbHBIX MEMOPAH
(FTBM). O6paineH0 BHUMaHHEe HAa HEOOXO0AUMOCTH TG (PepeHITHPOBAHUS YKA3AHHBIX 3200 I€BAHUI B CBA3H
C MIX PA3THYHBIM IIPOrHO30M. YKA3bIBAETCA U HA KIMHUYECKOM IIPUMeEpPE MOKa3aHO, 4T0 BTBM MoKeT OBITh
mpeapacnoaaramum (Gaxkropom K pa3BUTHIO HMMYHHOM Hed)ponaTnu (Me3aHTHONPOTU(PEPATHBHOTO IJI0-
mepyaoHedpura). [IpeAcTaBIeH HePBHIH OMBIT HCIIOIb30BAHUA HHIHOUTOPOB AaHTHOTEH3HH-IIPEBPAIIAIONIETO
(depmeHTa IPH HACIEICTBEHHOM HepuTe.

Isolated hematuria in hereditary nephropathies is characterized on the basis of literature data and our own experi-
ence.An attention was focused on the thin basement membrane disease (IBMD) and the Alport syndrome because these
diseases have different prognosis. It is pointed out that TBMD could be a predisposition factor in the development of
immune glomerulopathies. Preliminary results of therapy of the Alport syndrome with ACE-inhibitors are presented.

N301pOBAHHBIE IEUKOIIUTYPUS, IPOTEUHYPUA U
IeMaTypUs BCETIA TPEOYIOT HACTOMUUBOIO JUArHOCTUYE-
CKOT'O ITOMCKA. Kak IpaBuIo, TIEUKOLIUTYPUA YAIE CBA3AHA
¢ MH(EKIUEH MOYEBOH CUCTEMBL, IPOTEUHYPUA 3ABUCUT
OT HAPYHIEHUH GENKOBBIX CTPYKTYP IEIEBON MEMOPAHBI
IOJOLUTOB, IPUYHNHA K€ U30JMPOBAHHON IreMaTypUn
OCTAETCA B PAJIE CIYIAEB HEPA3TAJaHHOMN. CTOMKAA U30IN-
POBAHHAA I'€MATYPUA BCTPEUAETCH, 110 JAHHBIM SIHU/IEMUO-
JIOTMYECKOT'O UCCIIEJOBAHUA, IPUOIUSUTEIBHO Y 2% IeTEN
[13]. Bmskue pesynsratsl 66U1H ToydeHsl V.M. Vehaskari
etal. u C.D.Ritchie et al. mpu mpoBeseHNN CKPUHUPYIOIUX
MCCJIENOBAHUH B MIKOJILHBIX KOJUIEKTUBAX OUHIIAHANN U
Benmko6purann [206, 34].

lemaTypus, COYETAOMAACA C APYITUMUA U3MEHECHUA-
MU B MOYE U/WIN 3KCTPAPEHATBHBIMU POABICHUAMY,
HEPEIKO A4CCOLUMUPOBAHA C OOHAPYKEHHUEM AC(HEKTOB
[JIOMEPY/IAPHOIO (PUIBTPA, 3ABUCAMIEIO OT UMMYHHBIX
WM AyTOMMMYHHBIX IIPOLIECCOB. PazBurue noyeynomn
I'€MATYPUU MOXKET OBITb CBA3AHO TAKKE C MEXAHUUECKU-
MU IIOBPEXICHUAMU U IECTPYKTUBHBIMU IIPOLIECCAMU,
00YyCIOBIEHHBIMU HAPYUIEHUEM BEHO3HOI'O OTTOKA, He-
KPOTHU3UPYIOUIUM II0YEYHBIM dHI'HUTOM, HAPYIICHUAMHA
BHYTPHUCOCYJUCTON KOAI'YIALMH, 3ATPOHYBIICIH TKAHD
nouek. JI.C. IIpuxoauHa pazpadborana KOMIIBIOTEPHYIO
CHUCTEMY HO30JIOIMYECKON JUAIHOCTUKHU 3200/I€BAHNN
[IOYEK, IPOTEKAIOINX € remarypueit. Ona sraounia 100
3260JIEBAHNH C PA3NTUYHON STUOTIOTHUEN U TATOTCHEZOM,
JUATHOCTUKA KOTOPBIX BO3MOXKHA IIPU NPUMEHECHUU
COBPEMEHHBIX METOJJOB OOCIEJOBAHUA [5].

HenocpencTBeHHbIN MEXAHU3M POXOK/CHUA 3PUTPO-
LIUTOB U3 KIIYOOUKOBOI'O KAWIIAPA B MOYEBOE IIPOCTPAH-
CTBO OCTAETCA IIPEAMETOM COBPEMEHHBIX UCC/ICSOBAHUIL
Brepspie onpeneneHue MOPMOIOIUU 3PUTPOLUTOB B
Mmoue 6b110 nposeneno D.E Birch u K.E Fairley [9]. OTa
u nocneayomue padorsl G. Rizzoni et al, EB. Stapleton
yOEIUTENBHO TIOKA3A/IH, YTO /I ITIOMEPY/IIPHON IreMa-
TYPUU XAPAKTEPEH AU3MOPPU3M 3pUTPOLUTOB [27, 30].
CrieIuaIbHOE UCCIEN0BAHUE CTEIEHU 1E(DOPMUPYEMOCTH
3PUTPOLUTOB ObUIO MPOBELCHO B I'PYIIIE JETEH U IIOJ-
POCTKOB C OECCUMITTOMHON TEMATYPUE, C KOHTPOJIEM Y
3[JOPOBBIX JIIOZIEN, OONBHBIX C IgA-He(dponaTuen 1 ¢ Tak
Ha3bIBAEMOM «CEMENHOM I0OPOKAYECTBEHHOMN IEMATYpPHEN
(CAT)» [21]. Oka3anock, YTO HAMOOMBIINI TU3MOP(UIM
3pUTPOLUTOB OTMeuaca y gerert ¢ CIAT. Ha BropoM mecre
IO BBIPAKCHHOCTU AU3MOP(PHU3MA ObUIN IPUTPOLIUTEL Y
JIOZIEN C ACUMITTOMATHYECKON IeMATYPUEN, HE UMEIOIIEN
CEMENHOIO PACIIPOCTPAHEHUA, U HA TPETHEM — Y OOJIbHBIX
¢ IgA-nedponarueii. IIpu 3TOM CTENEHb JU3MOpPhU3Ma
3PUTPOLUTOB Y IOCIEAHUX ObLIA HA TIOPAJOK HIDKE, UEM
Y MALUEHTOB C ACUMIITOMATUYECKOM TEMATYPUEHU HEACHOU
arrojaoruu U C/TI BeIBOJIOM MCCAENOBAHUS SIBIISICTCS I1O-
JIOKEHHUE O TOM, YTO JIETKAA Ae(POPMUPYEMOCTD MIPEIIIO-
JIAraeT BO3MOKHOCTD IIPOXOKAECHUA 3PUTPOLIUTOB Yepes
HEIOBPEXKICHHBIE 6A32/IbHBIE MEMOPAHBI KIYyOOUKOBBIX
KAIIWUIAPOB. BBIPAKEHHYIO 1€(POPMUPYEMOCTD IPUTPO-
uuta A M. KineM60OBCKUI HAOMIOAAN Y HALIETO MALUEHTA C
HACJIC/ICTBEHHBIM HEPPOTUYECKUM CHH/IPOMOM (puc. 1) [4].

[TprynHa BRIPAKEHHON AE(POPMUPYEMOCTH IPUTPO-
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Puc. 1. DIeKTPOHHAI MUKPOCKOIIHs HehpoGHonTaTa
Yy ZeBouKkH JI. 4 1eT ¢ JUarHO30M: HACIEICTBEHHBIH
He(DPOTHIECKHI CHHAPOM — JePOopMUPOBAHHBIN
SPUTPOLMT B IIPOCBETE KANMMULIPA
(x10 000, mpemapar A.1. K1eMOOBCKOTO)

[IUTOB OCTAETCA HE JJO KOHIIA NOHATHOU. DKCIIEPUMEHTHI
in vitro  U3SMEHEHUEM OCMOJIAPHOCTA MOYH, PH, KOHILIEH-
TPALXX HATPUA B MOYE HE fanu pedyibrard [30]. Ocraerca
HEOCHOPUMBIM TOT (DAKT, YTO A€(POPMUPOBAHHBIE SPUTPO-
LIATBI ITOJIYYAIOT BO3MOKHOCTD «BBUHYUBATLCSA> B TIOPBI
6a3anpbHON MeMOpaHbl (BM) KIyOGOUKOBOIO KallMIIAPA,
YTO IO3BOJIET UM IIPOXOANUTD B MOYEBOE IIPOCTPAHCTBO.
BM — BBICOKOOPTaHMU30BAHHBIA MATPUKC, B KOTOPBHIA
BXOJIUT Psifi OEKOB. DTO KOJUIATEH [V Tuma, JTAMUHUH U
2 (opmbl renapan-Ccynb(aT-mpOTENH-IJTMKAHOB, KOTO-
pble 00pa3yIoT CBOECOOPA3HYIO «paboyuyio ceTh». Kpome
BBIIIEYKA3aHHBIX OEJIKOB, B COCTaB MaTpUKca bM BXOaUT
SHTAKTUH, HePUTOTCHO3H L, PUOPOHEKTHH U Ap. [6]. Hau-
6OIbIITAs KOHIICHTPAIUA KoulareHa [V Tumna xapaxkrepHa
s lamina densa, HANO0IIbINAsA KOHLIEHTPALWA TAMUHIHA
CBOVICTBEHHA lamina densa externa v lamina rara internd.
C KOJUTAar€HOBBIMU OENIKAMU CBA3AHO CTPYKTYPUPOBAHUE
bBM, a ¢ HEKOJTareHOBBIMU (JIAMUHUH, 9HTAKTUH, (PUOPO-
HEKTUH) — coeJuHeHne BM € OKPYKAIOIMMMHU €€ KIIETKAMU.
[Npucyrcrsue B bM 1I0THOM IUIACTUHKY (lamina densa),
COCTOAIEH B OCHOBHOM M3 KOJUIATCHOBBIX OCJIKOB, IIPU-
BEJIO K TUIIOTE3€ O CYMIECTBOBAHUU B HEI IIOP, BEJIMYUHA
KOTOPBIX OIIPEAEIACTCA PACCTOAHUEM MEXKITY HOPMAJIBHO
PACIOJIOKEHHBIMU Y HEU3MEHEHHBIMU (PUIIAMEHTAMU
KOJUIAT€HOIIOI06HOI0 6€/Ka. Yepes 3TH OPLI BO3MOKHO
IIPOXOXKIEHUE JE(POPMUPOBAHHBIX IPUTPOLIUTOB. DTO
IIOJIOKECHUE BIIEPBBIE OBLIO BBICKA3dHO HA OCHOBAHUU
MIPOBEJIEHUS SNEKTPOHHON MUKPOCKOINH (DM) Hedpo-
6UONTATOB OOJBHBIX C MEMOPAHO3HONU He(ppOmaTUEi
[18]. B BRIIENIPUBEJEHHBIX UCCIENOBAHUAX IIOKA3aH IIyTh
IIPOXOKACHUA 3PUTPOLIUTOB uepe3 BM riomepynspHOro
KaIIWUIAPA IIPU INIOMEPYIONATUAX, OAHAKO OTBETA Ha BO-
IIPOC O pazMepax 1nop B bM, BemmynHe rufipoCTaTU4eCKOro
JABJICHUA, «BBUHYMBAIOIECTO» SPUTPOLUT B INIOMEPYILAP-
HYIO 643a/IbHYI0 MEMOPaHy, HE Noay4eHo. Kpome Toro,
OTMEYEHO, UTO IIPU HEKOTOPBIX 3a00JIEBAHUAX CYIIECTBYET
IIPOTUBOPEYME MEXY CTENEHBIO IU3MOP(hU3MA 3PUTPO-
LIATOB U XaPAKTEPOM 3200/IEBAHNUI, COIIPOBOKIAIOMINXCA
T'€MATyPHEL, C BBIPAKEHHON €(POPMUPYEMOCTBIO KPACHBIX
KPOBSIHBIX Tesel] (Taot.).

B mocneanme rozpl osry4eHbl OTBETHI HA PAJ BOIIPOCOB,
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Tabauuya
HecooTBeTcTBHE XapaKTepa IPUTPOIHTOB MOIH
C IPUYHHON I'€MATYPHH, CBA3AHHOM C 3200/IEBAHHAMH
OpraHoB MO4eBOH cucremsl (OMC)
(mo F.B. Stapleton, 1987)
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KACAIOMUXCA IPOXOXKACHUA yepe3 BM 1u3MOpHBIX 3pH-
TPOLUTOB. OKA3aJI0Ch, YTO 3TO BO3MOKHO IIPH TOJIIIUHE
BM B nipezienax 321 + 56, T. €. B cpezieM 265 HM [25]. SM.
Jalalah et al. mokaszamm, 9To Ype3amMepHasi TOHKOCTb bM s1Biisi-
€TCs1 AHOMAINEI, KOTOPAs PA3BUBACTCA B AHTCHATATILHOM
NIEPUOZE B CBA3U C HEAIEKBATHBIM COOTHOUIEHUEM B HUX
JAMUHHWHA ¥ KomnareHa IV tuna [19]. g npoxoxaeHusI
IU3MOP(HBIX SPUTPOLMUTOB JOCTATOYHA BEJIMYHUHA IIOP
B BM B npenenax 2,25 HM, IPUYEM Ae(POPMUPOBAHHDIA
3PUTPOLIUT IPOXOAUT U YEPE3 TVIOMEPY/IAPHBIN SHAOTENN
(puc. 2) [11]. ABTOPBI HOAYEPKUBAIOT, UTO TAKOE IIPOXOXK-
JEHUE 3PUTPOLUTOB YEPE3 IVIOMEPYILAPHBIE (DUIBIPLI B
OTCYTCTBUHU [JPYI'UX PEHAIBHBIX WIN IKCTPAPEHAIbHBIX
NPOSBIEHNN HOJIE3HU TOBOPUT O HEBOCHAIUTEIBHOM
XapAKTEPE U3MEHEHUH U CBOMCTBEHHO OOJIE3HU TOHKHX
0a32JIbHBIX MEMOPAH.

bonesnu ToHKUX 6a3a1bHbIX MeMOpan (BTEM) mo-
CBALICHO B IIOCIEAHEE BPEMA MHOXKECTBO KIMHUYECKUX U
3KCIEPUMEHTANBHBIX UCCIIENOBAHNUIL [IpubnusuTensHoe
MIPEJCTABIECHUE 00 MUIEMUOIOIUN 3TOTO 3a60/IEBAHUSA
Y.Y. Wang u J. Savage onpeaesnaior Ha OCHOBAHUY JAHHBIX
O TOM, YTO M30IMPOBAHHAA IEMATYPHS BCTPEYAETCSA B I10-
MYJIAIAN C 4aCTOTOH OT 1 10 10%, T. €. IBsieTcst Hanbonee
PaCIPOCTPAHEHHBIM HACICCTBEHHBIM 3400JIEBAHUEM,
MPOTEKAIONINM C reMaTypueit [30]. EcrecTBeHHO, 13 3TOI
I'PYIIIBI GOJIBHBIX C U30IMPOBAHHON I'eMaTypHeit HEOOXO-
JVIMO MCKJIIOUNTD [TAIMEHTOB C CUHAPOMOM AstbriopTa (CA),
JJ11 KOTOPBIX XaPAKTEPHO IPOIPECCUPOBAHKUE OOJIE3HU
C NOSABJICHUEM NIPOTEUHYPUN U 3KCTPAPEHATIBHBIX CHUM-
ITOMOB. [eHeTrudecKkue uccaenosanus BTBM OKasbIBaioT,
YTO MPU 3TOU MATONOIUU HAOMIOAAETCA MyTalUs T€HOB
COL4A4/COLA4A3 [24]. TIpu 06HAPYKEHUN TAKOTO THIIA
MyTallAN BO3MOXXHO HUINYHE Y GOIBHOIO ayTOCOMHO-PE-
LIECCUBHOTO WUJIN ayTOCOMHO-ZOMUHAHTHOIO CA, 0 4eM
CJIEyeT IOMHUTD B CBA3U C PA3IMYHBIM IIPOrHO30M CA U
BTBM. KpoMme TOro, Hy:KHO UMETb B BUJY, YTO T€TEPO3U-
roTel 10 COL4A4 /COLAA3 MOTYT OBITh HOCUTE/IAMHU T'€HA
CHUHAPOMA AnbriopTa [33].

BTBM sBisieTcst HAMHO0J1EE TUITMYHBIM HAC/IE/ICTBEHHBIM
3200JIEBAHUEM C U30JIMPOBAHHON remMarypueil. Hepeako
3T0 3200JIEBAHNE HA3BIBAIOT «CEMENHOI JOOPOKAYECTBEH-
Hon remarypuert»> (CAI). JeinCTBUTENBHO, B psAE HAOIIO-
OEHUIT OTMEYACTCA JUIMTEIbHOE U JAKE MOKU3HEHHOE
GJIArONPUATHOE TEYCHUE GONE3HU Y MALUEHTOB C BTBM,
6€3 NPU3HAKOB IIPOrPECCUPOBAHUA U HAPYHMIEHHS (DYHK-



TemaTypus NP1 HACTEACTBEHHbIX HEhPONATHAX

LUkona Hedponora

oy nodek. OJHAKO Pl UCCAESOBATENCH YKA3bIBACT Ha
BO3MOKHOCTS Tporpeccuposanus BTEM BIIOTh 10 pas-
BUTHA XPOHUYECKON TOYEUHON HEAOCTATOUHOCTH (XITH),
11oaTOMy TepMUH CIII' MOXKHO ynOTpeOIATh ¢ GOBIION
OCTOPOXHOCTBIO [10, 15]. Hawme nporpeccuposanne 5TEM
HAOMIONAETCS Y B3POCIBIX. BO3MOXHOCTD MPOrPeCcCUpo-
BaHus BTBM HEO6XO/IUMO YUUTBIBATH, KOIIA PEIIAETCA
BOIIPOC O JJOHOPCTBE IIPU TPAHCIVIAHTALMY TOYKH [14].
Taxum 06pa3oM, B COBPEMEHHOM IIOHUMAHUU 6OJIE3Hb
TOHKHX 043/IbHBIX MEMOPAH — I'€HETUUECKU JETEPMU-
HHUPOBAHHAS HEUMMYHHAS ITIOMEPY/IONATHSA, CBA3AHHASA C
MYTALKEH I'€HOB KOJUIareHa IV ThIa, MposABILAIOmAsACA reMa-
TypUEH, B OONBITMHCTBE CIY4A€B HE UMEIOIIAS TEHICHIIUI
KIIPOI'PECCHPOBAHUIO U TIOITOMY HA3bIBAEMAS «CEMEHTHON
JOOPOKAYECTBEHHOU I'eMaTypueti». OHAKO B HEKOTOPBIX
CJIY4asix, KOITIA B IPEBLIYIINX IIOKOJIECHUAX ObLIN HOCHU-
Tenu MyTaHTHBIX TeHOB COL4A4/COL4A3, nos Mackon
BTBM MOXET CKPBIBATHCS TUIIMYHBIN CUHPOM AJIBIIOPTA.

HacnepcrBeHHBIN HEPPUT (CUMHAPOM AJBIIOPTA) —
HEMMMYHHAS T€HETUYECKU [JCTEPMUHUPOBAHHASA ITIOME-
PYJI0NATHsA, CBA3AHHAA C MyTallMEl I'€HOB KojutareHa IV
Tuna, yaie ¢ COL4AS, IpOABIAIONIAAcs reMaTypuen u/
WIN IPOTEUHYPUEH, HEPEIKO COYETAIOMAAC C HEMPOCEH-

Puc. 2. CepHsa 3/IEKTPOHHO-MHKPOCKOIIHIECKHX
HCCIIEAOBAHUH IPOXOKACHHA Ke()OPMHPOBAHHOTO
3PHTPOLHTA Yepe3 MOPHI B TOHKOH BM y 60IBHOTO
¢ BTBM (x28 000) o J.E. Collar et al., 2001

COPHOI TYT'OyXOCTBIO M ITATONIOIMEN 3PEHMUSA, CKIIOHHAA K
NIPOTPECCUPOBAHNIO U pa3BuTHIO XITH. Kosyutaren IV tuna
COCTOUT U3 TPEX JIOMEHOB, INIOTHO CKPYUYEHHBIX JIPYT' C IPY-
I'OM B HOPMAJIbHOM COCTOAHUY (pUC. 3). IIpy MyTatiuy reHa
(game COL4A5) HAOMIOMAIOTCI AHOMAJIMN CKPYYHBAHUSA
kosutarena IV tuna. Ecnu naémopaercsa genenys COL4AS,
41O 6BUI0 OTMEUeHO HaMu B JIHK 5 13 16 06¢/1e[0BaHHbIX
ceMelt (puc. 4), IPOUCXOAXT BbINIAJICHUE GOJIBIION YaCTU
3K30HOB I'tHA. B 3THX CJIyyasax HAPYLMIAETCsl CKPYUYHBAHUE
JIOMEHOB (pUC. 3) [2]. 3a601€BaHNE UMEET TSKEIOC MPO-
I'PECCUPYIOLIEE TEUECHUE C PA3BUTUEM SKCTPAPEHAIBHBIX
npossnenuil u popmuposanuem XITH. Taxke nabmo-
Jaercs peskasa geopmanusa riaomepyaapueix bM. Ipu
JNEKTPOHHON MUKPOCKONNH (OM) TOo4eYHOro 6uonrara
(puc. 5) OTMEYAIOTCS BLIPAKEHHBIE JUCTPOPUIECKUE U3-
MeHeHud BM ¢ ygacTKaMu IPOCBETAEHUA U CKOIUIEHUEM
TOHKOI'DAHY/IAPHOIO BEWECTBA. DTO IPUBOJUT K MOAB-
JICHUIO IIPOTEUHYPHUH C IOCTIECAYIOIUMUA U3MCHEHUAMMY B
CUCTEME AHTHOTEH3MHA Il 1 TPaHC(hOPMUPYIOIETO (DAKTO-
papocra 6era (TOP-B) [29]. DxcriepuMEHTAIbHbIE JAHHbIE
HOJTBEPIKAAIOT 3HAYUMOCTL TOP-B B IporpeccupoBaHuu
crnpoma Asbriopra [12]. B rex cy4dasx, KOrjia OTMEYaeTcs
TOJIbKO OAHOHYKJICOTH/IHAA 3AMEHA B I'€HE, T. €. IIPOUCXO-
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domeHbI konnazeHa IV muna
HC1

O a-3 (IV)
— @ a-5 (IV)
D o-4 (IV)

A (mpu o-yenu) B (cobpaHHasi u3 HUX MoJsieKyna)
—O
_—
1 wopma —® —
—2
Deneuus B obnacTtn —O O
2 COL4A5, npusopsuias _ —

k oTcyTcTBuio HC gomena 7 —D

ToueuHble MyTaumm —O
KonnareHoBoro JomMmeHa
3 COL4AS5, npusoasime v @ > €-5 m:;,:
K HEMOrHOM crpanusaum ——————D
MOneKynbl
Puc. 3. O6pa3oBaHHe MOJIEKY/I 0a3aIbHON MeMOpaHbI 13 anbda-1ernert

Kosuiaresa IV: 1 - Hopma, 2 - gesnenusa reaa COL4AS,
3 - ToueuyHas myranua reda COL4A5

<€—— 459 n. H. (19- 9Kk30H reHa guctpodurHa)

<—— 316 n. H. (43—44-1 3K30HbI)

<€—— 252 n. H. (47-V4 3K30H)

<€—— 158 n. H. (42-V4 9K30H)

Prc. 4. MyIBTHILIEKCHAS AMILTH(DHKATIHSL
B reHe COL4A5 y mpoGaHa ¢ CHHAPOMOM AJIBIIOPTA ceMbH B.
(1-51 MOIOCKA — 3TOPOBBII IOHOP, 2-5 MOJIOCKA — IPOOGAH]I C AeICIHEN],
M - MapKep MOJIEKYIAPHOIO BeCa)
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JUT TOYeYHAst MyTanus (puc. 0), HapyIIeHus
CKPYYMBAHUA KOJUIATE€HA BBIABIAIOTCA JIUIIb
B OT/IE/IbHBIX YU4ACTKAX, BM 0CTaeTCs TOHKOU
U KJIMHUYECKU Y OOIbHOI'O UMEET MECTO
H30IMPOBAHHAA reMaTypus (pUc. 3). IMEHHO
nojo6uble cirydar CA u BTEM npezicTasisior
6OJIBbIINE CTIOKHOCTU IIPU IIPOBEAEHUU IU(D-
(bepeEHIINAIBHOIO AUATHO34.

[1pu HAOMOAEHNN HA IPOTSLKEHUN 25 JIET
34 TEYEHUEM HACJIEACTBEHHOI'O HEPPUTA
y 200 pmereit u3 153 cemMert HaMu OBUIO OT-
MEYEHO, YTO IIPH NEPBLIX OOPAIECHUAX 3
MEJUITUHCKON MMOMOIIBIO NIPAKTUYECKHU Y
BCEX OblId BBIPAKEHA I'EMATYPHUA. DTO OT-
MEYAJIOCh KAK Y MAILYUKOB (N =79), TaK U y
JeBodek (n=121). B MHOrOLEHTPOBOM UCCIIE-
JIOBAHMH J. Jais et al. reMaTypus BBIABIIIACD ¥
95% TpeCTABUTENBHUI] JKEHCKOTO 110/ U3
OOC/IEOBAHHBIX B PA3HBIX CTPaHaX EBPOIIBI
195 cemeit [16]. 3HaYNTEIPHAS IPOTEHHYPHS
HOABJIIIACD, [10 HAUM HAOIIOACHUAM, Yalle
y MaJbYMKOB II0CI€E 12-JI€THErO BO3PACTa.
DTH JJAHHBIE COIVIACYIOTCS C JAHHBIMHU TOT'O
JK€ MHOTOIIEHTPOBOI'O UCCaenoBanus [17].
K15 rogamy 601bIIeN 4aCTU IPEACTABUTENEHN
MYKCKOTI'O T10JId OTMEYAJIOCH ITOBBIMIEHUE
APTEPUATILHOTO JaBneHud (Al) U CHIDKeHNEe
KJIYOOYKOBOI (PUIBTPAIINH, BCIEH 32 UEM
OOHAPYKUBAIOCH HAPACTAHUE YPOBHA CBIBO-
PpOTOYHOIO KpeaTnuHuHa. Y 18,2% 60NbHBIX
34 IEPUOJ] 25-NIETHETO HAOMIONEHNSA PA3BU-
Basach XIIH, mpuyeM y 4 3TO NPOU3OILIO B
BO3pacre Jo 15 net. BceM 4 B KOPOTKHE CPOKU
ObUId IPOU3BEACHA TPAHCIUIAHTALNSA [IOYKY,
YTO NO3BOJIWIO MPOINUTD JKU3HDb ITUX 0O0Jb-
HBIX Ha CPOK JIO 15 J€eT.

Cunzipom Anbriopra u BTEM — Hanbonee
pacCpOCTPpaHEHHbIE 3260I€BAHNA HACIE]-
CTBEHHOH IIPUPOJBL, COIIPOBOXKIAIOMINECS B
HAYILHOM IIEPUO/IE OOIE3HU WU HA IPOTS-
JKEHUU BCEH JKU3HU MALIUEHTA U30IUPOBAH-
HOW remMarypueit. Iemarypus HaOII04A€TCA
U IIPU IPYTUX T'€HETUYECKH JCTEPMUHUPO-
BAHHBIX 3200JIEBAHUAX, B YACTHOCTU IIPH

Puc. 5. DIIeKTPOHHAS MHKPOCKOITHA
Hedpoouonrara 60apHOIO K. ¢ THArHO30M:
CHHJIPOM AJIBIIOPTA — YTONIIEHHE 0a3aTbHOM
MeMOpPaHbI KTy0OYKOBOI'O KAIIMJUIIPA
C IPOCBETICHHAMH U CKOIUICHHEM
TOHKOI'PAHY/IPHOTO BEUIECTBA, OTCYTICTBHE
lamina densa (<15 000, mpemapar
A.M. K1eMGOBCKOI0)
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Puc. 6. BoabHOM B. ¢ HacteacTBeHHbIM HedpuTom. ToueaHas
MyTalMA IPHU HCIIOAb30BaHHH MeToaa SSCP
s uccnenoBanus COL4AS. Ionocka 3 - THK npoGanma
c ToaeqHon myranuei B COL4A5, monocka 6 — mapxep
MOJIEKY/IIPHOH MACChI, OCTATbHBIE IIOJOCKH — KOHTPOJIb

6one3nu Padpy, npu cuHgpome nail-patella, npu nomm-
KUCTO3HOI 6011e3HN [32]. OHAKO IPU ATHUX 3A007IEBAHUAX
HAJIMYUE JPYTUX PEHAIBHBIX U/WIN 3KCTPAPEHAIBHBIX
NIPOABIEHUH 6OJIE3HN TIOMOT'AET YCTAHOBJIEHUIO IMATHO3A.
M3011poBaHHAsg IeMATyPHsl MOKET HAOMIIOAAThCA IIPU He(-
POIATHAX, CBA3AHHBIX C TUIIOIUIACTUYECKON AUCIUIA3UEN
nouek [1]. Heo6XxoaumMo OTMETUTD, 4TO IIpU OM y IeTel C
He(pPONATHEN, CBA3AHHOM C T'MITOIUIACTUYECKOI TUCILIA-
3UEi, MOI'yT HAOMIOAThCS KAK TOHKHUE, TAK U YTOJIICHHbIE
EM, a ipu uCCIeJOBAHIH 3KCKPEIM TH/IPOKCHIM3UH-T/IH-
KO3H1/1A C MOYOI OTMEUAIOTCS IIOKA3ATENH, OIU3KUE K TEM,
YTO BBIIBILIIOTCS TP CUHAPOME AnbriopTa [35]. W.B. Plaiser
U COABT. OIKACAIN HOBBIA CUHJPOM, IZI€ NPEBATUPYIOLIUM
CHMIITOMOM TAKXK€E OKA3/1dCh M30JIMPOBAHHAA IEMATYPUS
[22]. ITpaBpa, npu 3TOM 3200I€EBAHUN UMEET MECTO U3BU-
TOCTb APTEPUAIBHBIX COCYAOB CETUYATKH I71d32 U BO3MOKHBI
MBIIIEYHBIE KOHTPAKTYPBL, Hd YTO aBTOPbI PEKOMEHAYIOT
06pamarTs BHUMAHUE, €CJIN Y IIALMEHTA UMEETCA U30/IH-
POBAHHAS IEMATYPHUAL.

Coueranue CA ¢ APYTUMH 3400IEBAHUAMU BCTPEYACTCA
O4YEHb PEAKO. [TIaBHOE, 4TO HEOOXOANMO YIUTHIBATD — ITO
BO3MOKHOCTb Pa3BUTHA CMHAPOMA Iyamacyepa mocie
TPAHCIVIAHTALIAN IOYKH y OOJIbHBIX C CUHAPOMOM AJIBIIOP-
Ta. DTO CBA34HO C TEM, YTO UMMYHHAs CUCTEMA ITUX OOJIb-
HBIX PACTIO3HAECT HOPMAIBHYIO ITIOMEPY/LIPHYIO O232/IbHYIO
MEMOPAHY KaK UY;KEPOJHBIIN AHTUTEH. Y TAKUX ITAIUEHTOB
MOT'YT O6Pa30BBIBATBCH AHTUTENA K 0-3- (aHTUTEH Tymac-
4yepa) WK o-S-1ersaM Komtarena IV tuna [28). Hanporus,
coderanue bTBM ¢ pazHOO6pa3HBIMU HEDPOTATUAMH,
4ale UMMYHHOI'O I'€HE3a, HE ABJETCI PEAKOCTRIO. I10
MHeHmio E. Mandache n M. Gherghiceanu, npoananmsu-
POBABIINX PE3YNBTaThl 487 GUOICUH, TOHKUE OA3a/IbHbIE
MEMOPAHbBI OYEHb YACTO ABJIAIOTCA IIPEAPACTIONAT AIOIUM
(PAKTOPOM K OTJIOKEHUIO UMMYHHBIX KOMIUIEKCOB, UTO
BEJCT K PA3BUTHIO PA3NMUHBIX Hedponatui [20]. Ilpume-
A1 (PEPMEHTOTIOIMUECKUE UCCIECAOBAHUA B OMONITATAX
[IOYCYHON TKAHU IIpuU IgA-nedponarun, S.M. Jalalah et al.
TTOKA34JIH, YTO IIPHU ATOM 3200JIEBAHNUHN YCWINBAETCA ep-
MEHTHAA JETPAJALINA 6a3aIbHBIX MEMOPAH, ITO-BUUMOMY
BBI3bIBAEMAs IPONIU(DEPUPYIONUMU MEZAHTUAIbHBIMU
KIETKAMH, 32 CYET 4ero bM UCTOHYAIOTCS, YTO IPUBOJUT
K pEATbHOI BO3MOKHOCTH TOSIBTICHUS TeMaTypuu [19].

TemaTypus MOXKET OBITb HAYAJIbHBIM KIMHUYCCKUM

NIPOABIEHUEM PA3INYHBIX BAPUAHTOB ME3AHTUOINIPOIIH-
peparusHOro rnomepynonedpura (M3II'H), He TOIBKO
CBA3AHHOIO ¢ IgA-HedponaTuei.

Moa Hawmm Habniogerrem Haxoputes Mnba B., y kotoporo ¢
6 net OTMEYaETCs M30IMPOBAHHAS rematypus. Matepyu naunenTa
MOCTABAEH AMArHO3: ModYekameHHas 6onesHb. [ematypus Guina
BbISBSIEHO CIIY4AMHO, MO MECTY XMTENbCTBA CTABMACH AWMATHO3:
MHTEPCTULMATbHBIN HEDPUT, MPOBOAUIOCH NIEYEHME YPOCENTMKA-
MM M uHOOMeTauMHOM 6e3 dddekTa. emaTypus CoxpaHanacs,
HECKOJbKO YCMAMBASACH MOCAE PECNUPATOPHbIX MHbeKuni. B
Bospacte 12 net 06paALLEHO BHUMAHWE HO NACTO3HOCTbL BEK W 10-
newei, nossnenue 6enka B moue — 0,165 r/n. Mocrasnen anarHos:
rOMEPYNOHEDPHT, NPOBEAEHO SIEYEHWE NPEAHNU3ONOHOM B 103 |
Mr/Kr/CyT, XnOpPOYTUHOM, renaprHOM, KypaHTunom. [actozHocTs 1
MPOTENHYPUSA MCUE3NH, MUKPOTEMATYPUS COXPaHSNach. B Bospacte
13 net Bnepsbie 06cnenoBaH B Haweir kinkke. CamouyscTame
OLINO YLOBNETBOPUTENbHBIM, MMENOCL Bonee 5 manbix aHomanui
PA3BMTHA, NPONANC muTpansHoro knanaxa. Kpome rematypuu, y
manbunka B8 move Genok — 0,099 r/n. Mimeno mecto cHuxenne
MoKa3aTenen aMMOHMO- 1 QUMAOTEHE3A, TEHAEHUMS K HUKTYPHM.
Onpepenero nosbiweHne GUOPUHOrEHA KPOBM, MOBLILIEHHOE
KOSIMYECTBO UMPKYIMPYIOLMX MMMYHHBIX komnnekcos. [lpu ayau-
OMETPUM HOPYLUEHMI CIYXA HE OBHAPYXEHO, KAK HE BbISIBNEHO U
remaTypum y 6rvmxaiiumx uneHos cembu. Mpu Y3M — HesHaunTensHo
YBENIMYEHb PASMEPLI MOYEK, BbIBREHb AMDY3HBIE M3MEHEHMS
MOYEUHON NAPEHXMMbI. [IMArHOCTUPOBAH XPOHUYECKMI TOHIUANHT,
npousseaeHa ToHaunnakTomust. CHHAPOM remMaTypuu COXPAHANCS.
lMocTeneHHO HAPACTONO KONMMYeCTBO 6enka B MouYe, LOCTUIHYB
544 mr/24 4, otmeuyanacs TeraeHuma k noseiwernio ALl B caasum ¢
nporpeccuposarmrem GonesHn Guina nposeaeHa Hedpobuoncus ¢
npeanonoxutensHeim amardosom: bTBM, momepynonedpurt. Mpu
CBETOOMTUYECKOM UCCIIEROBAHMN BUOMTATA BLIABAEH ME3AHTMONPO-
mdepatusrbiit [H ¢ odarossim rpanynapHeim ceederem C3 Ha
BM. Mpn OM - 6onee 50% BM cdbopmnposaHo HENPABMILHO: KX
ncroruenve ot 50 go 150 nm (puc. 7), ouarn cknagsatoctn bM,
TPEXCIIOMHOCTL HE MPOCNEXMBAETCS. VIMEET MECTO yMEpPeHHOE HaKO-
nneHme MeMOPAHONOLOBHOTO BELLECTBA CO CAABAEHMEM OTAENbHbIX
KAMMANSPOB. VIMEIOTCS 3HAUUTESbHBIE YYACTKM PACTIACTHIBAHMS CIIVB-
WKXCA OTPOCTKOB nogoumtos Ha BM. MogounTsl 1 sHAOTENMOUUTEI
OTeuHbl, BOKYONM3MPOBAHLI. B npocseTax kanunnspos 3HaUMTENLHOE
KOMMYECTBO 3PUTPOLMTOB, B GOSLLUMHCTBE KIIETOK MMEIOTCS BUPYCO-
nonobHsie Tensua. OkoHuyaTensHbii anarios: MslMTH npu Hanuumm
BPOXAEHHbBIX TOHKMX 6A3QMbHBIX MEMBPAH.

Puc. 7. DIeKTPOHHAS MUKPOCKOIIIs HeppoGHomTaTa
y 60;1pHOTO H. 17 JIET C THATHO30M:
Me3aHTHONPOIH(ePATHBHBIN ITOMepyIoHedpHT
IIPHU HATHIHUH OOT€3HH TOHKHX 0a3aTbHBIX MEMOPAH —
6a3abHAsA MeMOPaHA KAWUIAPA C TOMIHHON B PA3THIHBIX
yaacrkax 50-100 HM (x20 000, npeniapart E.II. FoMuImHOH)
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Takum O6pO3OM, Y Manb4yuka C BHELWHUMKU NPUIHAKAMM OU3-
3MBPMOreHE3a OTMEYANACh CYYAMHO BLISBNEHHOA M MNEPCHUCTH-
pyloLLas M30IMPOBAHHAA rematypus. [losTopHble obocTpeHus
TOH3UIINTA M, BO3MOXHO, NMPUCOEOMHEHWE BUPYCHOW MHbEKLMM
NPMBENU K PA3BUTMIO ME3AHTMONPONUGEPATUBHOTO rIOMepy-
J'IOHedeMTO, KOTOprﬁ npoasnanca nNepuoLndeCckuM nogBneHUEM
NPOTENHYPUKU, HOPACTAHNEM A,D,, M3MEHEHMAMKU NAPEHXUMBI NOYEK,
onpenenaemsimn npu Y3M. Cnocobetsyiowmm GpakTopom k passu-
tnio MH, ouesmaHo, Beino BPOXAEHHOE HANIMYME TOHKMX 6a30nbHbIX
MEMOPaH KiyBouKoBbIX kKaNMAnapos. Manbunky Ho3HaYeH 3Han B
nose 5 mr/cyt. Yepes 6 mMecaues npu KOHTPOMLHOM UCCEN0BAHMM
npoTenHypus He onpepenanace, ALl Gbno 8 npeaenax HopMbI.
[ematypus coxpaHsnace.

[Ipu 0OCYXAEHUN BOIIPOCA O JIEUEHUN OOJIbHBIX C
HACIE€ACTBEHHBIMY HE(PPOMATUAMY, IPOSABIAIOMUMUC
IeMaTypueH, 0034 TE/IbHO CIEAYET YACIATh BHUMAHUE JPY-
I'MM KJIMHUYECKUM IIPOABICHUAM OOIE3HMU. B TEX Cydasx,
KOTI/[a 3300JIEBAHUE HE IPOIPECCUPYET U UMEET T0OPOKA-
YECTBEHHOE TEUEHHUE, OCHOBHBIM SABJIAECTCA HAOIIOAECHUE
34 COCTOSIHUEM ITALIUEHTA, MOHUTOPUHI (DYHKIIUH [IOUEK.
[Tpyr HOPMAILHOU IOYEYHOMN (PYHKIUHU HUCIIOIb30BAHNE
TEPANEBTUYCCKUX BO3ACUCTBUM OOBIYHO ITOKA34HO TOJIBKO
JJLAJICYCHIS MHTEPKYPPEHTHBIX 60/1e3HeH. OPUEHTUPYACH
HA CHIKEHHE OOLIET0 JKU3HEHHOI'O TOHYCA M HAPYIICHHS
KJIETOYHON OMO3HEPTCTUKH [TPH MTOJIUKUCTO3HOM 60JIC3HN
IIOYEK, ACTAM IIPOBEACHO JICYEHUE SHEPIOTPOIIHBIM IIpe-
[1APaTOM AHTABUT [3]. ONHAKO IPEAYIIPEANTD JabHENIIEE
IIPOrPECCUPOBAHUE 3A00NEBAHNA IHEPTOTPOIIHBIMU IIPE-
[IAPATAMU BPAJ, I BO3MOXKHO.

B nocnepnme roppl ¢ LENbIo PEHONPOTEKIIUU ACTAM C
CA Haya/I1 HA3HAYATH UHTMOMTOPBI AHTMOTEH3UH-TIPEBPA-
matorero gpepmenta (MAIID). B nurepatype cBeicHus O
JIAHHOM BHJIE JIeYeHUsT HeMHOTrouncIeHHsL. L. Adler et al.
NpuMeHWM dHIanpui 11 geram ¢ CA B paHHEH CTauu
3a6071€BAHNA, IIPYU HATMYUH MU30/IMPOBAHHON TEMATYPUH, U
HE ITOJTYYH/IM IIOTIOKUTEIBHOIO Appexra [ 7]. Iomoxurens-
HOE BIMSIHUE SHATANIpmwiIa ormerran W. Proesman et al,
[IPUMEHUB IIPENIAPAT Y 7 AETEU C Y2KE UMEBILIEUCA IPOTEU-
Hypueri [23]. Breuenue 18 mecarieB OTMEUeHO YMEHBIIEHUE
IIPOTEUHYPUHU HA 23% 110 CPABHEHUIO C HAYA/IbHBIM YPOB-
HEM, HO IIPU 3TOM OTMEYAIACh TEHJCHIMA K HEKOTOPOMY
CHIDKEHHIO CKOPOCTU KIIyOOUKOBOM (pruisrpannn. Ham
OTIBIT KACA€TCs 6 MAIBYMKOB B BO3pacTe o1 9 710 15 JieT, Ko-
TOPBIM IIPOBOAUIOCH JieueHHE UATID, B rpyIIy CpaBHEHUA
BOITH 6 JIETEI TOTO K€ BO3PACTA U 014, OTKA3ABIIUXCS
ot 1eueHns1. KOHTPOJIb COCTOAHMA OOIbHBIX OCYLIECTB/ICH
yepes 23,5 U 25,5 MECAIEB COOTBETCTBEHHO. 34 3TO BPEMS
HAPACTAaHUE IPOTEUHYPUH IIPOUCXOJHUIO Y IETEN 0OEUX
I'PYIIL, O/JHAKO B OTCYTCTBUU JIEUEHUA Ha 1 /3 GOIbIIIE, UEM
IIPYU UCIIO/Ib30BAHUH KarloTeHd. Hapacranue KpeaTuHuHa
B CBIBOPOTKE KPOBU Y AeTe, oay4daBmux HAIID, 6b110 B
IIpeie/Iax HOPMAIbHBIX 3HAYCHUH, 4 Y IETEH, KOTOPBIE HE
TIOJIYYJIN KAIIOTEHA, YPOBEHb KPEATUHHUHA ITOBLICHIICA Ha
50% OT MCXOZHOTO, TAPAJUIEIBHO C MAJEHUEM YPOBHA KIIy-
604KOBOH (puiBrpauu. I1pu 3TOM y OIHOI'O U3 GOJIBHBIX
passunack XITH, Tpebyromnas 3aMeCTUTEIbHON TEPATUH.
DTH, NIOKA NIPEABAPUTE/BHBIE JAHHBIC, HACTPAUBAIOT HA
OITUMUCTUYHDIN JIAJ| B IJIAHE AAJILHENIIETO U3YYEHUA
PEHONPOTEKTUBHON aKTUBHOCTU MAIID nipu CA. HMMmero-
MIMECA JINTEPATYPHBIE JAHHBIE ITOBOPAT O BO3MOKHOCTA
ncnonb3oBanua UAII® npu Hanuuuu BTEM B cnyvasx
Hacnoenua I'H [8].
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3axkiaroueHue

CHHIPOM M30JUPOBAHHON I'€MATYPUU B HACTOA-
€€ BPEMSA CBA3BIBACTCA C HATMYMEM HACIEACTBEHHOU
narosnoruu: BTEM u CA. [lpyrue Hacie/[CTBEHHBIE 3200-
JIEBAHUS, IIPH KOTOPBIX MOKET BBLABJIATHCH I'EMATYPUS,
OTHOCHUTENIBHO PEAKH, JUATHOCTUKA UX 0a3UPyeTCs Ha
COYCTAHUN I'EMATYPUU C APYTUMH [IOYECYHBIMHU WIH SKCTPA-
PEHATIBHBIMU IPOSABICHUAME OOIE3HA. DM-UCCICOBAHNA
MOYEYHBIX OMONTATOB CBU/IETENLCTBYIOT O BO3MOKHOCTH
IIPOXOXK/JCHUS YEPE3 TOHKYIO OA3AIbHYIO MEMOPAHY KIIy-
GOYKOBBIX KAWJIISIPOB I6(DOPMUPOBAHHBIX SPUTPOIIHUTOB,
KOTOPBIC KaK Obl «<BBUHUMBAIOTCS> B IIOPBI 3TUX TOHKUX
BM. I1po6reMori OCTAETCs CBOEBPEMEHHOE ITPOBE/ICHUE
i hepeHIIATLHOrO Aarno3a Mexxay bTBM u CA, Tak Kax
062 3260J1€BAHNSA CBA3AHbI C MyTalyeit reHa IV ppaxkunn
KkosutareHa. JuddepeHiiupoBaTe 3T Ba 3200I€BAHUA
HEOO0X0AUMO, Tak Kak BTBM, Kak IpaBuio, IPOTEKAET
6J1arONPUATHO U HE UMEET CKJIOHHOCTHU K IIPOIPECCUPO-
BAHUIO, UTO CBOUCTBEHHO CA. Bmecte c teM BTBM Hepeko
ABIACTCA (PAKTOPOM, MPEAPACIONATAIOMUM K PA3BUTHIO
rinoMepyaonedpuTd, 0co6eHHO IgA-HepponaTuy, B ITUX
CJIy4aAX TAKTHKA JIEYEHUs 0a3UPYETC HA IPOABIECHUAX
rinoMepyaoHeppuTa. JJaHHbIE TUTEPATYPBI 1 COOCTBCHHBIC
HAOG/IOEHUSA TOBOPAT O TOM, uTO I1pu CA 1 Hacnoenuu ['H
Ha BTEM nieniecoo6pa3Ho UCIOMb30BATh PEHOIIPOTEKTUB-
HOE BJIMAHUE UHIUOUTOPOB AIID.
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