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Ha coBpemeHHOM 3Tane pa3BuUTHs HE(POIOTHH HEOO-
XOANMO BHEAPEHNE HOBOTO 0OOCHOBAHUS TEPMHHA

U KJ1accupukanuu HepoTHIECKOro CHHAPOMa Ha oc-
HOBE MaTOTreHe3a, MPEUMYIIECTBEHHO CBA3aHHOTO

C TIOBPEXACHUEM TOIOIIUTOB (IIOJOIUTONATHIA).
Paccmorpensl Mopdonoruueckre Gopmbl HeppoTHYE-
CKOTO CHHIIPOMA, a TaK)Ke MaToreHe3 HauboJsee u3yueH-
HBIX MOJOIUTONATHIA.

At the current stage of nephrology development, it
is necessary to introduce a new justification for the
term and classification of nephrotic syndrome
based on pathogenesis, mainly associated with
damage to podocytes (podocytopathies).

The morphological forms of nephrotic syndrome, as
well as the pathogenesis of the most studied podo-
cytopathies are considered.
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Bsenenue

Hedpotuueckuit cunapom (HC) — kImHUKO-1a00paTOPHBINA CUMIITOMOKOM-
TUIEKC, XapaKTePU3YIOIIUIiCs MpoTenHypuei — ooee 3,5 r/cyT, TumonporenHe-
MUEH, TUIIepAUNuAeMUEer 1 oTekaMu. CUHAPOM pa3BUBAETCS MIPU NATOJIOTUU UC-
KIIFOUUTETHLHO KITyOOUKOBOTO arapaTa HeypoHa U MPaKTUYECKU BCET1a COOTBET-
CTBYET MOBPEKICHUIO TOAOLMUTOB. BaKHBIM J10Ka3aTEILCTBOM NOBBILIEHUS IJ10-
MEpYJIIPHON MPOHUIIAEMOCTH SIBJISIOTCS NMPEUMYIIECTBEHHAs MOTEPS albOyMU-
HOB U HE3HAYUTEILHOE KOJIMYECTBO IPYTruX OenkoB B Moye [1].

[Ipu nuarHocTHKe U J€YEHUH HEPPOTUUECKOTO CHHAPOMA IIIaBHOM MpooJIe-
MO sIBIIsSIETCS IIMpPOKast Mopdoiornyeckasl BapuadeabHOCTh, @ UMEHHO — Mac-
CUBHas MPOTEHHYPHUS MOXKET OTPAKATh KAK MUHUMYM ITSITh Pa3HbIX MOP(OJIOTH-
YECKUX SKBUBAJICHTOB: 00JIe3Hh MUHUMANIbHBIX U3MeHeHuit (BMU), dhokanpHbIit
cerMeHTapHbli rnomepynockiepos (PCI'C), komnanroniHas HepponaTus, Me3a-
HIUQJIbHBIA ~ CKJIEpO3 M MeMOpaHONpOIH(EPATUBHBIA  TIOMEPYIOHEPPUT
(MIITH).

B pabote mpencraBiieHa XapakTepUCTHKa MaTtoreHe3a Hawbosee pachpo-
CTPaHEHHBIX U U3y4eHHbIX (hopM nogouuronatuii — BMU, ®CI'C u komnanroua-
HOW HepomnaTuu.

Ha coBpeMeHHOM 3Tane U3BECTHO, UTO MOBPEKIACHUE MOJOLIUTOB SIBIISETCS
MaTOreHETHYECKOW OCHOBOM OO0JIBINON motepu Oenka ¢ Mouoit. CiaenoBaTelbHO,
BBIAICIISIIOT OTAENIbHYIO IPYIITY MMaTOJIOrUU Ki1yOouka — nogouutonaruud. Hezasu-
CUMO OT HapyIIEHUs TJIOMEPYJIIPHOTO IMTOYEYHOTO (PHIIBTPA MOAOLUTHI BCETAa BO-
BJICUCHBI B maTtorexHes [2].

VY nogoruTonaTuii OTCYTCTBYET €uHas 3THOJOTHS. MHoTHe 3a00IeBaHUs
NPOSIBIISIIOTCS MpoTeuHypueil u otekamu. CaxapHblii quaber, aMIIONa03, CH-
CTEeMHasi KpacHas BOJYaHKa, WH(MEKIIMOHHBIE 3a00J€BaHNUsA, JIEKAPCTBCHHBIC U
HaCJeICTBEHHbIE HE(POMaTHUH COCTABJISIOT HEMOJHBIN CIUCOK MPUMEPOB 010~

MUTOHATHN.



B 0000mennbix 3Hanusx o ¢akropax pucka HC MOXHO BBIACTUTH OCHOB-
HbIC HAIIPABJICHUS — TEHETHUYECKUE OCOOEHHOCTH 1 COMTYyTCTBYIOIIYIO MATOJIOTHIO,
IPUBOAIIYIO K TUNIEPPUIBTPALINN.

I'eneruka

WccnenoBanus MOCIEIHUX JIET MOKA3aId, YTO BApUAHThI HECKOIBKUX JIECST-
KOB I'€HOB y Y€JIOBEKa 3HAaUMMO BIUAIOT Ha pa3sutue HC. Hanbonpmmii Bkaa B
dbopmupoBanue 3Toi natojorud BHOCUT reH APOL1 (anmonmunonpoteun 1). Ox-
HAaKO M3MEHEHUU TOJIKO 3TOr0 T'€Ha HEJOCTATOYHO I Pa3BUTHA NOJOLUTONA-
THUH, TpeOyeTCsI JOMOTHUTEIHHOE MOBPEKICHUE (TCOPHS «IBOMHOTO ynapay) [2].
OTnenbHO BBIAESAIOT MOHOT€HHBIE (JOPMBI IOIOIIUTONATHI, KOTOPBIE CBS3aHbI C
MyTAaIUsIMU T'€HOB, KOJUPYIOMIHMX CTPYKTYPbI IIIOMEPYJISIPHOTO OYEYHOTO (PUITb-
Tpa. [loaumopdusmMbl 3THX reHoB yBennuuBaroT puck passutust HC npu nobas-
JICHUH JOTIOJIHUTEIbHBIX (pakTopoB. Eciu ToukoBas MyTanus OyJ1eT 10CTaTOYHO
3HAYMMOM (HOHCEHC-MyTAalusl, MyTallHsl CO CABUTOM PaMKU CUUTBIBAHMS), TO Oy-
JIET MEHSTHCS IPOHUIIAEMOCTh OYEYHOTO (QUIbTPA, YTO IPUBOAUT K IPOTEHHY-
pun. Touno uaeHTuguuMpoBaHo O6osiee S0 reHoB, Pe3yNnbTaTOM MYTallMU KOTO-
PBIX SIBJISIFOTCS] HACJIEICTBEHHBIE TTOIOLUTONATHH.

B cnncok Hanbosee pacpocTpaHEHHbIX MOXHO BKJIIOUUTB: I'€H KOJIareHa
IV tuna (COL 4A), a-aktuand 4 (ACTN 4), TpaH3UTOPHBIN peLienTOPHBIN OEJI0K
6 (TRPC 6), unseptupoBannsiii hopmut 2 (INF 2), neppun (NPHS 2), mogonun
u 1p. [3]. U3MeHeHns OOBITMHCTBA TIEPEUYNCIICHHBIX T€HOB HE TOJIBKO MPUBOIST
k Mmanugecraunu HC, HO M1 UMEIOT 3KCTpapeHabHbIE IPOSBICHUS, UTO YIPOLIAET
nuarHoctuky. [TockonbKy pyTuHHOE reHeTndeckoe Tectupoanre Ha HC He npo-
BOJMTCS HU B OJTHOM cTpaHe, MOP(OJOrnYecKre aHOMaJINH MO3BOJISIIOT CBOEBpE-
MEHHO 3aI0/I03pUTh KOHKPETHYIO HO30JIOTHIO U BBINOJHUTH PaHHIOW AU(depeH-
LMAJbHYI0 TUAarHOCTUKY. JIeueHne HAUMHAIOT JI0 TOBPEXKIECHHUSI TJIOMEPYJIIPHOTO
anmnapara ¢ 1eJIbl0 IPeIOTBPAIICHHs TOTEPU HEPPOHOB U TOPMOKEHHUS ITPOTpec-
CHpOBaHUs XpoHnYeckoi 0ose3nn novek (XbBIT) [3].

OcHoBHbie popMbl MoHOTeHHBIX HC npencraBnens! B Tadmaune 1.



Tabmuua 1 — MoHoreHHsle (pOPMBI TOIOIUTONATHI

I'en

[IponykT rena

bonesns

OcCHOBHEBIE
MIPOSIBICHUS

COL4A3/4/5

Kosnaren 1V tuna

Cungpom AnbropTa

ITogomuronarus

u He(ppoTHIecKuit
CHUHJIPOM, TIepETHUN
JEHTUKOHYC, TO-
YCYHO-TISATHUCTAS
peruHomnarus, che-
podakusi, CCHCOHEB-
paJIbHast TYTOYXOCTh

NPHS 1

Hedpun

BMU n/vn @CI'C

Pannee Haygaio
HEPPOTUYECKOTO
CHHJIpOMa

NPHS 2

Tlomouuu

BMU w/vnu ©CI'C

Pannee unu nmo3anee
Hayayio HepoTHye-
CKOr'0 CMHJIpOMa

ACTN 4

Anbda-akTuHuH 4
(0-akTuHHH 4)

OCI'C

PanHee wim nosnHee
Havajo HepoTuye-
CKOT'0 CHHJIpOMA

TRPC 6

TpaH3uTOpPHBII
pelenTOPHBIHN OeoK 6

OCI'C

Ilo3nHee Hauaio
He(POTUYECKOTO
CHUHJIpOMa

INF 2

NHBepTHpOBaHHBIN

dopmun-2 (INF2)

bosesnp lapko —
Mapu — Tyta

JBurarenbHbie

1 YyBCTBUTEJIbHBIC
HEBPOJIOTHYECKUE
HapyIIEeHHUs: Clla-
0OCTb TMCTAJIBHBIX
OTJICIIOB KOHEYHO-
cTeil, nedpopmanus
CTOII, TTO3THUIM

OCI'C
MT-TL1, MT-TL2, MuTtoxonnpuanstas | Cunapom MELAS MuToxoHapuaibHast
MT-TY TPHK MUoOnaTus, YHIEeha-

JIONATHSI, JIAKTOAI[M-
J103, HHCYJIBTOTIO-
IOOHBIE ITU30bI

Conymcmeyowas namoocust, npusoosawas K 2unepphuibmpayuu

KiroueBbIM MEXaHM3MOM aJanTalluy TIOYEK MPH MoTepe HEHPOHOB SBIISIETCS
runepuiIbTpalusi, BO3HUKAIOIAs BCIEACTBUE BHYTPUKITYOOUKOBOW THUIEPTEH-
sun (BKI'). 'ubenb HeppoHoB 10 110001 PUUMHE 3aITyCKAeT KacKaa peaKifi —
aKTUBAIIUSI PEHUH-aHTUOTEH3UWH-ab10cTepOoHOBOM cucTeMbl (PAAC), yMeHbIiIe-

HUE MPOCBETA BBIHOCALLEH apTEPUOJIbI, IEPEHACTPOUKA IHAOTENUSA U Op. Takum



00pa3oM, IOYKa COXpaHIET CHOCOOHOCTh HOPMAJbHO (DYHKIIMOHUPOBATH B yCIIO-
BUSX 3HAYUMOH yTpaThl HeppoHOB (10 85-90 %). Pe3ynprar Takoro mpucmocoo-
JICHHs — TIPH TOBBIIICHUHN JaBIICHUS! BHYTPH KIIyOOYKa MPOUCXOIUT MOBPEXKIE-
HUE TMOJOIUTOB (CTiakUBaHHE MAJIbIX HOXEK, TUMEPTPOPHS U MOCIEAYIOIIUI
OCIC).

CrnenoBatenbHO, JT100asi MaTOJIOTHSA, MPUBOAAIIAS K YMEHBIICHUIO KOJTHUYe-
cTBa (P)YHKIMOHHUPYIOIUX HEPPOHOB, SABISIETCS (PAKTOPOM PHUCKA MOJOLMTONA-
tuid. Cpear HUX MEPBOE MECTO 3aHUMAIOT caxapHbId nuadetr u oxupenue. [Ipu
nuadete BKI™ oOycrnoBneHa yBequyeHuEM KaHaIbLEBOW peadcopOLnU TIIOKO3bI
Y HaTpHsl B IPOKCUMAIbHOM OT/eJIe HEpOHa TPAHCIIOPTEPAMH HATPUS/TIIOKO3bI
(SGLT 2). B pe3ynbrare yMeHbIIACTCS COACpKaHUE HATpUs B puiabTpaTe nu-
CTaJIBHOT'O U3BUTOIO KaHaJbIa U 3aIlyCKAeTCsl PEHUH-aHTMOTEH3HH-AJIbJOCTEPO-
HoBasi cucrema (PAAC). Bo3pacratomias ckopocTb KIIyOOYKOBOH (HIbTpaIiu
(CK®) B uTore NpuBOIUT K MEKPOTPABMATH3AIUY SHAOTEIHNS, ME3aHT U U TIO0-
LIUTOB, YTO MOATBEPKAAECTCA MUKpOoaIbOyMunypueil. [IpumepHo Takoi ke Kac-
KaJ1 COOBITHI MPOUCXOIUT MPHU OKUPEHUU U TUIIEPTOHUYECKON O0me3Hu. Jpyrue
IPUYHHBI TOTEPU HEPPOHOB (MTOJIMKUCTO3HASL O0JIE3HB MMOYEK, HU3Kasl Macca He-
(GpOHOB TIPHU POKIEHUH, SKCTPEMAJIbHO OOJIbIlIas MBIIIEUHAS Macca U Jp.) TpHU-
BOJAT K IEPECTPOMKE MOYEYHON TEMOJAUHAMUKY U PA3BUTHUIO aIaNITUBHOU MOJ0-
uuronartuu. Pesynsratom BKI' BeicTynaer @CI'C, uto HE rapaHTUpPYET pa3BUTHE
HEe(POTHUUECKOTO CUHIPOMA, HO 3HAYMMO YBEJIIMYMBAET €T0 PUCK.

Ilamogusuonoeus

[TomounThl — 3NUTENUATBHBIE KJIETKH BUCLEPAIBHOIO JINCTKA KAarCyJibl
[ymnsiHckOro — boyMeHa, MOKpBIBAIOIINE HOKKAMHM KaMWUISAPbl KIyOOuKa.
CpaBHEeHHE C OCBMHUHOTaMH O0YCJIOBJIIEHO HAJIMYUEM Pa3BETBISIOUINXCSA HOXKEK,
o0XBaThIBAIOIINX cOoCy Ibl. Kilaccuuecku BBIICISIOT TPU MOPSAKA BETBICHHS HO-
ek nmojaouuTta. Tak HazbIBaeMble «Majibleé HOXKKWY» BIUIOTHYIO NMPUJIETAIOT K Ka-
NWUISPHBIM METISAM, CO3/1aBasi TPETHUIl KOMIIOHEHT IIOMEPYJISIPHOTO MOYEYHOIO

bunpTpa (AHOOTENMH Kanmwuigpa — oOmas OaszaibHas MeMOpaHa — Malible



HOXKH). PaccTostHue MexX1y COCETHUMU MaJlbIMU HOKKaMu He npeBbimaeT 200—
250 HM. OTPOCTKH MOJOIIUTOB CBSI3aHBI MEXK]Iy COO0OH CreruaibHbIMU OeIKaMu
meneBoit auadparmel (HedpuH, mogonwH, CD2-accormuupoBaHHbId POTEUH H
np.). Co3naercs Oapbep, HE MpolycKaromuii Mosekyisl 6osee 60—70 x/la. bna-
rojiapsi HATMYUIO OOJBIIOTO KOJIMYECTBA aHUOHOB B COCTaBE MeMOpaHbl Oapbep
HE MPOHUIIAEM JIJIs1 OTPUIATEIBHO 3aPSXKEHHBIX MOJICKYI.

OcCHOBHbBIE U3MEHEHUS, TPOUCXOAIINE C TOJOUUTAMHU, MOXKHO PA3IAEIUTh
Ha JIBE TPYIIIbI: KOJUYECTBEHHBIC U KaUeCTBEHHbIC. BelieicTBIE reMoIuHaMuye-
CKOU NEePErpy3Ku, 1€UCTBUS TOKCUHOB, IUTOKMHOB MOKET IMTPOUCXOIUTHh HEOOpa-
TUMast THOEIb MOJOIUTOB 0€3 BOCCTAHOBJICHUS UX KOJIMYECTBA, UTO YBEITUYUBACT
Harpy3Ky Ha ocrtapiiuecsi kieTku. Hanbomnee pacrnpocTpaHeHHON THCTOJIOrHYe-
CKOM HaxojAKoM rpu Ouonicuu B TakoM ciydae spisercss @CI'C. KauectBeHHbie
U3MEHEHUS — CTJIaKUBAHUE MAJIbIX HOXKEK, X OTCIIOEHUE, TUNepTpod s MO 10IH-
ToB. CaMbIi 4acThI BapHAHT — YILIOMICHHUE (CTIIa)KMBAHKUE) MaJIbIX HOXEK (Kak
npu kinaccuueckot BMU y nereit), mpoucxosdiiee, No-BUAUMOMY, U3-3a Iepe-
CTPOMKHU LUTOCKENETA.

Psin uccnenoBanuii onuchiBaeT (GPyHKIIMOHAIBHBIM AUCOAIAaHC BaKHEUIIIUX
PEryJIATOPOB aKTHHOBOTO ITTOCKeNneTa (cemericTBo Rho manbix ['Tda3, Bkimtodast
RhoA, CDC42 u RAC1) [3]. [IprunHa criaxuBaHUs HOKEK 10 KOHIIA HE sICHA,
CYIIIECTBYET HECKOJBKO TUIIOTE3, TJIABHAS U3 KOTOPBIX — JUCOAIaHC IIUTOKUHOB,
a UMeHHO — runieprnpoaykius T2-npodus uarepnerikuaos (MJI1-4, NJI-5, NJI-10
u ocobenno NJI-13). Jloka3zaTenbCTBOM BIUSIHUS PAaCTBOPUMBIX (PAKTOPOB Ha
MOAOLMTHI MOYXKHO CUMTATh OTPOMHOE KOJIMYECTBO UCCIIEA0BAHUIN IO UMMYHOCY-
MIPECCUHU TIOKOKOPTUKOCTEPOUIAMH U APYTUMH TIpenapaTaMu, MOIaBJISIFOIIUMU
T2-oTBeT KaK y MbIIeH, Tak U y jrozei [4]. LIuTOKMH He MOYKET CUMTATHCS €TUH-
cTBeHHOI npuunHoii BMI. CoBMecTHOE BO3/1€CTBHE MHOXKECTBA I'YMOPAJIBHBIX

(bakTOpOB co3aeT HEOOXOIUMBIN KOHTEKCT, BIUSIIOIINNA HA COCTOSIHUE ITUTOCKE-



JeTa nogouuToB. MccaenyroT BIUSAHUE JPYTUX MOJIEKYJI — pACTBOPUMOTO peLen-
TOpa aKTHBaTOpa ITUIA3MUHOT€HA YPOKHMHA3HOTO THMAa, KapIuoTpodUH-110100-
HOTO ITUTOKWHOBOTO (akTopa 1 u anTrren npotus CD40 [4].

CriaxuBaHue CUMTAETCS MOTEHLUATBHO 00paTUMBIM sIBJIeHHEM. B pesyib-
TaTe JIOMOJIHUTEIPHON HAarpy3Ku Ha HEM3MEHEHHBIE MOJOLUTHI MPOUCXOISAT UX
runeptpodus, nuchyHkus u rudens. HabmogaeTcst oTkaT moIoIUToOB K OoJiee
pannuM stanam auddepenunpoBkun (NOTCH u WNT/B-kaTeHuH), 4To Takxke
CUMTAETCS aaNTALIMIOHHBIM OTBETOM Ha MOBpexXAeHHE. Takas peakius IpUBOJIUT
K YMEHBILIEHUIO CHUHTE3a KJIIOYEBBIX OENKOB IesieBoi auadparmbl (HedpuH,
nogonwH) [5]. B utore He3aBUCHMO OT MOJIEKYJISIPHBIX TOHKOCTEH MPOUCXOJIST
ruoelib U OTCIOEHUE MOJIOIMTOB, Harpy3Ka Ha OCTABIIMECS YBEIUYUBAETCS, BCE
HOBTOPSIETCSI BHOBb, HO € OOJIbIIEN CKOPOCTBIO (KIIOPOUYHBII KPYT).

N3 BrimeckazanHoro cieayet, uTo BMU u @CI'C sBisitoTcst 3TaniaMu 0JJHOM
natosiornu. Jlebror BMU npoucxoauT mo NpuYMHE CIVIAKWBAHHS OTPOCTKOB
HOJIOIIMTOB MOJ JEHCTBUEM IyMOpajbHBIX (akTopoB. Eciu 3aboneBanue mpo-
JOJKAeT MpPOrpeccUupoBaTh, OCOOEHHO MPU OTCYTCTBUU JICUEHHMS, MPOUCXOIUT
rubenb BHaYaje OTAEIbHBIX MOJOLMTOB M KaMWUISIPHBIX NETeNb (CEerMeHTap-
HOCTh), a 3aTeM IebIX HePOHOB ((POKATBHOCTB) C 3aMEIICHUEM MX COCIMHH-
TEJLHON TKaHbIO (CKJIEPO3). Y MEHBIIICHUE KOJIMYECTBa He()POHOB BHOBH 3aITyC-
kaeT agantauuoHHele peakunu (PAAC, BKT') u npuBoaut k nepexoay nporuecca
Ha paHee UHTAKTHbIe He(poHbl. CIIOCOOHOCTH MOAOLIMTOB K pEereHepalu orpa-
HUYEHA, OHU MOTYT THHEpTPOPUPOBATHCS U MPOIUPEPUPOBATH, B PE3YJbTATE
NPOMCXOIUT YMCHBIIICHHE UX KondecTBa [6].

Oco0as rucronoruueckas popma HC — komnanrouanas Hedponatus u ee
naTOreHeTUYecKne OCOOCHHOCTH. MHOTHE HCCe0BaTeNd CUUTAIOT €€ pa3Ho-
BuaHOCThIO ®CI'C, omHaKo He Bce ¢ 3TUM coriacHbl [6]. Hanbosee n3ydeHHbIM
«BO30yIUTENEM» KOJUIANTOMAHON HEPPONATUN MOXKHO Ha3BaTh BUPYC UMMYHO-

nedunurta genoreka (BUY). Mopdonornueckun BUY-acconmupoBannas Hedpo-



MaTUs MPECTABISIET COUeTaHUE TYOYJIOMHTEPCTUIIMATILHOTO HeppuTa ¢ 06pa3o-
BaHMEM MHKPOKHUCT M KoJIIarnca KiyOouka (MaccuBHas rpoJvdepans Bcex Iio-
MEpPYJISIPHBIX KJIETOK C BOBJI€UYEHHEM NOJ0IMUTOB). Kosanc kirybouka — He 005-
3aTeNIbHBIN, HO YaCThI KOMIIOHEHT, nHorAa y BUY-nndunrpoBaHHbIX Ha0MI01a-
ercst TunuuHblii @CI'C ¢ npotennypueit uiu 6e3 Hee. [laTorenes uzydeH Heno-
CTaTOYHO, OJTHAKO, OYEBH/IHA POJIb alIeIbHbIX BapuaHToB APOL1, koTOpHIE yBe-
JUYMBAIOT PUCK KoJutarnca Kiy0oukoB. Bupyc ummyHoedunTa yeaoBeka cro-
coOEH MPOHUKATH B MOJIOIMTHI, AKTUBUPYS IPOBOCHANIUTEIbHbIC BHYTPUKIIETOU-
HBIE I TH TPAHCAYKIIMH, 3aCTABIISAET MOJOLUUTHI IKCIIPECCUPOBATh IIUKINH D, nH-
rubupyet cuHTe3 p27 u pS7, 4TO NPUBOAUT K AeauddhepeHITUPOBKe U TUCHYHK-
UM BUCIIEPATIHHOTO JIUCTKA Karcyibl boymena [7].

Komnancupyromas sedppomnarus 1 @CI'C MoryT ObITh BBI3BaHBI JPYTUMU
undekusivu:  Mycobacterium  tuberculosis, ¢unspuaros, neimMaHHO3,
Campylobacter, Bupychsiii rematut C, Bupyc DnmteitHa — bapp, mapBoBupyc
B19, SARS-CoV-2 (Bupyc, Bei3biBaromuit COVID-19) u 1. 1. XpoHUUecKuii BU-
pycHbIil reratut C 4acTo BBI3BIBAET MOJOIMTONATHIO C McxooM B DCI'C/kor-
JantouaHyto Hedpomnatuio. [Ipeanonaraercs, 9To BUPYC TPOMEH K MOAOIUTAp-
HBIM KJIETKaM, MOKET TPOHUKATh B HUX, BbI3bIBasi THOEIb U JAIbHEUIINI KacKa
COOBITHH, OMIMCAHHBIN BbIle. Bupyc moBpexmaaeT KiIy0Oo4YeK NMMYHHBIMUA MeXa-
HU3MaMH (KpUOTJIO0YJIMHEMHYECKUI BaCKYJUT, OTJIOKCHHE HUMMYHHBIX KOM-
wiekcoB) [8]. DnuMuHaIUS BEPYCa ¢ TOMOIIBIO COBPEMEHHOW Tepariy OCTaHAB-
JUBAET MOBPEXKIECHUE KIyOOUKOB, MPEIOTBpaIias pa3BUTHE XPOHUYECKOW 00-
ne3nu mouek (XBIT) [9].

Hpyrue npuunnbsl @CI'C/komnnarca: ayTOMMMYHHBIE 3a00J1€BaHUs (CUCTEM-
Hast kpacHas Boidanka (CKB)) u 60s1e3up CTHiIa y B3pOCTBIX), 3T0KAYECTBCH-
Hble HOBOOOpazoBaHus (neiiko3 NK-kietok u remodaronutapHblii CHHIPOM
(I'®C)), nekapcrna (anmba-, 6eta- u raMmma-unTepdepon, namuaponar) [10], mo-

CTTPAHCINIAHTAIIMOHHBIC PCAKIIMK OTTOPIKCHUA ITIOYKH U IP.



3akirouenue

HcTopudecku NpUHATO pa3AeisaTh GOpMbl HEPPOTUUECKOTO CHHApPOMA Ha
nepBUYHBIA U BTOpruHbIi. [lepBuunsblii HC pazBuBaeTcs 1o npu4rHe, CBI3aHHOM
¢ matonorueii cooctsenHo noyexk (MU y nereit, ®CI'C npu cungpome Anb-
1IOpTa U T. [.), @ BTOPUUYHBIA BO3HUKAET U3-3a CUCTEMHOM M1aTOJIOTUH, 3aTParuBa-
romert mouku (CKB, amunonio3, BaCKyJIuThI U Jp.). Takoe eJieHne YCIOBHO U
HE IIOMOTaeT B JUAarHOCTHUKE U JieueHnH. Ha coBpeMeHHOM 3Tare u3y4eHus npo-
OJIeMBI JIOTUYHO OTKA3aThCs OT 3TOM Kiaccu(UKaIMK B MOJb3y MaTOreHETHYe-
CKOM (3THOMATOTEHETUIECKOH ), KOMOMHUPYS €€ ¢ TucToorndeckou [11].

CorylacHO OCHOBHBIM MEXaHHW3MaM pPa3BUTHS MOKHO BBIJCIHUTH YETHIPE
rpynnsl nogonuronatui u HC:

1. [TononronaTusi, 00ycaoBIE€HHAs! paCTBOPUMBIM (PaKTOPOM, MOBBI-
IAIOIIKUM IPOHUIIAEMOCTh TIIOMeEpYJIsipHOro ¢puibTpa (kiaccuueckas bBMU y ne-
Teil u HekoTopbie popmbl DCI'C).

2. Tokcuyeckass MOJOLMTONATHS, PAa3BUBAIOIIASACS BCIEACTBUE JACH-
CTBUS Ha HE(DPOH JIEKAPCTB, MH(DEKIUHI U TIp.

3. ['eneTruecku 00yCIOBJIEHHAs!, CBSI3aHHAsA C KOHKPETHBIMU MYTallH-
smu (Tabmuna 1).

4, AJnantanMoHHasi, T. €. 00yCIIOBJIEHHAs! KOMIIEHCATOPHBIMU PEAKIHU-
SIMU, BO3HUKAIOIIMMU B OTBET HA 3HAYMMOE NOBpPEXAeHNE HE(POHOB (CaxapHBbIil
nuadeT, OXKUPEHUe, TOJUKUCTO3, TUIIepTOHrYeckas 6oie3nb (I'B) u T. 1.).

Knaccudukanus, nmeromas psj HeA0CTaTKOB, MO3BOJISIET ONEPATUBHO CO-
OTHECTH OCOOEHHOCTH MATOr€HEe3a U IMarHOCTUYECKHE BO3ZMOKHOCTH JIeUeOHOTO
yupexaeHus. AKTyajabHa HEOOXOAMMOCTb B OMOICHU MOYEK U MHTEPIPETALUU
T'MCTOJIOTMYECKUX U3MeHeHuH. Mopdosiornueckre narTepHsl B Cllydyae maTojo-
I'MH KITyOOUYKa HE CBUIETEILCTBYIOT 00 ATHOJIOTHH U MATOreHe3e, a TOJIbKO KOoc-

BCHHO YKa3bIBalOT Ha PAa3HbIC UX ACIICKTLI.



10.

11.
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