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KaHAUJIAT MeAMUUHCKUAX HAYK JOUEHT

Pe3rome

MemOpaHo3Hast HepornaTus — HauboJiee yacTas MpuyuHa pa3BUTHs Hedpo-
TUYECKOTro cUHApoMa y B3pocibix. B XXI Beke MHOTHE aclIeKThl pPa3BUTHSI JAHHOTO
3a00JIeBaHUs OKOHYATEJIbHO HE YCTAaHOBJIEHBI. IpoucxoauT mocTtosstHHOE OOHOBIIE-
HUEe MHGOpPMAIIMK, CBSI3aHHOE MPEXKJIE BCETO0 ¢ M3YYEHHEM HOBBIX 3BEHBEB IaTOre-
HE3a, a TaKXe BHEJAPCHHEM OOHOBJICHHBIX METOJOB JICUCHHsS] MEeMOpaHO3HOU
He(ponatuu. B npeacraBieHHOM 0030pe OTpakeHbl COBPEMEHHbBIE TPEICTABICHUS
0 MaToreHes3e, KIMHUKE, JUarHOCTUKE U JICYEHUH MeMOpaHO3HOW He(poIaThu.

KiroueBble cjioBa: MeMOpaHO3HAast HEPPOTATHS, TIIOMEPYIOHEPPUT

144



BuyTrpennne 0os1e3HM ceroans : 0. Hay4. Tp., nocsam. 100-x1ernro YO BI'MY

Onpenenenue

Mewmbpano3Hasi HedpomaTusi — 3To Mopdosiorudeckas dopma TIIoOMepyJsio-
HedpHTa, IS KOTOPOo XapakTepHOo Mu((dy3HOE YTONIEHUE CTEHOK KalUJUIIPOB
KITyOOYKOB, CBsi3aHHOE ¢ AUPGHY3HBIM CYyOINMUTENUATBHBIM OTIOKEHUEM WMMYH-
HBIX KOMIUIEKCOB, PACIICIUICHHEM U yJIBOCHHEM Oa3anbHOM MeMOpaHbl KiIyOou-
koB. HecMoTps Ha nmuddy3HbIif XapakTep mpoliecca, MPOCBET KaMWUISIPOB OCTAeT-
cst OTKpBITBIM. [Ipu pa3BuTHN MeMOpaHO3HOM HepponaTuu B 0a3abHOM MeMOpaHe
WIA BAOJb KIYyOOUKOBBIX KAaMWUISIPOB (CyOSMUTENNAIbHO) OTKIIAIBIBAIOTCS WM-
MYHHBIE€ KOMILJIEKCHI, COCTOSIINE 00BIYHO U3 UMMYHOTTI00yIMHOB (19) kiacca G u
C3-KOMIIOHEHTa CHCTEMbI KOMILJIEMEHTA.

PacnpocrpaHeHHOCTH

B MKB-10 nannoe coctostaue uneHtudummpyercs kak N03.2 — Jluddys-
HBII MeMOpaHO3HBIN TrioMepynoHedpuT. YacToTa pa3BUTHA JaHHON MATOJOTHUHU
coctaBinsgeT npubausuTeasbHo 1 cioyyair Ha 100000 Hacenenust B roa. Kaxnas 4-s
He(poOUOIICHs MALUEeHTa ¢ HE(PPOTUUECKUM CHHIPOMOM BBISBIISIET MEMOpaHO3-
Hyt0 Hedpponatuto. [1o pa3nuyHbIM JaHHBIM MeMOpaHO3Hass HePponaTHsl COCTaB-
aseT oT 3 1o 15% Bcex MOp@OTOTUYECKUX TUIOB INIOMEpYJIOHEDPUTA U SBISETCA
HauboJee YacTOM NPUYMHON EPBUYHOTO HEPPOTUUECKOTO CUHAPOMA Y B3POCIIBIX.
B cpeanem memOpaHo3Hast HepponaTusi KIMHUYECKH MaHU(ECTUPYET B BO3pacTe
30-50 neT u HECKOJIBKO Yallle pa3BUBACTCS y MY>KUMH MO CPAaBHEHUIO C KEHIUHA-
MU (cooTHomieHue cocrtapisger 1.3-2.2:1). Yactora paszBuTus MeMOpaHO3HOU
HeponaTuu yBEJIMYMBAETCS C BO3pacToM. Tak, y JeTed yAeNbHBIN BeCc JaHHOU
NaTOJIOTUHU HE IpeBblaeT 5% U ToJIbKO 2% cilydaeB He(PPOTUUECKOTO CHUHIpPOMA
00YyCJIOBJIEHO pa3BUTHEM MEMOPaHO3HOU HEPponaTUu.

VYV 80% mnauueHToB ¢ JUArHOCTUPOBAHHON MeMOpaHO3HOW HedpomaTheu
YCTaHOBUTH MPUYMHY pa3BUTHA 3a0o0jieBaHUS HE ynaercs. B aToM ciiydae Takoi
BapUAHT OTHOCUTCS K HJIMOINATUYECKON MeMOpaHO3HOW HedpomaTuu. B ocranb-
HBIX CJIy4asX NAaTOJOTWs HOCUT BTOPUYHBIN XapakTep. Y IeTeu, HapOTUB, IPEBA-
JUpPYET HAIM4YKMe BTOPUYHOM MeMOpaHo3HOW HedponaTuu — 110 75%.

ITHOJIOTHA

[TpuunHb! pa3BUTHs MEMOpPaHO3HON HedpomaTHH pa3HOOOpa3HbBIE:

— JIeKapCTBEHHbIE Ipenapatrbl (Hampumep, Mmpenaparbl 30J0Ta, MEHHUIIUII-
namuH, HITBC);

— uH(pexkuuu (Hanpumep, BupycHbIM renatut B wmm C, cudpunuc, BUY-
uHpeKkms u ap.);

— ayToMMMYHHbIe 3a0oneBanus (Hanpumep, CKB, BackyiuTbl, CUHIPOM
[erpena u np.);

— OIIyXOJIM Pa3IMYHBIX JIOKAJIU3aui;

— mapasuTapHble 3a0o0JieBaHMs  (Hampumep, MaJsipusi, LIUCTOCOMO3,
JEeHIIMaHKUO3 U JIp.);

— Jpyrue 3a0o0JieBaHus (CapKOUI03, MOJUKUCTO3, EPBUYHBIN OUTHApHBIN
LIUPPO3 U JIp.).

IIaTorenes

B ocHoBe 3a005eBanus JeXUT 00pa3zoBaHue UMMYHHBIX KoMIuiekcoB (MK) u
UX CyO’IHTENUaNbHOE OTJIOKEHHUE B KIIyOOUKaX. BeIensoT nepBUUHYyIO, BTOPHY-
HYIO U aJUZIOUMMYHHYIO (pOpMBbI 3a00JIeBaHUSI.
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[Ipy mepBUYHON (MIUONIATUYECKON) MeMOpaHO3HOW HedpomaTUu OCHOBOM
nenonrpoBanus UK sBrsercs oOpa3oBaHue ayTOAQHTUTEN K BHYyTPEHHEMY aHTHUTIe-
Hy Kiyoouka. Y 70-80% manueHTOB BBISABISAIOTCS aHTUTENA K MOJOLUTAPHOMY
TpaHcMeMOpaHHoMy perientopy docdonumazer A2 M-tuma (PLA2R-AT), oTHo-
CAIIUXCS MPEUMYIIECTBEHHO K Kitaccy 1gG4.

Y octanpubix 20-30% manueHToB ¢ MeMOpaHO3HOUM HedponaTHel BHyTpeH-
HUM aHTUTEH KIIYOOUYKOB M ayTOAHTUTENAa K HUM He UAeHTU(UIIMpOBaHbl. BTopuy-
Hasi MeMOpaHoO3Hasi HeponaTusi ABJISIETCS PE3yJbTaTOM clelnuduueckoro mopa-
KEHHs KITyOOUYKOB MMMYHHBIMU KOMILJIEKCAMH, B KOTOpPbIE BKIIOUEHBI SK30TCHHbBIC
(BUpYCHBIE, OIyXOJIEBbIE U IPyTH€) aHTUTCHBI.

AmnouMMmyHHas ¢opma oO0yciioBieHa (HeTOMaTepUHCKON WMMYyHU3AIHEH
KCHIIIMH aHTHTEIaMHU K HeWTpaiabHol sHnonentuaase (NEP) — memOpanoacconu-
UPOBAHHOMY AHTUTEHHOMY OE€JIKY MOJOLIMTOB — W Pa3BUTHEM THUIUYHONM MEM-
OpaHo3HO# HedponaTuu y ioaa. Taxxke autonMMyHHass Gopma pa3BuBaetcs de
NOVO B nouke nocise TpanciianTanuu y NEP-neduuthbix narueHTos.

MexaHnu3m pa3BUTHS MEMOpPaHO3HOM HepponaThuu OO0YCIOBIIEH PSAIAOM B3a-
UMOCBSI3aHHBIX TporieccoB. In Situ gopmupyrorcs MK u3 cBs3aHHOTO ¢ MOJOIUTA-
MU aHTUT€HAMH U ayTOaHTHTEN Kiacca 1gG, 4To mpUBOIUT K aKTUBAIIUU CUCTEMBI
KOMILJIEMEHTA M0 KJIACCHYECKOMY ITyTH, KOTOPBIM 3aKaHYMBAETCA OOpa3oBaHUEM
MeMmOpaHoaTakytoriero komriekca (C5h-C9) B cyOanuTenMani-HOM POCTPAHCTBE.
B cnyuyae pa3BuTHs epBUYHON MEMOpPaHO3HOM HE(POMATHH ayTOAHTHUTENA OTHO-
csates k 1gG4, npu hopMupoBaHuy BTOPUYHOTO BapuaHTa nospexaeHus MK moryr
conepxath Takke 1gG1l, G3 u apyrue. Otnoxxkenne UK npoucxoaut cydsnurenu-
alnbHO M HMHTpaMeMOpaHo3HO. CopMUpoBaBIIMIICS MEMOpPaHOATAKYIOIIUNA KOM-
IUIEKC BBI3BIBAET CyOJIeTaIbHOE MOBPEXKACHUE TIOJOLUTOB Yepe3 00pa3oBaHUE aK-
THUBHBIX KHCIIOPOJHBIX PAJUKAJIOB U dHKOo3aHOMIOB. Hapsay ¢ 3TUM MpPOUCXOAUT
peopraHu3anys aKTUBHOTO ITUTOCKENIETa, a TakyKe JAUCCOIMAIIHS OSIKOB IIEIeBOU
nuadparMpl IMyTEM MPSMOTO MUTOJIUTHYECKOTO JeicTBus. Bece omucanHbie BbIle
MPOIIECCHl MPUBOAT K 3HAYUTEIHHOMY TOBBIIMICHUIO MPOHHUIIAEMOCTU TIIOMEPY-
JSIPHOM KaUJUIIPHON CETKH, YTO KIIMHUYECKH MPOSIBISIETCS B BUJIE IPOTCHHYPHH.

Mopdonornueckre n3MeHeHus, BUIUMbIC TIPU CBETOBON MUKPOCKOIIUU TIPH
MEPBUYHOM U BTOPUYHOM BapraHTax MeMeOPaHO3HOU He(pponmaTH UICHTUYHBI.

Ha nauanbHbIX 3Tamax 3a0oJieBaHUsI B KJIyOOdKax HET mpojudepanuu Ka-
Kux-11bo kierok. Ilo mepe mporpeccupoBanusi 3a00JieBaHUsl B PE3YJIbTATE YTOJI-
mieHus: 6azanbHON MeMOpaHbl KIIyOOUeK MPEBpAIAeTCs B THATWHOBYIO Maccy.
KrneTtkn moaBepraroTcs pa3pymeHuIo U JTU3UCY, MOPAKEHHBIA KITyOOUYeK CKIEpO3H-
pyercsi.

Kannnyeckasi TMarHocTuka

[Tpubnusutensno 'y 80% B3pOCHbIX € HIMONATHYECKON MeMOpaHO3HOM
HedponaTueit B nedGrore 3a00JieBaHUS BBISBISACTCS HEDPOTHUUECKHUI CHHIPOM, Y
OCTAJIbHBIX TAIIMEHTOB BBISBIACTCS CyOHehpoTUUECKass MPOTEUHYpHUs. TedeHue
3a00JIeBaHUsI MOXKET aCCOIMUPOBATHCS CO CTIOHTAHHBIMH PEMHUCCHSIMHU U PEIUIN-
BaMu. CIIOHTaHHbIE TIOJHBIE PEMHUCCUU HE(YPOTUYECKOTO CHHIPOMA BO3HUKAIOT Y
20% manueHToB, a yactTuuHbie — y 15%. AprepuanbHas rumnepTeH3us B fe0roTe
3a00JIeBaHUsI Pa3BUBACTCS PEAKO, B JajbHeleM orMmedaetrcs B 20-50% ciyuaes.
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[Ipu BTOpHMYHOIM MeMOpaHO3HON HeppONaTUU KIMHUYECKAs KapTMHA BO MHOTO
Ipe/ICTaBlIeHa OCHOBHBIM 3a0oiieBaHMeM. OTMeUaeTcs, 4To y MalMeHTOB C MEM-
OpaHO3HOHN HEe(poIaTuen, COMPOBOKIAONIEHCS pa3BUTHEM HEDPOTHIECKOTO CHH-
JpoMa, Yaiie, 4Yem Ipu ApYyrux MopdoJIOrMuecKux BapuaHTax riomepysoHedpu-
TOB, Pa3BUBAIOTCS TPOMOOTHYECKHE OCJIOKHEHHUS, B TOM YHUCJIE TPOMOO3 Moyey-
HBIX BeH (29%), TpomM0O03bI TIyOOKHX BeH KoHeuHOcTel (17%), Jerounnie TpoM-
060sMb05u (17%). BHe oOocTpeHHsi cUMITOMBI 3a00JIEBAHUSI MOTYT OTCYTCTBO-
BaTh.

Jlist MemOpaHO3HOW HeppONaTHd XapaKTepHO HAIWYHUE NPOTEHHYPHUH,
BIIOTH J0 HEPpoTHUYeCKOM. ['emaTypusi Kak MpaBuJIo OTCYTCTBYET Ha paHHUX CTa-
WX 3a00JieBaHUs, B JaJIbHEHIIIEM MOXKET oTMedaTbesl B 25-40% ciyuyaeB. CHu-
YKEHHE KOMIIOHEHTOB CHCTEMBbI KOMILJIEMEHTA B CHIBOPOTKE KPOBHU OOJIbIIIE XapaK-
TEpPHO Il BTOPUYHBIX (popM 3a0o0sieBaHUsl, OCOOCHHO MPU HATUYUU CHUCTEMHOU
KpacHOM BOJIYaHKM WM BUpycHoOro rematuta B. CkopocTs KiyOOYKOBOHM (hUIIh-
Tpallid MOXKET KaK COXPaHATHCS B IIPEeiaX HOPMBI, TaK U ObITh CHUKEHHOM.

B 2009 r. amepuxanckuii yuensiii L.Beck et al. (2009) obHapy:xuiu B KpoBH
MalMeHTOB ¢ MeMOpaHO3HOM HedpomaThuell UUPKYJIUPYIONIUE ayTOAHTHUTENA
K OIpeeIeHHOMY KOH(POPMAIIMOHHO-3aBUCUMOMY 3MUTONY petenTopa Gocdou-
na3el A2 (PLA2R) M-tuma, koTopble B MOYKaX MPEJCTaBICHbI HCKIIOYUTEIHHO
B KIIy00ouKkoBbIX TogomuTax [1]. AHtuTenma k PLA2R nokammsyrorcss BMecTe ¢
IgG4 B cyOsmuTEIMANBHBIX JAeTO3UTaX. VccliemoBaHus MOKa3ain, 9TO CBSI3bIBAHUE
ATUX PEIENTOPOB BHINICYKa3aHHBIMU AHTUTEIAMU WHIAYIUPYET Pa3BUTHE HIUOTMIA-
TUYECKON MeMOpaHO3HOI HeponaTuu.

Takum 00pazoM OOHApYKEHUE ITUX aHTUTEN B KIMHUYECKON MPAKTUKE CTa-
JI0 3HAYMMBIM MapKepOM MO3UTHUBHON WACHTHU(PUKAIMKA MEPBUUYHON (HOpMBI 3200-
JIEBAHUA TI0 TIPUHITUIY «HE UCKIIOYEHO». DTH K€ yUeHble 0OHAPYKUIU MPU3HAKU
CBSI3U KJIMHUYECKUX MPOSIBIICHUN 3a00yieBaHUs (TaKUX KaK MPOTeUHYpuUst U Hedpo-
TUYECKUN CHHIPOM), aKTUBHOCTH 3a00JIEBaHUSI W/UJIM OTBETA HA JICUCHUE C HAJIU-
YueM IUPKYIUpyromux B KpoBu aHtuted K PLA2R u ux tutpom. Paboty stmx
YYEHBIX MHOTHE KOJUIETH CUMTAIOT TJIaBHBIM MPOPHIBOM B M3YyUYE€HHH MeMOpaHO3-
HOM HedpornaTtun. OJHAKO CYIIECTBYET PsJi HEPEIIEHHBIX BOIIPOCOB:

— B KakoW JI0JIe CIIy4aeB HWauoNaThyeckass MeMOpaHOo3Has HedpomnaTus
CBsI3aHA C HAJIMYUEM UMEHHO 3TOTO aHTUTeNa (10 MHEHHUIO aBTOPOB — 0k0J10 70%));

— KakuM 00pa3oM aHTHUTEJNA CIIOCOOCTBYIOT MOBBIIICHUIO MPOHUIIAEMOCTH
MeMOpaHbl KIIyOOUKOB JIj1s1 O€liKa;

— BO3MOXHBIE CIIOCOOBI MPENOTBPAILCHUS] Pa3BUTUS MeMOpaHO3HOMU
HedpomaTum.

Bripabotka antuten k PLA2R mnpu wamomaruueckoir mMeMOpaHO3HOM
HepornaTuu BeposiTHEE BCEro TEHETHYECKH JCTEPMUHUPOBAHA M OOYCJIOBJICHA
nosmmMopdusmom rena PLA2R1, 3HaueHre KOTOPOTO B HACTOSIIIEE BPEMSI aKTUBHO
uzyvaercs [2].

B 2014 r. 5TuM xXe KOJJIEKTUBOM YUYEHBIX ObLI OTKPBIT HOBBIM OEJOK, y4acT-
BYIOIIIMI B Pa3BUTHH MEMOpaHO3HOW HedpomaTuu — TpoMOOCTIOHAWH | Tuma, co-
nepxamuii fomeH 7A (THSD7A) [3]. Monekymnsiprast macca 6enka 250k/{a. AH-
TUTENAa K 3TOMY OesKy ObuIM OOHapyXeHbl Y 5% MalleHTOB C MEPBUYHON MEM-
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OpaHo3HOl Hedpomatueit, orpunarenbHbix Mo aHtutenam k PLA2R. benok
THSD7A skcnpeccupyercsi UCKIIOUMUTEIbHO Ha MeMOpaHax KJIETKU M SBJISIETCS
OJIHUM U3 5 aJIre3UBHBIX OCIKOB, PETYJIHPYIOIINX B3aUMOEHCTBUE KIETOK MEXKIY
coboit. THSD7A ckoHIIEHTpUpOBaH B Oa3alIbHBIX OTJIENIaX IMOAOLMTA, MPU ITOM
AKCTIPECCUs B KJIETKAX SHJOTENHS KIIyOOUKOB IMOYEK HEe OOHApYKEHA.

MopdoJioruueckue UCC/IeI0BAHMS

Mem6Opano3Hast Hedponatust aBisieTcs: MOP(HOIOrHIeCKON eTMHULIeH, KOTO-
pasi MOXKET ObITh YCTAaHOBJIEHA TOJHKO IMPHU MOMOIIM OUONCHHM TOYKH, BKIIOYAS
MPUMEHECHUE JICKTPOHHOW MUKPOCKOIHMHU. BUOTICHS TTOYKU MMO3BOJISET ONPEACTUTD
MOPGOJIOTHYECKHUI TUIT (BapUaHT) IrioMepyJioHeppUTa U CTaiuI0 TCUCHHS 3a00J1e-
BaHMUS.

Eme B 1957 r. David Jones B pabore «Nephrotic glomerulonephritis» ormm-
caJl YHUKaJIbHbIE TIPU3HAKK MATOJOTUU KIyOOUKOB NMPU MeMOpaHO3HOU Hedporna-
THHU, YTO MO3BOJIMJIO OTJIIMYUTH €€ OT JAPYIuX «HEe(HPOTHUECKUX TIIOMEPYJIOHEPpH-
TOB». JlanbHeilliee pa3zBUTHE UMMYHO(IYOPECLEHTHOM M 3JIEKTPOHHOW MHUKpPO-
CKOIUU TIO3BOJIMJIM BBIICIIUTH ONPECICHHbIC CTaJAUM B TEUYEHUU MEMOpPAHO3HOU
HedponaTuu.

Cranus 1 — cyOsanuTenuanbHble 1€MO03UThI 0€3 IIUIIOB;

Cragus 2 — «IIUIb» U «KYIOJIay;

Cranus 3 — 1eno3uThl BHYTpHU 0a3aibHOM MEMOpaHBI,

Cragus 4 — toncrass MemOpaHa ¢ pe30pOMPOBAHHBIMH JE€MO3UTAMHU («H3b-
¢/IeHHAsI MOJIBIOY», «II0JI00HAasI MIBEHIIapcKOMy ChIpy») (puc.l).

Pucynok 1 — Cxemaruueckoe n3o0pakeHue craguii MeMOpaHo3HOU HeponaTun

Ha cragum 1 npu cBETOBOM MHUKPOCKONWY BUAMUMBIX U3MEHEHUH B MOYKAX
HeMHOTO. Bo Bcex kimyOoukax OOHApYKMBAETCS YTONIICHUE CTEHOK KANUJUIIPOB
0e3 MPU3HAKOB KJIETOYHOW nponudepannu v BocnaneHus. [loctaHoBka nuarHosa
BO3MOXKHa Oyaromapsi ooHapyxkeHuto neno3utoB 1gG u C3 koMImoHEHTa CHCTEMBI
KOMILJIEMEHTA BJOJIb CTCHKM KamWUIIpOB TpH UMMYyHOIyopecieHuu. [lpu
AIIEKTPOHHON MUKPOCKOIUU OIPEAEISIETCS] CyOAMUTENNATBHOE OTIOKEHHUE DJIEK-
TpoHHO-TUIOTHBIX Macc (IgG u C3 koMmoOHEHTa) Ha BHEIIHEW CTOpOHE Oa3aabHOM
MeMOpaHbI C CETMEHTAPHBIM PACTIOIOKEHHUEM.
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Cragus 2 xapakTepu3yeTcsl yBeIuYeHUEM KIIyOOuKoB U AU(PGY3HBIM YTOJI-
IIEHUEM CTEHOK KanmwuisipoB. [Iponudepanus u pacimmpenue Me3aHrusi He Xapakx-
TepHO. TUnMuHbIE MPU3HAKK MEeMOpaHO3HOW HedpomaTuu BUAHBI U TIPU OKPACKE
cepeOpoM — MIUIBI OKPALIEHbl YEPHBIM LIBETOM, B TO BPEMSI KAK UMMYHHBIE JIEIO-
3UTHI BBITJISAIAT Kak 30HBI mpocBeTyieHus. 1gG BuAHBI HA BCeM MPOTSKEHUU Ka-
NWUIIPHON CTEHKH KIyOOukoB. IIpH 3JI€KTPOHHOW MUKPOCKONMH BBISBIISIOTCS
«IIUMB U «IIYHKTUPHOCTHY» Ha JMUTENUAIBLHON cTOpoHe MemOpanbl. ClusHUE
HOKEK TIOJIOIUTOB HOCUT MU (Dy3HBINA XapaKkTep.

Cragus 3 pa3BuBaeTcs yepe3 4-5 JieT TeueHus 3a00JIeBaHUsl U KaK MPaBUIIO
KJIMHUYECKH COIMPOBOXAACTCA MPOTEHHYPHUEU BIUIOTH O HEPPOTHUECKOTO CHH-
JIpoMa, peke — MOYEYHOM HENOCTATOYHOCThIO. [Ipu CBETOBON MHKPOCKOIIMH BU-
Hbl U (dy3HbIE IMMYHHBIE EMO3UTH U 00Jiee BBIPAXKEHHOE YTOIIICHHE 0a3aib-
HOM MeMOpaHbl, HEpAaBHOMEPHOE OKpalIMBAaHHUE CTEHKH KamWUIAPOB KIyOOuKa,
BEIpaKeHHBIE N1eno3uThl 1gG Ha 6a3anbpHON MemOpaHe Ki1y0odkoB. [1pu anexkTpoH-
HOW MUKPOCKOIIUU HapsAy C CyO3NUTEIHAIbHBIMU ACTO3UTaMH, MOJHOCTBIO MO-
KPBITBIMA HOBBIMU CJIOSIMU 0a3ajbHOM MEMOpPaHbI BUJIHBI JE€NO3UTHI 00Jee paHHUX
craauid. KityboukoBble M3MEHEHUsI YyCyryOJaeHbl SIBICHUSMH CKJIEpO3a MHTEPCTU-
151, COCYUCTBIMH U3MEHEHUSAMH.

Cranusa 4 pazBuBaercsa uyepe3 5-10 ner TeueHus 3a00yieBaHUS U KIMHAYECKU
Yamie BCErO0 COMPOBOXIACTCS apTEPUAIIBHOM THUIIEPTEH3UEW M MOYEHYHOW HENOCTa-
TOYHOCTBIO. IIpr CBETOBOM MMKPOCKONHH BBISBISIETCS HEPABHOMEPHOE YTOJILICHHUE
0a3anbHOM MeMOpaHbl B COYETAaHWU C CEIMEHTapHbIM MM TOTAJIBHBIM LJIOMEpY-
JIOCKJIEPO30M, CY>KEHHE IPOCBETOB KaWUIIPOB. IIpH 35IeKTpOHHONM MUKPOCKOIHMH B
PE3KO YTOJILEHHON 0a3abHON MeMOpaHe BUAHBI MOJIOCTH C OCTATKAMHU JAETIO3UTOB.

Ha Bcex cragusx Mopdoiaoruueckoro pa3BuTHs MeMOpaHO3HOW Hedporma-
TUU, KaK MPaBWJIO, HET KJIETOYHOM mposjudepanuu, 3KCCyIalud Wil HEKpo3a, a
IPUCYTCTBYET (POKAJIbHOE CIIHMSHUE OTPOCTKOB MoAonuTOB. Cunraercs, 4yro 1-2
MOp(OJOTUYECKHe CTaAuM MEeMOpaHO3HON HedponaTuu MOTEHUHUAIBLHO O0OpaTH-
MBI, HA HUX BO3MOXXHO OOpaTHOE pa3BUTHE MPOTEUHYPHUH, peMHUCCHs HeppoTHUe-
CKOI'O CHUHJpOMA.

Takum 00pa3oM, K JUArHOCTHYECKUM MOP(OJIOTHYECKUM KPUTEPUSIM Jha-
THOCTHKY MEMOpPaHO3HOW He(PpOnaTUu MOKHO OTHECTH:

— YTOJILIEHUE CTEHOK KalluJUIAPOB,;

— HOpMaJIbHas KJIETOYHOCTb;

— otmnoxenus IgG u C3 B0b CTEHOK KalIWLISAPOB,

— cyOsnuTenuanbHble JENO3UTHI MPHU JIEKTPOHHON MUKPOCKOIUH.

WNnentuunbsie MOp(doiornueckre N3MEHEHUs BBISBIAIOTCS KaK MpU NEepBHY-
HOM, TaKk W Mpu BTOpUYHOM (hopme MeMOpaHo3HOW Hedpomnatuu. [losTomy mpu
OLICHKE Ka)KJIOTO BHOBB BBISIBIIEHHOTO MAallMEHTa HEOOXOIMMO TILATEIbHOE 00Cie-
JIOBaHUE ISl UCKJIIOYEHUSI BTOPUYHOTO XapakTepa 3a0oneBanud. Tak, 1o MHEHUIO
MHOTHX MCCJICJIOBATeIei OCHOBHOM MPHYMHOM pa3BUTHS MEMOpaHO3HOW Hedpo-
NaTUU Y B3POCIBIX SIBISIIOTCS ayTOMMMYHHBIE 3a00JIeBaHMsI, BTOPOE MECTO OTBO-
IUTCSl MH(MEKIMOHHBIM 3a00JIEBaHUSM, 3aT€M CIIEIYIOT OHKOJIOTHUYECKue 3abosie-
BaHUsI, MPUMEHEHHE JICKAPCTBEHHBIX MPENapaToOB W BO3ACHCTBUE TOKCHUYECKHX
BEILECTB.
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dakTophl pUCKA

Oco0oe BHUMaHUE CIEIyeT yAETUTh MallueHTaM, HMEIOIIUM (PaKTOpBI prCcKa
pa3BUTHUS MeMOpaHOo3HON HedpomaTtuu. MemOpaHo3Hass Hedporartus Haubosee
BEpOSATHA y NAMEHTOB cTapiue 50 jieT ¢ HePpOTUUECKUM CUHAPOMOM.

JInarHocTu4ecKknue HHCTPYMEHTAIbHbIE MeTOAbl U U depeHnaIbHAA
AUATHOCTHKA

JU1 moATBEpKACHUS 1MarHo3a MalKueHTa CielyeT HalpaBUTh B HEPPOJIOTH-
YEeCKOE OTAEJICHUE C LENIbI0 BBINOJIHEHUsI Heppoduoncuu. J(narno3 uauonatuye-
CKOIl MeMOpaHO3HON He(pponaTHUH YCTAHABIMBAETCS MOCIE MCKIIIOUEHUSI BO3MOXK-
HBIX TNPUYMH Ha OCHOBAHMU JIaHHBIX AaHAMHE3a, Pe3YyJIbTaTOB (PU3UKAIBHOTO
OCMOTpPa U COOTBETCTBYIOLIETO JIa0OPATOPHOTO W MHCTPYMEHTAJIBHOTO 00CIeno0-
BaHUs (B TOM YHCJE C HCIOJB30BAHHEM CEPOJIOTUYECKUX M BU3YATU3ZUPYIOIIUX
METOJIOB, a TAKX€ TIIATEIbHOIO M3YyYEHHUS MOYEYHBIX OMOINTATOB IPU MOMOIIU
CBETOBOM, MMMYHO(DIYOPECIIEHTHON U, IO BO3MO>KHOCTH, 3JICKTPOHHOW MHKPO-
ckonun). [lanineHThl, y KOTOPBIX BEpU(PUIUPOBAH AUArHO3 MEMOPaHO3HOU HEPPO-
MaTUU JOJKHBI IPOUTH CIAEAYIOIIMM CIIEKTP 00CIeI0OBaHUM:

— OHKOIIOMCK, OCOOEHHO Yy MAalMEHTOB C HEOOBSICHHUMOW MOTEPEN Macchl
TeJa, aHEMHUH, OOHApYKEHUU KPOBU B KaJl€, MOKUJIBIX MAIlUEHTOB;

— HCKIIIOYEHHE JIEKAPCTBEHHO-UHAYLIMPOBAHHON MeMOpaHO3HOU Hedpo-
naTuM (KanTOIpHJI, HECTEPOUIHbIE POTUBOBOCHAIIUTEIbHBIC MIPEMapaThl, KIOMH-
JOTpesib, IpenapaThl JUTUS U 1. );

— MapKepsl BUPYCHBIX renatutoB B u C;

— ONpEIEICHUE aHTUHYKJICAPHBIX aHTUTEI.

Bepuduxkanus ocHOBHOro 3a00JI€BaHus, SIBISIOIIETOCS TPUUYUHON Pa3BUTHUS
MeMOpaHO3HOW HedpomaTuu, uMeeT OONbIIOE 3HAUYECHUE JI1 ONPEIENICHUS IPO-
rHO3a U TAaKTUKH JICUCHUS marueHTa. Tepanus BTOpUYHON (popMbl MeMOpaHO3HOM
He(ponaTM CKOHLUEHTPUPOBAHA HA KOPPEKIIMM OCHOBHOIO 3a00JIEBAHUS, JICUEHUE
UIUONATHYECKOU (DOPMBI MOKET ObITh MOTEHLIMATBHO TOKCUYHBIM Kak JJisl (yHK-
LMY TIOYEK, TAK U JJIs NAMEHTa B LIETIOM.

Crparndukanus pucka

Tepanus memOpaHo3HOU HedponaTuu O6azupyercs Ha cTpaTU(UKALIMU PUC-
Ka. B HacTosi1Iee BpeMsi yCTaHOBJIEHBI OCHOBHBIE (haKTOPhI, C HAMOOJIbLIEH TOYHO-
CTBhIO TpeACKa3bIBAIOUINE MOUYEUHbIH MporHo3. HebmarompusitHoe mporHoctuye-
CKO€ 3HAaYEHUE HMEET BBICOKAs NEPCUCTHPYIOLIAs NPOTEUHYpPHs, HapyIICHHE
(GyHKIIUM MOYEK Ha MOMEHT MOCTAHOBKH JIMarHo3a U/ UM €€ yXyALLIEHUE B TeUCHUE
6 MmecsueB HaOmoAeHUs. C MEHbIIEN CTENEHbIO JOKa3aTeIbHOCTH B KaUeCTBE Mpe-
JUKTOPOB MPOrPECCUpPOBaHUS MeMOpaHO3HONH Hedpomatuu paccMaTpUBaAETCA
MYKCKOM 1101, Bo3pacT crapiue 50 JeT, HAIN4ue apTepruaibHON TMIIEPTEH3UH, TH-
CTOJIOTUYECKHE MPU3HAKUA TYyOYJIOMHTEPCTULMATIBLHOTO (UuOpo3a U KaHAIbIEBOM
aTpoduu, ypoBeHb dKcKkperuu ¢ Mouoi 1gG, C5b-9.

Huskmuii puck nporpeccupoBanus umerotr 6oinbHbie MH ¢ nporeunypuei
MeHee 4 T B CyTKH, C HOpMaJIbHOM (PYHKIIMEN MOYEeK Ha MOMEHT MOCTAHOBKHU JHa-
rHO3a M COXPAaHSIoLIUE ee B TeueHue 6 MecsieB Habto1eHus (C BEpOSITHOCTBIO 85-
90% movedHast HEIOCTATOYHOCTh HE pa3oBbeTCs B Ommkaiimue 10 ier).
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Cpeannii pucK nporpeccUpoBaHHUs UMEIOT MAIMEHTHhl C MPOTEUHYpHUEH
4-8 T B CyTKH, C HOpMaJIbHON (PyHKIIMEH Mouek u 0e3 ee yXy/IIeHUs B TeUEHHE
6 MecsueB HaOmoAeHus (¢ BeposATHOCcThbio 50-55% mnporpeccupoBanue XbII
yepes 10 ner).

Bbicokmii pHCK NpOTrpeccHpoBaHUsl MMEIOT MAIMEHThI C MeMOpaHO3HOM
HedponaThel U mpoTenHypuel Oosiee 8 T B CyTKH, HE3aBUCHMO OT COCTOSIHHS
dbynkuun nouyek (¢ BeposTHOCThIO 65-80% mporpeccupoBanne XbII B TeueHue
10 neT), a B coueTaHuM ¢ HapyIIeHHOW (yHKIIMEN MOYEK, a TAKKe TPU BBISIBJICHUU
TyOyJIOMHTEPCTUIIMATBHBIX W3MEHEHUU B TKaHW TMOYEK 3Ta BEPOATHOCTHh 3HAUM-
TEJIbHO YBEITUYMBACTCS.

JleyeHnue

CornacHo pexomengaiusim KDIGO (bone3nu moyek: ynmydiieHue riodans-
HBIX PE3yJIbTaTOB JICUCHHUS) JICUCHHUE MAIMEHTOB ¢ MeMOpaHO3HOW HedponaTuei
JIOJDKHO TIPOBOJMTHCS MO CTaHAApTaM, pazpabOTaHHBIM JJIsi TEpalUU MPOTEHHY-
puu mroboro reneza. O6mme geueOHble MEPONPUATUS BKIIFOYAIOT B ceOsI:

— OrpaHUYECHHE MOTPEOJICHUS COJIH;

— OTKa3 OT KypeHus;

— npuMeHenue nHrnoutropos AlI®/ 6mokaropoB penenropa anrnorensuxa ll;

— HCKJIIOYEHHE (PAKTOPOB PUCKA CEPAECUHO-COCYTUCTON aTOJIOTHH;

— Ha3HA4Y€HHE TMIIOIUINUIEMUYECKUX MTPENapaToB;

— mpu orekax orpannyerre NaCl e Gosee 4-6 T/cyT B coYeTaHUM C KOH-
TPOJIEM BOJHOTO OanaHca, Ha3HAUeHUE AUYPETUUECKUX MPEnapaToB;

— HCMOJb30BAaHUE AHTUKOATYJSHTOB y MAllMEHTOB C BBIPAXKEHHOM THIIO-
anboOymuHeMuen (menee 25 r/n);

— BaKIMHAIMS TPOTHUB UHKATICYJIMPOBAHHBIX OaKTepuii?

— aHTUOMOTUKONPO(PUIAKTUKA Yy MAalUEHTOB C NEPCUCTUPYIOLIEH THUIO-
ramMmmaryiooyauHeMuein?

— TpU JIEKapCTBEHHOM MeMOpaHO3HOH HedpomaTun — OTMEHa JieKapcTBa
MOJKET IPUBECTU K CIOHTAHHOMN pEMUCCHH;

— JeyeHre MHPEKIUN WU OMYXOJU Tak)Ke MOXET NMPUBECTU K JTUKBH[A-
IIUU WM CTOMKOW PEMUCCUU BTOPUYHOM POpMBI 3a00J1eBaHuMs [4].

[TaMeHTHl JOJIKHBI HAaXOJIUTHCS MOJ PErYJIspHBIM HabroaeHueM Hedpo-
jora C IEeTbl0 CBOEBPEMEHHOW KOPPEKUIHH apTepHAIbHOW THIEPTEH3UU, KOH-
TPOJIE YpOBHS NPOTEUHYpUH, (GyHKUMH moyek. [Ipm mpoTrenHypuu CBbIIIE
0,5r/cyt nanuenTaM HazHadatoTcss UHTHOUTOPHI AIID mnn 6710KaTOpBI PeenTo-
pa anruotreH3uHa Il kak ¢ aHTUIIPOTEMHYPUUECKON IIENIbI0, TaK U ISl 3aMeiiie-
HUS pa3BUTHS (PuOpPo3a MOYEHHOM TKaHU. Y MAIMEHTOB C MEMOpaHO3HOU
HedponaTued U AUCIUNUAEMUEH NMPOBOIAUTCS KOPPEKIUS JUIUIHOIO OOMEHa
corimacHo pekoMenaanusaM npu XbII. [Tanuentam ¢ aprepuanbHON TUIIEPTEH3U-
el Mmoka3zaHa KOPPEKILHUsS apTepHaIbHOTO IABIEHUS C TMO3UIUU HEPPOMPOTEK-
10708

CornacHO COBpEMEHHBIM PEKOMEHIAIMSAM Ha3Hau€HHUE MMMYHOCYIpECcCaH-
TOB MPU MEMOPAHO3HOU TEPAINUU UCTIOIB3YETCS B CIACAYIOLUUX CIydasiX:

1. Dxckpenust 6enka TpeBbIMIaeT 4 T/CyT, COXpaHSIETCS Ha ypoBHE Oojee
50% OT MCXOIHOTO M HE UMEET TEHACHIIMHM K CHUKEHUIO Ha ()OHE aHTUTUIIEPTEH-
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3UBHOM U aHTUIIPOTEHMHYPUYECKON Tepamnuu B TE€UEHHE KaK MUHUMYM 6 MecslleB
HaOmonenus (I1B).

2. TIpuCyTCTBYIOT TSDKEIbIC, MHBATUAN3UPYIOMINE M YTPOXKAIOIINE KU3HU
CUMIITOMBI, CBsI3aHHbIE ¢ HePpoTuyeckuM cunipomoM (IC).

3. YpoBeHb CHIBOPOTOYHOIO KpeaTWHHUHA ToBbImaeTca Ha 30% u Oonee B
TeueHue 6-12 mecsieB OT MOMEHTA ITOCTAHOBKHU JUAarHo3a, HO pacyeTHasi CKOPOCTh
k11y60ukoBoii punsrpanuu (CK®) coctasnser He menee 25-30 mi/mun/1,73 M2, u
ATU U3MEHEHHMS HE MOTYT OBITh 00BsICHEHBI ipyruMu ocioxuenusmu (1IC).

Ha cerogusmrauii 1eHh HET YETKOTO OMPEIETCHUSI «TOYKH HEBO3BpaTa» B
KOHTEKCTE MIAUOMATUYECKOW MEeMOpaHO3HOW HedpomnaThu, mociie JOCTUKEHUS KO-
TOPON PHUCK JICUCHHS] HMMYHOCYNPECCAHTAMHU CIIEJI0BAJIO Obl PacIieHUTh Kak He-
MpUEMJIEMBIA WJIM HEOMpaBIaHHBIN. He cienyer mpuMeHATh WMMMYHOCYTIPECCHB-
HYIO T€paIli0 y MalMeHTOB CO CTAOUIILHBIM CHIBOPOTOYHBIM KPEATUHUHOM Oosiee
320 mMxmons/n1 wn pacuetHoit CK® menee 30 mi/mun/1,73 M?, a Takxe ymeHblIle-
HUEM Pa3MepoB MOYEK IO pe3yjbTaTaM YJIbTPa3ByKOBOI'O HCCIEAOBaHUS (JJIMHA
MOYKU MEHee § CM), WIH y MAlUEHTOB C TSHKEIBIMHU JTUOO MOTEHIIMAIBHO YIpOXkKa-
IOIMMHU KU3HU HMHpeknusamu. [lo3aHee Havyamo MMMYHOCYIIPECCUBHOM Tepanmuu
MIPU Pa3BUBIICHCS MOYEUYHON HETOCTATOYHOCTH, MMEIONIUXCS BBIPAKEHHBIX TyOy-
JIOUHTEPCTULIUATLHBIX U3MEHEHUSIX B TKaHW MOYKU ManodddextuBHo. [Ipu sTom
PHUCK Pa3BUTHS OCIOKHEHHUM MPOBOJIMMOMN TEpaNuH Y TAKUX MAllMEHTOB BHIIIIE.

[TanimenTaM ¢ MmeMOpaHO3HOM HedponaTueil 6e3 HePPOTUUECKOTO CHUHIPO-
Ma, HOpMaJIbHOM (DYHKIIMEH TMOuYeK MpOBEEHWE MMMYHOCYNPECCUBHOU Tepanuu
HEIIEJIECO00Pa3HO, TaK KaK PUCK Pa3BUTHS y HUX MTOYEYHOU HETOCTATOYHOCTU MHU-
HUMAJICH.

Cornacio panuHbiM KoxpanoBckoro o03opa u pekomennanusm KDIGO
Jaydinasi JokazaTenbHas 0aza IO JICYCHUIO WAMONATUYECKOW MeMOpaHO3HOU
HepomaTu UMeeTCs JJIsi COYETaHUsI TIIOKOKOPTHUKOCTEPOUIOB € AJIKUIHPY-
IOIUMH areHTaMu (xsopamoynuinom wim nukiodochamumaom). Hukmodbochamug
OoJiee MPEANOYTUTENICH, TaK KaK MMEET aHaJOTUYHBIC TMOKA3aTeNn JTOCTHKCHUS
peMuccuu mpu 6oJiee OaaronpusiTHoM poduie 6ezonacHocTu. [Ipu 3TOM aKTUBHO
UCIIONIBb3yeTCs cxema, pazpaborannas Knaymnuo [lonTruenim, koTopas 3aKirovacT-
csl B 6-TH MECSIMHOM Kypce JieueHHUs ¢ uepeoBanreM 30-TU THEBHBIX LIUKJIOB [S].

Crnenyet nmoadupaTh HEOOXOAUMYIO 103y IUKIo(ochaMuia uim xjaopamOy-
IWJIa B COOTBETCTBUU C Bo3pacToM OonbHOTO M pacueTHOoi CK®. IlocrosHHOE
eXKEeTHEBHOE (HE IHMKIMYECKOE) HCIOJIb30BAHUE MEPOPATBHBIX ATKWINPYIOIINX
areHTOB TaK)Xe MOXET ObITh 3(P(HEKTUBHBIM, OJHAKO CBA3aHO C OOJBLIUM PUCKOM
TOKCUYHOCTH, OCOOCHHO TIpH NMpUMeHeHuU B Teuenue 6oiee 6 mecsies (11C).

JleyeHue HauMHAETCSI C BHYTPUBEHHOTO BBEJCHUS | T METUIIIPEIHU30JI0-
Ha €XEJHEBHO B T€UEHHE TPeX NHEU C MOCIEAYIOIIUM MePOPATbHBIM MPUMEHE-
HUEM JIaHHOTO Tpemnapara B no3e 0,5 MI/KT/CyT B TeUeHUE OCTAaBIICHCS YacTH
Mecsia. Bropoit Mecsip HauuHaeTcsi ¢ MpuMEHEeHUs Iukiodochamua BHYTPh B
no3e 2 mr/kr/cyt win xjgopamOymmia 0,15-0,2 mr/kr/cyt. B octaBmmecss MecsIibl
Tepamnusi MPOBOJIUTCA AHAJOTUYHBIM 00pa3zom. Tpedyercss KOHTPOJIbh CHIBOPOTOU-
HOTO KpEaTWHUWHA, AIbOyMUHA, JICUKOIIMTOB KPOBU, MTPOTCUHYPHUH Kaxable 32 He-
JIEJIH TIepBbIE 2 Mecsiia, 3aTeEM €KEMECSUHO.

152



BuyTrpennne 0os1e3HM ceroans : 0. Hay4. Tp., nocsam. 100-x1ernro YO BI'MY

Takas cxema Je4eHHs MMO3BOJISET NOCTUTHYTh pemuccuu y 60% manueHTos.
Ecnu pemuccust He TOCTUTHYTA, MPOBOJUTCA €Ill€ OJIMH 6-TUMECAUYHBIN Kypc Tepa-
nuM (IpU yCIOBUHM OTCYTCTBHS YXYAIICHUS (YHKIIMH MOYEK WM yTPOXKAIOIIETO
pa3BUTHS HEHPOTUUECKOTO CUHIIPOMA).

OCHOBHOI1 LIEJIBI0 POBOMMON TEpPAHHU SBJISIETCS UHAYKLIUS JIJIUTEIbHON pe-
mMuccun 3aboneBanust. [lomHas pemuccusi HePPOTUYECKOTO CUHIPOMA SIBJISIETCS TIpe-
JMKTOPOM XOpOIIEH JOATOCPOYHON MOYeYHON BEDKUBAaeMOCTH. PeruanuBbl HedpoTH-
YEeCKOT0 CHHJIPOMA Pa3BUBAIOTCS MPUOIM3UTENBHO Y YETBEPTU MALIMEHTOB.

BbINONMHATE MOBTOPHYIO OMOIICHUIO MTOYKHU JTOMYCKAETCSl TOIBKO B TEX CiIyda-
X, KOTJla PETUCTpUpPYETCs OBICTPOE CHHMKEHHE (PYHKIMHU MoYeK (YIBOCHHUE CHIBO-
POTOYHOTO KpeaTWHHWHA B TeyeHHe [-2 MecsieB HaOII0JeHUs1) MPU OTCYTCTBUU
MacCUBHOM MpoTeuHypuu (>15 r/cyr).

AJNIPTEpHATUBHBIM PEKUMOM CTAapTOBOM TEPANUU HIAMONATUYECKOU MEM-
OpaHO3HOI HedponaThH SBISIETCS Ha3HAYCHHE HMMKJIOCHOPHMHA MJIM TAKPOJIMMYCA.
[{MKJIOCTIOPYH WJIM TAKPOJIMMYC B TEUEHHE KAaK MUHUMYM 6 MECSEB Yy MALUEHTOB,
OTBEUAIOLUX TPEOOBAHUAM JJIs MPOBEJECHUSI CTAPTOBOW TEpamuu, KOTOPbIE OTKa-
3BIBAIOTCS OT ILUKIMYECKOTO PEXUMa MPUMEHEHUsT KOPTUKOCTEPOMIOB/ aIKUIIM-
PYIOIIMX areHTOB WJIM HMMEIOT IPOTHBOIIOKA3aHUS K HA3HAYEHUIO YKa3aHHBIX
cpeacts (IC). LHuknocnopun npuMeHsitor 3,5-5,0 MI/Kr/cyT BHYTpb B JIBa IpreMa
B PaBHBIX J103aX C MHTEpBaJIOM B 12 yacoB, B KOMOMHAIMU C IPEIHU30JIOHOM
0,15 mr/kr/cyt B Teuenue 6 mecsieB. Cxema npumeHeHus Takpojumyca — 0,05-
0,075 Mr/kr/cyT B ABa ImpueMa B pPaBHBIX J103aX C MHTEpBaJIoM B 12 uvacoB 0e3
IpEeIHU30JI0HA B TeueHue 6-12 mecsies.

Tepanuio JaHHBIMU MpenaparaMu PeKOMEHJAOBAHO HAYMHATH C MUHHUMAJIb-
HOU J03UPOBKHM M MOCTENEHHO HapamuBaTth 103y. OcTpas He()pOTOKCUYHOCTD, KaK
IPaBUJIO, Pa3BUBAETCS B MEpBbIE 3 MecsAla JIEUEHUsI, 1 00yCIIOBJIEHA CUCTEMHOMN
BAa30KOHCTPUKIIMEN U CYKEHHEM MPHUHOCSIIEH apTepUOJIbl, BHI3BAHHBIX MOBBIIIE-
HUEM J103bl. B kauecTBe npo@uiiakTUKN HEPPOTOKCUUECKOTO AEUCTBUS Ha3HAYAIOT
0JIOKaTOPbI KAJIBLIUEBBIX KaHAJIOB.

NHruduropsl KaJbUMHEBPUHA PEKOMEHIYIOT OTMEHATh Y MMALUEHTOB, Yy KO-
TOPBIX HE YAAIOCH IOCTUTHYTh ITOJIHOW WJIM YaCTHYHOW PEMHUCCHHU Mocie 6 MecsLeB
neuenus (IIC). Eciu pemuccusi coxpansieTcs ¥ HeT IPU3HAKOB TOKCUYHOCTH UHTUOU-
TOPOB KaJbLIMHEBPHHA, OTPAHUYMBAIOLIEH JICYUEHHUE, 103y Npenapara peKOMEHIYETCs
YMEHBIIUTH ¢ UHTEpBaamMu B 4-8 Heaenb 10 50% oT HavanbHOM 1036l 1Ipogomku-
TEJILHOCTh Tepanuu coctapisieT MunuMyMm 12 mecsinieB (IIC). Pexomenmyrot pery-
JSIPHO MOHUTOPHPOBATH KOHIIEHTPALIUIO MHIMOUTOPOB KaJILIIMHEBPUHA KPOBU B Tie-
PHOJ CTAPTOBOM TEPAINH, a TAKKE MPHU BBIABJICHUH HEOOBSICHUMOI'O TIOBBIILIEHUS Chl-
BOPOTOYHOTO KpearnHuHa (>20% OT UCXOAHOT0) B JIFOOOM IEPHOJIC JICUCHUS.

MHOKECTBO BBINOJHAEMBIX HCCIEIOBAHUIA MOCBSILEHO U3YYEHUIO YPPEKTUB-
HOCTH PUTYKCHMMAa0a y MalMeHTOB C UAUONATHYECKON MEeMOPaHO3HON HE(ppOmaTHH.
[Ipenapar uccnenyercs B Ka4eCTBE CTAPTOBOM MIIM MOJACPKUBAIOIIEH Teparuu, ca-
MOCTOSITEJIbHO UM B KOMOMHAIMK C APYTUMH TipenaparaMu. OJHO3HAYHOTO 3aKIII0-
YEeHHs 10 JAaHHOMY Mpenapary He PUHSTO, PE3YIbTaThl TOPOM MPOTUBOpEUUBEI. [1pu
BBEJCHUU pPUTyKCMMaba CHMXkaercsi ypoBeHb aHTH- PLA2R. VYBepeHHO MOXHO
yTIBEP)KAaTh, YTO PUTYKCMMAO CIIOCOOEH CHIDKaThb YPOBEHb NPOTEMHYpPUU (HO HE
BJIMSTH Ha TIPOTHO3 3a00JIEBAHUSI M YaCTOTY PEIMIMBOB B II€JIOM), UMeeT Oosiee 6e3-
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OMAaCHbIM MpoGUIb MO CpaBHEHUIO ¢ LuTocTaThkKamu [6]. Kak mpasuso, mpemapar
HanOosee 3pPeKTUBEH B KaUeCTBE Teparuu pe3UCTEHTHBIX PopM 3aboseBanus [7].

Modgeruniaa mukodenonar (MM®). CornacHo pe3ysbTaTaM HCCICAOBAHUN
MM® B kadecTBe CTapTOBOM Tepamuu MpPH HAUOMATHYECKON MeMOpaHO3HON
HedponaTtuu He OblT 9()PEKTUBEH B OTHOIICHUU WHIYKIIMH PEMUCCUU WU 3aMe/I-
JIeHUs TeMIoB pa3Butusa nporpeccupyromend XbII. Hecmorps Ha To yto MMO B
COUYETAaHHH CO CTEPOMJIaMU MOTYT OBITh CPaBHUMBI 1O 3()(HEKTUBHOCTU CO CTaH-
JApPTHBIM HUKINYECKAM PEKUMOM MMPUMEHEHUS AIKUJIUPYIOIIUX ar€HTOB U CTEPO-
UJ0B, UMEIOIIMECS B HACTOSIIEE BpEeMs JOKA3aTelIbCTBA B MOJIB3Y ATOro (Qakra
IPOTHUBOPEUMBBI, 00J1aJJal0T HU3KOM CTENEHBIO IOCTOBEPHOCTH U KAcaltoTCs TOJIBKO
KPaTKOCPOUHBIX HaO0eHUI. 3HauuTeIbHAsl YaCTOTa PELMIMBOB IIPU HCIIOJIB30-
BaHMU MM® cymecTBEHHO OIpAaHUYMBAET NEPCIIEKTUBHOCTD HCIIOJIb30BaHUSA ITO-
ro MoJXoJia K JICYCHUIO HIUONAaTHYecKod MeMOpaHo3HON HedponaTtuu. MoHoTe-
panust MM® sBisiercst Hed(h(PEeKTUBHOM.

AnpenokopTukoTponublii ropmon (AKTI') onobpen FDA nns nedeHus
HEe(PpOTUUECKOr0 CHUHIPOMA y MAlMEHTOB ¢ MeMOpaHO3HOUW HedponaTueil, odia-
JaeT aHTUIPOTEUHYPUUECKUM U TUIIOJIUITAIEMAYECKUM 3(PPeKTamu.

IIporuo3s

[Iporno3 MeMOpaHO3HOW HedponaTUU B LEJIOM OJaronpusTeH. Y Herede-
HBIX OOJIbHBIX TEPMUHAJIbHAS OYEUHAsi HEAOCTATOYHOCTh 4Yepe3 S5 jeT Halmroaa-
ercsa y 14% nanuenTtos, uepes 10 et —y 30%, uepes 15 net —y 40%. K dpakropam
HEeOJIaroMpHUsITHOIO IPOrHO3a OTHOCHT:

— mpoTeunypus oosuee 8 r/cyr;

— CHWKEHHUE OYE€YHON (PYHKIIMM HA MOMEHT IMOCTAaHOBKH JIMAarHO3a,;

— MYJKCKOM TIOJI;

— BO3pacT crapuie 50 ner;

— BBIPAKEHHOCTh TyOYJIOUHTEPCTUIIMATBHOTO (UOPO3a;

— OTCYTCTBHE OTBETa Ha JICUCHUE.

[Ipu TpaHCmIaHTalMU MOYKH PELUIUB MEMOpPaHO3HOM HedpomnmaTuu pa3BH-
BAETCsl Y TPETH ITALIUEHTOB.

3akiroueHue

HecMoTpst Ha DOCTUTHYTBIE YCIIEXM B NOHMMAaHUM MEXaHU3MOB pPa3BUTHUS
MeMOpaHO3HOW HedpomnaTuu, pa3padOTKEe HOBBIX METOJOB JIMATHOCTUKHU U Jieue-
HUS JAHHOTO COCTOSIHUSA, Pl BOIPOCOB OCTAETCSI HEPEUIEHHBIM:

— KJIMHUYECKHEe, MOp(OIOrHUecKre U OUOIOTMYECKUEe MapKePhl YCIICITHON
Tepanuu W/uiaK O0JaronpusTHOTO MPOrHO3a,

— HW3MEpPEeHHE ypOBHA aHTHUTEN K penentopam (ocdomunazsl A2 u Moue-
BbIX OMOMapKepOB,;

— PaHJAOMH3UPOBAHHBIE KIIMHUYECKH HMCCIEIOBAHUS I CPAaBHEHUS HC-
MOJIb30BAHUS AJTKWIUPYIOIIMX areHTOB WJIM MHTMOMTOPOB KaJbIMHEBPUHA C MO-
¢dertuna MuKo(pEHONIATOM, PUTYKCUMAOOM WM apEHOKOPTUKOTPOIHBIM TOPMO-
HOM B Ka4e€CTBE CTAPTOBOW Tepamuu MIAUOMATHYECKON MeMmMOpaHO3HOU Hedporma-
THU ¢ HE(PPOTUUECKUM CUHAPOMOM,;

— HOBBI€ TOJXOAbl K TEpanmuu MOTYT OBbITh HaIpaBJICHbl MPOTHB AHTHU-
PLA2R1 ayTOoMMMyHHOTO OTBETA WJIM HAa MEPHI MO 3alIUTE, pernapaluuud /Uil pe-
reHEPALMH ITOBPEXKICHHBIX MOJOIUTOB.
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