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YUYEBHBIE U BOCIIMTATEJIBHBIE IEJIN, 3AIAYU, MOTUBALIUA J1JIA
YCBOEHUS TEMbI

Y4eOHas ueJib:

N3yunts Hambonee BakHble 3a00sieBaHMA KIyOOUKOBOTO ammapara MoYek, JeKallue B
ocHOBe  (popMmHpoBaHHS  TIOMEpPYJIOHE(PPUTOB,  MEPBHUYHOTO  HEPHPOTUYECKOTO  H
HE(PUTUYECKOTO CHUHIPOMOB, a TAaKXK€ CHCTEMHBIX MOPAXKEHUH IMOYEK MPHU ayTOMMMYHHBIX
3a00JIeBaHUAX, B YACTHOCTH IIPU CUCTEMHOM KpacHOU BojyaHke. Oco00oe BHUMAaHHUE yIesieTcs
COBPEMEHHBIM TMPEACTABICHUSIM 00 OJTHONATOreHE3€, TMAaTOTeHETHYECKHMX MeEXaHU3Max
MMMYHHOT'O TIOBPEX/IEHUS KITyOOUKOB U UX KIMHUKO-MOP()OIOTrHUECKUM KOPPEISALHIM.

Pa3zo0pare Mop(osiornio OCHOBHBIX (POPM TJIOMEPYJIONATUH C AKIIEHTOM Ha XapakTep
KJIETOYHBIX M CTPYKTYPHBIX HW3MEHEHUH, JOKaIMW3allM0 M TUI HMMMYHHBIX JIETIO3UTOB,
O0COOCHHOCTH TOBPEXKJIEHUS SHAOTENMS, MOJOLUTOB M 0Oa3albHOM MeMOpaHbl, a TaKXKe Ha
BapHaHThI MPOTPECCUPOBAHMS MMATOJIOTMYECKOTO MPOLEcca OT OCTPhIX 0OPAaTUMBIX U3MEHEHHUN
K XpOHHUYECKOMY CKJIEPO3Y U IOYEHYHON HEIOCTATOYHOCTH.

JlaTh KpaTKyl0 XapaKTePUCTHKY COBPEMEHHBIX TMCTOMATOJIOTHYECKHX KIIacCHU(pUKAINUN
TJIOMEpPYIOHEPHUTOB, TIOMyc-HEPpUTa U HEPPUTUUECKUX CHUHIAPOMOB, BKIIOUAs KPUTECPUH
OIICHKM AaKTUBHOCTH M XPOHUYECKUX M3MEHEHHUH, HWCIONIb3yeMble B MEXKIYHApPOTHOU
HE(POJOTHYECKON MPaKTUKE, a TAKKe MX KIMHWYECKOE 3HAYCHHE MJisi MPOrHO3a M BhIOOpa
TaKTUKH JICYCHHUS.

Pa3o0patpe Bompocsl, Kacatomuecs MopdoreHe3a HEQPOTUYECKOTO U HEPPUTHUECKOTO
CUHIPOMOB, MEXaHU3MOB HApyIIEHUs  KIyOOYKOBOM  (uibTpanuu, (OpMHUPOBAHUSA
OPOTEMHYPUH U T€MaTypuH, MaToreHe3a OTEYHOrO U TMIIEPTEH3UBHOTO CHHIPOMOB, a TaKXkKe
0COOEHHOCTEH MOP(POIOrMISCKUX U3MEHEHHI B JUHAMUKE 3a00JIeBaHUSI.

KocHyTbcs Bompoca KIMHHKO-aHaTOMHUYECKHUX COOTBETCTBHM pa3IMYHBIX BapHUAHTOB
NOpaXeHUsT  KJIIyOOUYKOBOTO  ammapara, MOJYEpKHYB  3Ha4eHHEe  MOP(OIOru4ecKoro
UCCIIEIOBaHMsI TOYEYHON TKaHU MJi JUArHOCTUKH, MPOrHO3a M OLEHKU 3(PPeKTUBHOCTU
Tepanuu y OOJIbHBIX C IIIOMEPYJIONATUIMU.

BocnuraresbHas neb:

B pamkax oOpa3oBarenbHOro mpouecca mo AaHHOW TeMe CTYJEHT JOJDKEH HE TOJBKO
OBJIAJIETh COBPEMEHHBIMH TE€OPETUYECKUMU 3HAHUSIMH M TIPAKTHUECKUMU HaBBIKAMH B 00JIaCTH
MaTOJIOTHYECKOW aHaTOMUU 3aboyeBaHMil KIyOOUYKOBOTO ammapara Mo4YeK, HO M OCO3HATh
BBICOKYIO COIIMAIBHYIO 3HAYUMOCTh mpodeccun Bpada. B Xxome wu3ydeHHs wmarepuana
(dopMupyeTcsi OTBETCTBEHHOE OTHOIICHHE K BBIMOJHSAEMOW paboTe, yBaKEHHE K ITHUYECKUM
HOpMaM MEIUIMHCKON NIeATEIbHOCTH U MPUHILIUIIAM IEOHTOJIOTHH, OCO3HAHUE HEOOXOIUMOCTH
CTPOTOro coOII0AeHNS MPOo(ecCHOHAIBHBIX CTAaHIAPTOB U AUCIMILIMHBI KaK B y4eOHOMH, Tak U B
OyAyuiei KIMHUYECKOM MPaKTHKE.

Oco0oe BHUMaHUE YAENAETCS BOCIHUTAHUIO TYMAaHHOTO OTHOILIEHUS K MalUeHTy,
NOHMMAHHUIO LIEHHOCTH U3HU U 3710pPOBbs YEJIOBEKA, a TAKXKE POJIM Bpaya B MPOPUIAKTUKE U
JICUEHUU TSKEIBIX XPOHUUYECKUX 3a00JI€BaHUI MOYEK, OKA3bIBAIOUINX 3HAUMUTEIBHOE BIMSHHUE
Ha KauecTBO XU3HU O0NbHBIX. CTYJIEHT JOHKEH OCO3HATh BAXKHOCTH MOAIEPIKAHUS 3J0POBOTO
oOpa3a XKM3HHM Kak JIMYHOTO TpHMepa UIsl OKPYXAIOMMX W OyIyIIuX MAIlMeHTOB, a TaKkKe
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pa3BUTh KauyecTBa MAaTPHOTH3MA, COLMATBHON OTBETCTBEHHOCTH M TOTOBHOCTH K AKTHBHOMY
YYACTHIO B )KM3HU MEJUIIMHCKOIO COOOIIECTBA U OOIIECTBA B LIEJIOM.

dopMHUpOBaHUE JIMYHOCTHBIX KadyecTB OyAyIIEro CHelHagucTa MpearojiaraeT pa3BUTHE
AHAJIMTUYECKOTO MBIIUICHNUS, AaKKypaTHOCTH W BHHMATEIBHOCTH MPU MOPQOIOTUIECKON
JUArHOCTHKE, TOTOBHOCTH K MOCTOSSHHOMY NMPO(ECCUOHAIBHOMY POCTY, HAYYHOMY TOUCKY U
BHEJIPEHUIO COBPEMEHHBIX 3HAHUN B KIIMHUYECKYIO MTPAKTUKY.

3agaum:

B pesynbrare npoBeaeHHs yueOHOr0 3aHATHS CTYACHT JOJDKEH
3Hamy:
- 0011y10 XapaKTEpUCTUKY U KiIacCU(UKALNIO 3a00I€BaHUI KIyOOUKOBOTO anmnapara 1 no4yek B
LEJIOM;
- JTHOJIOTHIO, NATOreHe3 TIJoMepyJIoHe(dpUTa, COBpEMEHHbIE KiIacCU(PUKAINK, KIMHUKO-
MOP(OJIOTUYECKYIO XapaKTEPUCTUKY, BO3MOKHBIE OCIIOKHEHUS U UCXO/IbI;
- Mopdonoruueckue  GopMmbl  TIIOMEpYJOHeppUTa  HA  OCHOBAaHMU  CBETOBOW,
UMMYHO(TYOPECLIEHTHON U JIEKTPOHHON MUKPOCKOIINH;
- OSTUOJIOTHI0 W MaToreHe3 Jonyc-HedpuTa, €ro KiacCUPUKALMIO M MOP(OIOTrHIECKYIO
XapaKTEPUCTHKY, a TAK)KE KIMHUYECKUE MOCIECTBUS;
- 3THOJIOTHIO, MOp(doreHe3 M KilacCU(PUKALMIO HEPPOTUYECKOTO U  HEYPUTHUYECKOTO
CUHIPOMOB, KJIIMHUKO-aHATOMUYECKUE KOPPEISALUU Pa3IUIHbIX POpM;
- Mop(ororuueckue M MaTOreHeTUYECKUEe OCOOEHHOCTU OCTPOM M XPOHUYECKOW MOYEHHOM
HEJOCTAaTOYHOCTH, CTAJAUH €€ pa3BUTHUA U XaPAKTEPUCTUKHU UCXOOB.
ymembp:
- ONpEeNeNsiAThb OCHOBHBIE IAaTOJIOTMYECKHWE TpoLecChl M 3a0o0jieBaHUS TOYEK IO
TMCTOJIOTUYECKHUM IIpernapaTam IpH CBETOBON MUKPOCKOIINU;
- JIMarHOCTUPOBATh NATOJOTMYECKHE MpolecChl M 3a00JieBaHUS IO OIMUCAHUI0 Makpo- U
MUKPOCKOITMYECKUX U3MEHEHHI MOYEK U KIIyOOUKOBOIO arapara;
- MPOBOJIUTh  KIMHUKO-aHAaTOMUYECKHE COMOCTaBIICHUS TMpPU  pa3IUyHbIX  (dopmax
TJIOMEPYJIONAaTUH U CUHIPOMOB.
enaoemy:
- OCHOBHBIMH MpHUEMaMH padOThl C MUKPOCKOIIOM;
- HaBbIKAMU KJIMHUKO-aHATOMUYECKOTO aHaJIn3a MOP(OIOTHYECKUX U3MEHEHHI;
- YMEHUEM CHUHTE3UpOBaTh MOP(OJIOrMUYecKrue MpU3HAKK 3a00J€BaHUN TMOYEK W MPABUIBHO
UHTEPIPETUPOBATh UX B IPUUMHHO-CIIEICTBEHHBIX CBS3SX.

MoTuBanusi 1J1s1 yCBOEHHS TeMbI:

3a0osieBaHusa KIyOOYKOBOIO ammapara MOYEK NPEICTaBISIIOT COOOM CIOXKHYIO H
pa3zHOOOpa3Hyl0 TPYMIy MATOJOTHM, KOTOpPblE MMEIOT SPKO BBIPAKEHHBIC KIMHUYECKHE U
mMopdonornueckue nposiBaeHus. [loHumanue mopdoreHeza M CTPYKTYPHBIX H3MEHEHHUN
KITyOOYKOB SIBIISIETCSl KJIFOYEBBIM Il JMAarHOCTUKH, CTpaTU(UKAMKM pUCKa W BBIOOpa
paloHaIbHOW TEpamud y TMAlUeHTOB C  TJoMepylioHeppuToM, HEeHPOTUYECKUM U
HEQPUTUYECKUM CUHAPOMAMH, a TAK)KE MPH CUCTEMHOM KPaCHOM BOJTYAHKE.

[TosiBieHHME 4YPECKOXKHOM TMMOYEYHOM Ouorncuu B cepeauHe XX BeKa TMO3BOJIUIIO
UCCleI0BaTh MOp(oIornueckne U3MEHEHHUs B MOYKaX B JUHAMHKE, & HE TOJHKO HA KOHEUHOU
cTaauu 3a00JIeBaHUs, YTO 3HAUMTEIBHO PACIIMPUIIO 3HAHUSA O Pa3BUTHUU M MPOTPECCUPOBAHUU
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riioMepyionaruii. Vcronap3oBaHue CBETOBOH, HMMYHO(DJIYOPECIIEHTHOH U  DAJIEKTPOHHOU
MUKPOCKOITUH TTO3BOJIMIIO BEISIBUTH MMATOJIOTHIECKUE TTPOIIECCHI Ha KJICTOYHOM U CYOKIIETOYHOM
YpOBHE, BKJIIOYAash W3MEHEHUS IMOJOIMTOB, 0a3allbHONH MeMOpaHbl W DHIOTENHS, KOTOPHIC
HEBO3MOXHO OINPEIETUTh MPU MAKPOCKOMTUYECKOM UCCIEAOBAHUH.

NmmyHO(IyOpeclieHTHbIE METOJbI U COBPEMEHHBIE MMMYHOJIOTHYECKHUE HCCIEI0BaHUs
JI0OKa3aju, YTO MHOTHE TJIOMEPYJSIPHbIE MOPaKCHHSI Pa3BUBAIOTCS BCIEICTBHE HMMYHHBIX
MEXaHHU3MOB, BKJIt0Uasi 00pa30BaHUE U JCTO3UILINIO IUPKYJIUPYIOMIUX U JIOKATIBHBIX UMMYHHBIX
KOMIUIEKCOB. OTH  OTKPBITHSL  MO3BOJISIIOT ~ CBSA3BIBATH  KJIMHUYECKUE  IPOSIBICHUS
HEe(QPOTHUECKOTO MU HE(PPUTUYECKOTO CHUHAPOMOB C XapaKTePHBIMH MOPQHOIOTrHYECKUMU
M3MEHEHUSIMU U IPOTHO3UPOBATh TE€UECHUE 3a00I€BaHUS.

B Hacrtosiee BpeMs KOMIUIEKCHOE MCHOJb30BaHUE KIMHUYECKUX, MOP(OJOTUYECKUX U
7a00paTOPHBIX METOJIOB, OCOOCHHO TMpU H3YyYEHHUH OUONTATOB IMOYEK, OOeCreunBacT
MPUHITUITHAIBHO HOBBIE BO3MOYKHOCTH JIJIsl IOHUMAaHUS 3THOJIOTHH, MaToreHe3a u Mmopdosaoruu
3a007€BaHUN KIIyOOUKOB. ODTO HMEET HEMOCPEACTBEHHOE 3HAYCHUE [JI1 MPAKTUYECKOU
MEIUMIIMHBL: TOYHas Mopdojoruyeckas IMArHOCTHKA TMO3BOJSET Ha3HauaTh 3((PEKTUBHYIO
Tepanuio, u30erarb MOTEHIUAIBHO BPEAHBIX BMEIIATEIBCTB U MPOTHO3UPOBATH HCXO/T
3a00J1eBaHUSI.

N3ydyenne wMopdosorun U naToreHesa rioMmepyioHedpuTa, HEPPOTUUECKOTO U
HEe(PPUTHYECKOTO CHHJIPOMOB, a TAKXKE MOPAKEHUU KIIyOOUKOBOTO arapara Mpyu CUCTEMHOU
KpacHOM BoTYaHKe popMUpyeT NpodecCuoHaIbHYI0 KOMIIETEHTHOCTh CTYA€HTA, CIIOCOOCTBYET
Pa3BUTHUIO AHAJUTUYECKOTO MBIIUICHUS W KIWHUKO-aHATOMUYECKOTO aHain3a, a TaKxKe
MOBBINIAET 3HAYUMOCTH COOJIFOJCHUS STUYECKUX HOPM M OTBETCTBEHHOCTH B MEIUIIMHCKOU
MPAKTHKE.

MATEPUAJIBHOE OCHAIIEHUE
- OMHOKYJISIPHBIE CBETOONTUYECKHNE MUKPOCKOIIBI;
- Ha0Op MUKPOIIPENAPATOB M0 TEME 3aHATUM:
* AMunoni03 modku (oKpacka KOHro-kpacHbeim) (Ne 19).
* [TomocTpelil aKcTpakanuUISIpHBIN riomepysioneput (Ne 184).
* XpOHUYECKUI IIIOMEPYIOHEDPUT C UCXOAOM B cMopIrBaHue (No
185).
* Nnrepcrunmaneubiili He@put (Ne 45).
- HabOp MaKpOIpPenapaToB MO TEME 3aHATUH:
* BropruHO-CMOpILIEHHAs TOYKA.
* Hekpotuueckuit Hepo3.
- TAOJINILIBI;
- TEJIEBU30p;
- MyJIbTUMEAUNHAS PE3EHTALIHS.

KOHTPOJIBHBIE BOITPOCHI N3 CMEKHbBIX JUCIIUITJIMH
1. MeanuuHcKas 0M0JIOTHA M TeHETHKA:
- MpaBuia paboThl C MUKPOCKOTIOM;
- CTPOCHUE )KUBOTHOM KJIETKH.
2. AHaTOMHS 4YeJI0OBEKA:
- MAKpPOCKOITMYECKOE CTPOCHUE BHYTPEHHUX OPraHOB U CUCTEM OPTraHOB YEJIOBEKA.



3. 'mcTosiorusi, UMTOJIOTUsI, IMOPHOJIOTHSI:
- MUKPOCKOITMYECKOE CTPOCHHE BHYTPEHHUX OPraHOB U CUCTEM OPTaHOB YEJIOBEKA.

KOHTPOJIBHBIE BOITPOCHI 11O TEME 3AHATUA

1. 'momepynonedput. dtnonarorenes. Knaccudukammn.

2. IlepBuunslii HehpoTUUECKU CHHAPOM. DTHonarorenes. Knmundecko-
Mopdoornueckas XapakTepUCTHKA.

3. Jlronyc-Hedput. Dtronarorerne3. Mopdosorusi.

4. Hedbputnuecknii cuaapom. Kinaccudpukanus. Mopdorenes. Knuanko-anaromuaeckast
XapaKTEepPUCTHKA.

XOA 3AHATUA
Teopernueckasi 4acTb

1. I'1omepyioneppur: omnpesjeieHue, ITHONATOreHe3, cOBpeMeHHbIe
IrUCTOMATOJIOTHYECKHE KJIACCU(PUKALNE, HCXOTbI

['momepynonedput mnpeactaBiasieT coOOM TETEpOreHHYI0 TIpyIiy 3a00JeBaHUN TOYEK,
00BEAMHEHHBIX OOIIMM MOP(]OIOrHUECKUM MPU3HAKOM — BOCIIAJIUTENIbHBIM W/UJIU UMMYHHBIM
NOpaXeHUEM KIIyOOUYKOBOro ammapara. B maTojorudyeckoM Impouecce MNpeuMyIeCTBEHHO
CTpaJaloT KanWULSIPHbIE NETJIM U ME3aHTMH, OJIHAKO 10 MEpe MPOTrPEeCCUpPOBAHUS W3MEHEHUS
pacipoCTpaHsAIOTCS HAa MHTEPCTUIMAIBHYIO TKaHb M KaHaJIbLbI, (OPMHUPYS KOMILIEKCHBIH
TyOyJIOMHTEPCTUIIMATIbHBIM KOMIIOHEHT. KiaccuueckuM KIMHUYECKUM MPOSBICHUEM SIBISIETCS
HEQPUTUYECKUH  CHHIAPOM, BKJIIOYAIOIIMNA  TeMaTypuiOo, YMEPEHHYIO IPOTEHHYPHIO,
apTepHANbHYI0 TUIEPTCH3UIO W PAa3IMYHBIC CTENEHW CHWKCHHUS (PYHKIIMHM TOYEK, a TaKKe
HEDPOTUUECKHIT CUHAPOM TIpu MEeMOpAHO3HBIX W MHUHUMAIBHO W3MEHEHHBIX (opMax.
Mopdonornyeckass kKapTUHa Ype3BbIYATHO BapualeNbHA: HAOMIOA0TCs NpoaudepaTuBHbBIE U
9KCCY/JAaTUBHBIE U3MEHEHHUsS KIIyOOUYKOB, YTONIIEHUE WM AYIUTHKAIHs 0a3albHON MeMOpaH#I,
OTJIO)KEHHE WMMYHHBIX KOMILJIEKCOB M KOMIUIEMEHTHBIX KOMIIOHEHTOB B Pa3jIMYHBIX
KOMIIApTMEHTaX, Pa3BUTHE TMOIYIYHHBIX CTPYKTYp TpH TKENBIX (opMax. ITHOTOTHYECKAS
NaTOreHeTHYeCKass MHOTOJIMKOCTh TJOMepyloHeppuTa OOyCIOBIMBAET CIOKHOCTh €0
Kiaccudukanum u pa3sHooOpasre KIMHUKO-MOP(HOIOTHUECKUX KOPPEIISIIHA.

DTHUonaToreHes rioMepysioHedpuTa MpeacTaBiIseT cCOO0M CIIOKHBIN KacKaJ UMMYHHBIX H
HEMMMYHHBIX peaKlUWi, MNPUBOAAIIMX K TMOBPEKICHUIO CTPYKTyp KiyOouka. B ocHoBe
OoonpmmHCTBA (OPM JIEKAT WMMYHHBIE MEXaHU3MBI, CBS3aHHBIE C OOpa30BaHHEM W/WIIU
OTJIO)KEHUEM LUPKYJIUPYIOIIUX UMMYHHBIX KOMILJIEKCOB JIMOO C Pa3BUTHUEM ayTOMMMYHHBIX
peaxiuii IpOTUB KOMIOHEHTOB COOCTBEHHBIX KIYOOUKOBBIX CTPYKTYp. IMMyHHBIE KOMILJIEKCHI
MOTYT IMPKYJIHPOBaTh B KPOBU M OTKIAABIBAThCI B KIyOO4dkax TocThakTyM (Kak Tpu
MOCTCTPENTOKOKKOBOM TJioMepyJioHedpuTe), b0 GopMUpoBaThCs in situ, KOTJa aHTHUTENA
CBSI3BIBAIOTCSI C JIOKAJTHHBIMUA WM 3aXBaYCHHBIMU aHTHUTEHAMH HEMOCPEACTBEHHO B KIIyOOuKe
(xapaktepHo 111 MeMOpaHo3Hoi Hedponatun ¢ PLA2R-accounnpoBanHbiMU aHTUreHaMu). B
000MX Ciy4asX aKTUBAIMsS KJIACCUYECKOTO W/WIM albTePHATHBHOTO IyTH KOMILJIEMEHTA
SBJIIETCSl KJIIOYEBBIM 3BEHOM MOBpexkaeHus: ooOpazyrommecs C3a u CS5a CTUMYIUPYIOT
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XEMOTAaKCUC HEUTpohUJIOB M MOHOIMTOB, a Kkomiuieke C5b-9 (MemOpaHoaTakyromuni
KOMILJIEKC) BBI3BIBAET MIPSMOE MOBPEXKACHUE KIETOK 3HIOTENHS U MMOJOLIUTOB.

CnenyromyM ~ BaXXHBIM ~ MEXaHU3MOM  SIBJISIETCS  KOMIUIEMEHT-OIIOCPEI0BAaHHOE
NOBpEXJIeHNE KiTyOoukoB npu C3-riioMepyJionaTusix, B OCHOBE KOTOPBIX JIEKAT T€HETUYECKHE
Wi TpuoOpeTéHHbIe Ne(eKThl Peryssiuu adbTepHATUBHOTO MyTH KOMIUIEMEHTa. B sTux
CIyyasix IaTOreHe3 CBSI3aH HE C HMMMYHHBIMM KOMIUIEKCAMH, & C HEKOHTPOJIUPYEMOM
NEPCUCTUPYIOIIEH aKTUBalMEW Kackaja KOMIUIEMEHTa, YTO MPUBOJUT K MACCHUBHBIM
CcyOsHIOTEeNUaNbHBIM M TpaHcMeMOpaHHbIM jeno3utam  (C3  0e3 3HaYuMOro ydacTus
UMMYHOTJIOOYIMHOB. Mop@donornyecku 53TO MPOSBIAETCS BBIPAKEHHOW AyIUIMKALUEH
0azanbHOM MeMOpaHbl U ME3aHTUAJIBLHON Mposindepalnneii, a mpy MIOTHOACTO3UTHOW 0OJIE3HU
— XapakTepHOW TpaHchopmalell JamMuHa JeHca B IUIOTHBIE AJIEKTPOHHO-TUIOTHBIE JICHTHI.
JlaHHbIE MPOIECCHI  COMPOBOXKIAIOTCS  SHIAOTEIHUANBHON  AUCHYHKUMEH, HapylIeHUEM
IPOHUIAEMOCTH  (UIBTPALMOHHOTO Oapbepa M  IMPOTPECCUPYIOIIMM  TJIOMEPYJISPHBIM
CKJIEPO30M.

Ocoboe MecTO 3aHMMaeT pauci-immune TJIOMEPYJIOHEPPUT, HAUOOJEEe YacTo
accounnpoBanHbli ¢ ANCA (aHTHHEUTpOQUIIbHBIE LUTOIJIA3MATHYECKUE aHTUTena). B
OTJINYUE OT HMMMYHOKOMIUIEKCHBIX  (OpM, 31€Ch HET BBIPAXKEHHBIX JICTIO3UTOB
UMMYHOTJIOOYJIMHOB WMJIM  KOMIJIEMEHTAa NPU HMMYHO(]DIyOPECUEHTHOM HCCIEI0OBAHUU.
[Tatorenernueckn ANCA aKTHUBUPYIOT HEWUTPOPUIBI, 4YTO MNPUBOJUT K HUX aJre3ud K
SHAOTEIUI0O W BBIOpOCY TIpOTE€a3 U PEAKTUBHBIX (OPM KHUCIOpPOAA, BBI3BIBAOIINX
HEKPOTU3UPYIOUIEE TOBPEXKACHUE KANWUISIPHBIX METENb W MNEPUKAMMIUIAPHBIX CTPYKTYP.
Bcenencteue atoro  Owictpo  dopmupyrorcs  monynyHus — (crescent  formation) u3
nponu@epupyomero mnapueTanbHoro snurtenus Kamncyiael  ymnsHckoro-boymena u
MUTPUPYIOIIUX Makpo@aroB. OTH MPOLECCHl JIEKAT B OCHOBE OBICTPONPOTPECCUPYIOIIETO
rioMepyJioHepputa ¢ OypHBIM KIMHMUYECKHUM TEYEHHEM U BBICOKMM PHCKOM pa3BUTHS
TEPMUHAIBHOM MOYEUHON HEJOCTATOYHOCTU 0€3 OBICTPON UMMYHOCYITPECCUBHOM TEpAITHH.

Antn-GBM-omocpenoBanHblil  TTIOMEpYJTOHEPPUT, KIACCHUECKH OMUCHIBAEMBINH TIpH
cuHapoMe ['yamacuepa, sIBISE€TCS MOJENIBIO ayTOMMMYHHOTO TOBPEXIEHHS C BbIPAOOTKOM
aHTUTEN MPOTHUB HEKOJJIAr€HOBOTrO JOoMeHa o3-menu koyiareHa IV 0OaszanbHOM MeMOpaHbI
KJIIyOOUKOB W JIETOYHBIX abBEOJ. DTHU aHTHUTENA CBS3BIBAIOTCS JIMHEHHO BJIOJbL Oa3zalibHOU
MeMOpaHbl, 4YTO XOpOIIO BUAHO NPU HMMYHO(DIYOPECUEHUMH B BHJAE HWHTEHCUBHOIO
nuneriHoro cBeueHus I1gG. TloBpexneHue KIIyOOUKOB HOCHUT HEKPOTH3UPYIOIIMM XapakTep ¢
dbopMUpOBaHUEM TMOJYJIYH U OBICTPHIM CHUXKeHHeM (pyHkiuu modek. ITogoOHbIe mpoliecch
MOTYT  OBITh  CIOpPaJAMYECKHMMH WM  pa3BUBaThcsi  Ha  (OHE  TEHETHYECKOU
PEIPACIIONOKEHHOCTH U SK30T€HHBIX TPUITEPOB, TAKUX KaK KypEeHUE U BUPYCHbIE UH(DEKIIHH.
HenMMyHHBIE MEXaHU3MBI TAaKK€ MOTYT WIpaTh POJIb B MPOTPECCUPOBAHUM 3a00JICBAHUS:
reMOJMHAMUYECKHE CJIBUTM, THUIIEPTEH3US, METa00JIMYECKUE HAPYIIEHUS U TOKCUYECKOEe
BO3/ICICTBHE CIMOCOOCTBYIOT YCKOPEHHUIO CKJIEPOTHYECKMX MPOLECCOB M  XPOHU3ALUU
MIOBPEXKICHUS.

CoBpemeHHbIE KJ1accuuKanuu riioMepyJioHeppuTa ONUPAOTCS KaK Ha
ATUOMATOI€HETUYECKUE TPUHLIMIBI, TaK M Ha Mopdosiornueckue kpurepuu. I[lpunsro
pa3nuyath MMMYHOKOMILICKCHBIC, KOMIUIEMEHT-OMOCPEIOBaHHbIC, PauCi-immune # aHTH-
GBM-onocpenoBanubie (HOPMBI, UYTO OTpaka€T OCHOBHBIE MEXaHH3Mbl TOBPEXKACHUS U
NOMOTAeT ONpEeNENATh TAKTUKYy JiedeHus. Ha MopdonormueckoM ypoBHE HCIOJIb3YHOTCS
CHUCTEMAaTU3UPOBAHHBIE THCTOINATOJIOTMYECKUE KJ1accuuKanuu, oOecreynBaroIye
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yHU(UKAIMIO OMUCaHus OWONCUI UM  TO3BOJISIIOUIME TPOBOAUTH TOYHYIO  KIIMHHUKO-
Mopdonornueckyro  koppemsiuto.  Hambonee — 3maummoit  sBisietcs  Oxcdopackas
knaccudukanusa (MEST-C) mns IgA-medponarun, BKIIOYArONas OIEHKY ME3aHTHAIBLHON U
HAOKANWIUIIPHOM TUNEPLEIUTIONSIPHOCTH, CErMEHTapHOIO CKJIEpO3a, CTENEHU
TyOYyJOMHTEPCTULMATBHBIX U3MEHEHUA U Hanumuus nonyiyH. s ANCA-acconuupOoBaHHOTO
riomepynoHedpura HUCHOIb3yeTcss kinaccuukamms bepaeHa, ocHoBaHHas Ha  J0Je
HOPMaJbHBIX, TOMYJAYHHBIX M CKIEPO3UPOBAHHBIX KIyOoukoB. Jlas MeMOpaHO3HOI
HedponaTuu Mopdosiorudeckas CTaAUNHOCTh (OT PaHHUX CYOAIUTENHANIBHBIX JIETIO3UTOB /10
BBIP@KCHHBIX «IIMIIOB») JOIMOJHIECTCS cepojorudyeckumu Mapképamu (anti-PLAZR, anti-
THSD7A). B o6nxactu MPGN npouzomén nepecMOTp TEPMHHOJOTHUU: TENEpb pa3inyaror
uMMyHOKoMIUIEKCHBIA MPGN u C3-rinomepynonaTud, 4TO OTPAKAET MNATOTCHETHYECKYIO
OCHOBY 3a00JIeBaHUA.

Hcxonasl  rimomepyloHeppura  3aBUCAT  OT  COBOKYNHOCTH  KIMHUYECKHX U
MOpQOJIOrHUYecKuX  (HaKTOPOB. KitoueBbiMH ~ MOPQOJIOTHYECKUMU  TPEIUKTOPAMU
HEOIAronpusITHOrO MPOTHO3a SIBJIAIOTCS CTENEHb MHTEPCTULHAIBLHOTO (UOpo3a U TyOyIsipHOU
aTpo(uu, MPOUEHT MI00ATBHO CKIEPO3UPOBAHHBIX KIYyOOUKOB, BEIPAKEHHOCTh CETMEHTAPHOTO
CKJIepO3a U JI0Js KIyOOYKOB C MOJNYJIYHHBIMU CTpyKTypamu. [IporHoctuueckoe 3HauY€HHE
UMEIOT M T[I0Ka3aTeld AaKTUBHOCTM UM XPOHUYECKOCTH BOCHAIUTEIBHOTO Ipoliecca,
OLICHMBAEMbIE 10 CTaHJIAPTHBIM MIKaiaM s [gA-Hedponatuu u nmonyc-Hedpura. BaxkHyro
pOJIb UTPAIOT CEPOJOTMYECKHE M MOJIEKYJSpHble MapkEpbl, Takue kak anti-PLA2R mpu
MEMOpaHO3HOW HepponmaTUM WIM HapylIeHHWs peryasiuuu komrmuiemeHta unpu C3-
riaoMepysionatusix. OTu (aKTopbl MO3BOJIAIOT NMPOTHO3UPOBATH OTBET HA TEPANMI0 U PUCK
IPOrPECCUPOBAaHUS B TEPMHUHAIBHYIO CTaJMI0 XpPOHMYECKOM Ooyie3HM moyek. CoBpeMEeHHbIE
KJIMHUYECKHE PYKOBOJCTBA MOJYEPKUBAIOT HEOOXOAMMOCTh  KOMIUIEKCHOW  OILICHKH,
COYETAWOIIEH  KIMHUYECKUME  JaHHbIE, THUCTONATOJIOTMYECKHE  XAPAKTEPUCTHKUA U
UMMYHOJIOTHYECKHE MapKEpPbI, YTO MO3BOJSET ONTUMHU3UPOBATH CTPAaTU(UKALUIO PHUCKA U
WHIUBUY AIM3UPOBATH TEPANIEBTUYECKYIO CTPATETHIO.

2. llepBuyHbIi He()POTHUECKUI CHHAPOM: ONpe/eieHne, STHONATOTreHe3, KIIMHUKO-
MOP(}oI0THYeCKas XaPAKTePUCTHKA

[TepBuunbIii HEPPOTUUECKUN CHUHIPOM MPEACTABIACT COOOM KIMHUKO-MATOJIOTMYECKUM
CHUHJIPOM,  XapaKTEpU3YIOIIMICS MacCUBHOM  mporeunypuei (6osnee 3,5 T1/CyTKH),
TUN0aNb0yMUHEMUEH, TeHEepaTN30BaHHBIMU OTEKAMU, TUICPIHNUAEMHEN U Tunuaypuen. B
OTJIMYME OT BTOPUUHBIX (OPM, Pa3BUBAIOLIMXCS HA (DOHE CUCTEMHBIX 3a00JIeBaHUM (CaxapHbIN
nuaber, CHUCTEMHas KpacHas BOJYAaHKA, aMWJIOMAO03 M Jp.), MEPBUYHBIA HEPPOTHUECKUN
CHUHIPOM OOYCTIOBJICH 3a00JIEBAHUSIMH, TMOPAKAIONIUMU MPEUMYIIECTBEHHO KITYyOOUYKOBBIN
anmapaT TOYeK O0e3 CHUCTEeMHBIX MposiBIeHUA. B ero ocHOBe Jjexar CTPYKTypHblE U
(GYHKIIMOHATIbHBIE HAPYIIEHUS TJIOMEPYJISIPHOTO (PUIBTPALIMOHHOTO Oapbepa, BKIHOYAIOIIETO
SHAOTENUN KanWUISIpOB, 0a3albHyI0 MeMOpaHy U MOAOLMTHI C UX HOXKKOBBIMU OTPOCTKAMU U
niesieBbiIMu - AuagparmaMu.  Mop¢osIorMueckuil  CeKTp MEPBUYHOIO  HEPPOTUUECKOTrO
CHUHIpPOMa IMpPEACTABICH MHHUMaIbHbIMU H3MeHeHusaMH (minimal change disease, MCD),
dokanbHBIM cerMeHTapHbIM Tiomepyiockiepo3oM (FSGS), memOpaHo3Hoil Hedpomarueit, a
TAK)KE€ PEXe BCTPEYAIOUIMMUCS BapuaHTaMH, TaKUMU Kak ME3aHTHOKAMWIIISPHBINA
TJIOMEPYJIOHEPPUT C HEPPOTUUECKUM TEUEHUEM U BPOKIAEHHBIE MOJOLMTONATHH.
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OTHONaToreHe3 NepBUYHOrO HEPPOTHUUECKOIO CHUHApPOMA SIBISETCSI MHOTOYPOBHEBBIM U
BKJIFOYAET KaK MMMYHHbIE, TAK U HEMMMYHHbIE MEXaHU3Mbl NOBPEXKIEHUS TJIOMEPYISIPHOTO
¢unbTpanonHoro Oapnepa. LleHTpalbHBIM 3BEHOM SIBISICTCS TUCHYHKIUS U TOBPEKICHHE
MOJIOIIMUTOB, KOTOphIe (HOPMUPYIOT HAPYKHBIM cloi riomepyssipHoro ¢uibrpa. [logomutsr
PEICTaBISIIOT co00il BbICOKOMU((DEPEHIIMPOBAHHBIE KIETKH C YHUKAJIBHON IUTOCKEIETHOU
opranmzainyeit, ooOecreynBaiomeii QOpMUPOBaHHWE HOMKKOBBIX OTPOCTKOB M  IIEJIEBBIX
nuapparM. OTH CTPYKTYpPbl BBITIOJNHAIOT HE TOJBKO MEXAaHUYECKYI0, HO M CHUTHAJIBHYIO
(GYHKIUIO, TOEPKUBAs LETOCTHOCTh (PMIIbTPAlIMOHHOrO Oaprepa. [loBpexaeHne no1oumToBs,
HE3aBHCHMO OT IPHUYMHBI, MPUBOAUT K yIUIOHIEHHIO HoxekK (effacement), yTpare mieneBbIx
nuapparM U YBEIMUYEHHUIO IPOHUIAEMOCTH JUIsl OEJIKOB IU1a3Mbl. IMEHHO 3TOT MpoLEce JIEKUT
B OCHOBE MAacCCHUBHOHM NPOTEUHYPHUH, KOTOPAs SIBISETCS BEAYIIMM KIMHWUYECKHMM CHUMIITOMOM
HE(POTUYECKOTO CUHIPOMA.

VMMyHHBIE MEXaHU3MBbl WIPAOT KIKOYEBYIO POJIb IPU MUHHUMAJIBHBIX W3MEHEHUSAX U
MeMOpaHo3HOW Hedponatuu. Ilpm OONE3HM MHUHHUMAJIBHBIX HW3MEHEHUM Mpearoaraercs
yuacthe T-muM(OoUnTOB U LHUPKYJIUPYIOMHUX (PAKTOPOB MPOHULAEMOCTH, KOTOPHIE BBI3BIBAIOT
(YHKLIHMOHAIBHYIO J1€CTa0MIM3alMI0 LUTOCKENETa MOJOLMUTOB W HapyUIEHUE CTPYKTYpbI
nienieBblx  auadparm. HecMoTpss Ha OTCyTCTBHE BHIUMBIX HW3MEHEHHM IPU CBETOBOM
MUKPOCKOIIMH, 3JIEKTPOHHAS MUKPOCKONHUS BBIABISIET TOTAIBHYIO WM CYOTOTaJIbHYIO YTpaTy
HOXKEK TMOJOLUMTOB 0€3 OTJIOKEHHWS HMMMYHHBIX KOMIUIEKCOB. OJTa (¢opMa HEpeaKo
aCCOLIMMPYETCS C aUIEPrUYEeCKUMHU PpEeaKIUsIMU, HHPEKIHUSIMH, BaKUWHAUUEH W NPUEMOM
HECTEPOUHBIX MPOTHBOBOCHAIUTEIBHBIX CPEACTB, OJHAKO IpsMas ayTOMMMYHHas arpeccus
HE JOKa3aHa, M Ipouecc HuMeeT oOpaTHMMbI  Xapakrep IpU  BO3AECUCTBUU
TIIFOKOKOPTHKOCTEPOUOB.

MemOpano3Hass Hedpomarus  ABISETCS TUINUYHBIM  IPUMEPOM  AyTOMMMYHHOI'O
MOJIOIMTONATHYECKOIO Tpollecca ¢ 00pa30BaHUMEM aHTUTEN K AaHTUIeHaM MOJOLUTapHOU
MOBEPXHOCTH, HaMOOJIEE W3BECTHBIM W3 KOTOPBIX SIBJISETCS perentop Qocdonumnaspl As
(PLA2R). Awntutena kinacca IgG4 csaseiBatorcss ¢ PLA2R Ha mnonpomutax, ¢Gopmupys
MMMYHHBIE KOMIUJIEKCHI 1N Situ B CyOAMUTENHAIBHOM MPOCTPAHCTBE, YTO BHI3bIBAET AKTHUBALUIO
KOMIUIEMEHTA IO JICKTUHOBOMY MYTH W MOBPEXJICHHUE MOAOIUTOB uepe3 CS5b-9. D10 Benér k
MPOTPECCUPYIONIEMY HapYIICHUIO0 (QUIbTPAIIMOHHOW (YHKIIMK U YTOJIIICHUIO Oa3aabHOMN
MeMOpaHbl BCJIEICTBUE BKJIIOYEHUS JIETIO3UTOB B €€ CTPYKTypy. MemOpaHo3Has HepponaTus
MokeT ObIThb mepBuYHOU (PLA2R- wim THSD7A-accouunpoBaHHON) WM BTOPUYHOW (Tpu
OMyXOJIAX, HMH(PEKUMSIX, ayTOMMMYHHBIX OOJIE3HSIX), HO HMEHHO THEpBUYHbIE (HOPMBI
COCTaBJISIFOT 3HAYUTENBHYIO JI0JII0 HEPPOTHUUECKOTO CHHIPOMA Y B3POCIIbIX.

@dokanbHBIA CErMEHTAPHBIN TIIOMEPYJIOCKIEPO3 MPEACTaBIsSeT co00i Mopdoaornyeckuii
naTTepH TMOBPEXKIEHHUS, KOTOPbIH MOXET OBbIThb NEPBUYHBIM (MAMONATHYECKUM) WM
BTOpUYHbIM. B maroreneze mnepBuuHoro FSGS Takke KIIOUYEBOE MECTO 3aHUMAET
NOJOIMTAapHAs  JUCPYHKIMS, HEPEIKO CBS3aHHAS C IUPKYJUPYIOUMMHU  (akTopamu
POHUIIAEMOCTH, KOTOPbIE€ MOBBIIIAIOT (PMIIBTPAIMIO OENIKa U BBI3BIBAIOT allONTO3 MOAOLUTOB.
[TockonbKy MOJOLMTBHI HE CHOCOOHBI K JIEJICHUIO W pereHepanuu, ux Tulenb BeAET K
OOHA)KEHUIO YYacTKOB Oa3aibHOW MeMOpaHbl, (OPMUPOBAHUIO CUHEXHH U CKIEPOTUYECKUX
o4aroB. OTH M3MEHEHMS HOCST CETrMEHTapHbId XapakTep, 4YTO OObiICHSAET (PoKaIbHOE
pacrpejeneHyue ckiepo3oB no kiyooukam. B ortiauuue ot MCD, FSGS yacTo pe3ucTeHTeH K
CTEpOUJaM, UMEET MPOrpeECCUPYIOIee TEUEHUE U HEPEIKO MPUBOJUT K TEPMUHAIBLHON CTauu
XPOHUYECKOM 00JIE3HU TTOYEK.
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HenmMMyHHBIE M T€HETMYECKHE MEXAHU3MbI MOBPEKICHUS HMMEIOT BAKHOE 3HAUEHUE B
onpeAeNnéHHBIX KIMHUYECKUX TpyMmax, OcoOEHHO Yy JeTed paHHEero Bo3pacTa W Mpu
BPOXKACHHBIX HEPPOTHUECKUX CHUHApOMax. MyTalud T€HOB, KOIUPYIOIIUX KOMIIOHEHTHI
nogouutapHoro komrmiekca (NPHS1 — veppun, NPHS2 — nogounn, ACTN4, TRPC6 u np.),
IPUBOJAT K CTPYKTYPHON HECTAOMIIBHOCTH (UIIBTPAMOHHOTO Oapbhepa M Pa3BUTHIO THKEIOTO
HE(POTUYECKOTO CHHIPOMA C PAHHETO BO3PACTa, YaCTO PE3UCTEHTHOIO K MMMYHOCYIIPECCHHU.
Kpome Toro, remoauHamuyeckue u MeTabomuuyeckue (akTopsl (TUneppuiIbTparus,
apTepuaibHasi TUIIEPTEH3Us, OKUPEHUE) MOTYT CIIOCOOCTBOBATh PA3BUTHIO BTOPUUYHBIX (OpM
FSGS u yckopsaTe mnporpeccMpoBaHH€ NEPBUYHBIX IMOJOLMTONATUN. B KOHEYHOM wHTOTE
pa3HOOOpa3Hble HATUOMATOTEHETUYECKHE TYTH CXOAATCS B €IUHOM MOP(OJIOTHUYECKOM
dbeHoTUNIE — TOBPEXKIECHUU M PEAYKIHH MOAOLUUTOB, YTpaTe HOXKEK, YBEIUYECHUU
MPOHUIAEMOCTH  TJIOMEPYJISIPHOTO buabTpa M pPa3BUTUM  MPOTPECCUPYIONIETO
IJIOMEPYJIOCKIIEPO3a.

KinHuko-mMopgoornueckass XapakTepuCTUKa NEPBUYHOTO HE(HPOTHUECKOrO CHHIApPOMA
ONpenesieTcss TUIIOM  MOpakeHHUsd  KiIyOoukoB. IIpy  MUHHMAaIBHBIX  M3MEHEHHSIX
MaKpOCKONMYECKas KapTHHA MOYEK OOBIYHO HOpPMaJIbHAs, CBETOBASI MUKPOCKOMUS HE BBISBIISET
3HAYMMBIX OTKJIOHEHHH, HWMMYHO(IyOPECIIEHTHOE MCCIEJOBAaHUE OTPHULATEIBHO WU
MUHUMAJIBHO, a OJJIEKTPOHHAsI MHKPOCKONHS JIEMOHCTPHUPYET Au(PPy3HOE YIUIOLIECHUE
NOJOLUUTAPHBIX OTPOCTKOB. KimHMYecku 3a0o0sieBaHUE MPOSIBISETCS BHE3AMHBIM pPa3BUTHUEM
MAaCCHUBHOW MPOTEHMHYPUH M OTEKOB, OCOOCHHO y JETEe, U XOpOHIO MOAMAETCS Tepanuu
IJIIOKOKOpPTHKOCTepoujaMu. MemOpaHo3Hast HedpomnaTusi XapaKTepu3yeTcsi paBHOMEPHBIM
YTOJILIEHUEM KITyOOuKOBOM Oa3anbHON MeMOpaHbl, BbisiBIsieMbIM 1pu [TAC-okpacke, rpyObiM
rpanyssipebIM ~ oTiokeHneM IgG u  C3  BHOAp KanWUIIPHBIX IE€TENb [0 JTaHHBIM
UMMYHO(DIYOpECUEHIMH U CYOAIUTENUANIbHBIMU 3JEKTPOHHO-TUIOTHBIMU JICTIO3UTaMU  Ha
AJIEKTPOHHON MHKPOCKONHH. KIMHUYECKH OHA yalle BCTPEYAETCs y B3POCIBIX, MPOTEUHYPUS
HOCUT CTOMKMH XapakTep, a TEe4YeHHe MOXKET ObITh KaK pPEMHUTTUPYIOIIUM, TaK U
IPOrPECCUPYIOLIUM, C PUCKOM XPOHU3ALUH.

DoKaNbHbIN CErMEHTapHBIN [JIOMEPYJIOCKIIEPO3 IIPOSIBIISIETCS 04aroBbIMU
CEerMEHTapHbIMU CKJIEPOTUYECKUMH H3MEHEHUSIMHU KIyOOUKOB, HauOoJiee BBIPAKEHHBIMU B
IOKCcTamenyJuisipaod  3oHe.  Ilpu  uMMyHO(IyOpecHeHIMU  MOXKET  ONpelesThCs
Hecnieuupuueckoe ominoxkenue IgM u C3 B CKIEpO3MPOBAHHBIX YYacTKax, a AJIEKTPOHHAas
MUKPOCKOIHUS BBISBIISET CIUSHUE MOAOLUUTAPHBIX OTPOCTKOB U MPU3HAKU YTPAThl MOJOLIMTOB.
Knuandeckoe TeueHue XapakTepu3yeTcs CTOMKON MPOTeHHYpUeH, Hepelko HeHPOTHUYECKOTO
YPOBHS, CKIIOHHOCTBIO K PE3MCTEHTHOCTU K Tepanuu M HeOJAaromnpusTHBIM IPOrHO30M IpH
Hannuuu ¢ QGY3HBIX CKIEPOTUYECKUX n3MeHeHnid. HezaBucumo ot MOp(hoIOrH4eckoro Tura,
JUINTEJIBHOE  CYIIECTBOBAHME HEPPOTHMUECKOIO CHHAPOMA MPHUBOJUT K  Pa3BUTHIO
UHTEPCTUIIMAIBHOTO (GuOp03a, TyOyISIpHON aTpoPuu U MPOTPECCUPYIONICH yTpaTe KIIyOOUKOB,
YTO ONpeAessieT UCX0/ 3a00JIeBaHUS B BUJIE XPOHUUYECKOM MOYEYHOM HEJJOCTaTOUYHOCTH.

3. Jlionmyc-He(puT: 3THONATOreHe3, MOP(doJOrusi, NMOpakKeHue TIJIOMEepPYJIsIPHOIO
anmnapara npu CUCTEeMHOM KPACHOI BOJTYaAHKE

JIronyc-Hedputr mpeAcTaBIseT COOOM HMMMYHOKOMIUIEKCHOE TIOpaKEHHE TOYeK,
pa3BuBaroiieecs: mpu cuctemMHor kpacHor Bomuanke (CKB) wu sBismonieecs OJIHUM U3
OCHOBHBIX (pakTOpOB MporHo3a 3adoneBanus. [loueunoe BoBieuenune Hadbmomaaercs y 40—75 %
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naiueHtoB ¢ CKB, mpu 3ToM Mopdonorunueckue H3MEHEHUs B KIyOOdyKax HEpEaKo
IPEIIIECTBYIOT KIMHUYECKUM MPOSBICHUSAM. JIIomyc-HEPPUT MOKET MPOSIBIATHCS IMIUPOKUM
CHEKTPOM KJIMHUYECKUX CUHAPOMOB — OT H30JUPOBAHHOW MHUKPOre€MaTypuHh W yMEPEHHOU
OPOTEMHYPUH 10  HEPPOTHUECKOTO0  CHHApOMAa M OBICTPO  MPOTPECCHPYIOIIETO
rIoMepynoHedpuTa € pa3BUTHEM MOYEYHOW HeaocTaToyHocTU. [latromopdonornueckoit
OCHOBOI MOpaXEHHs ABIISECTCS UMMYHHOE BOCTIaJIEHUE ¢ (POPMUPOBAHUEM HUPKYIUPYIOMINUX U
in  situ UMMYHHBIX KOMIUIEKCOB, aKTHBAIlMe CHCTEMbl KOMIUIEMEHTa, U@ y3HbIM
HOBPEXJACHUEM  TJIOMEPYJSPHOro  (puiapTpauMoHHOro  Oapbepa M BOBJICUEHHEM
TyOyJIOMHTEPCTULIUAIBHBIX CTPYKTYP.

OTHonaTroreHes JoNyc-HeppUTa CBSA3aH C CUCTEMHBIMU HapyLIEHUSMU HMMYHHOH
perymsiuuu, xapaktepubiMu s CKB. Benymiyto posib urparor naeekTbl LEHTpaabHOUW U
nepudepruyeckol  TOJIEPAHTHOCTH, KOTOpPbIE MPUBOASAT K yTpare KOHTpOJS  Haj
ayroarpeccuBHbIMU B- u T-mumdouuramu. [lon neiicTBueM reHETUYECKUX, TOPMOHAIBHBIX U
BHEILIHECPEAOBBIX (AaKTOPOB (MHPEKUUH, YIbTpa(HUOIETOBOE OOJIyYeHHE, JIEKAPCTBEHHbIE
npenaparbl) MPOMCXOAWT THUIEPAKTUBALMS B-KIeTok, COMpOBOXKIAIOWIAsACA MPOIyKIHUEH
HIMPOKOr0 CHEKTpa ayTOAHTUTEJ, NPEHMMYIIECTBEHHO K KOMIIOHEHTaM KJIETOYHOrO siapa —
JIHK, ructoHaMm, HyKJI€OCOMHBIM M PUOOHYKJIECONPOTEMHOBBIM KoMIuiekcam. OOpa3zyromuecs
ayToaHTUTeNa (POPMUPYIOT MMMYHHBIE KOMIUIEKCHI, KOTOpBIE LHUPKYJUPYIOT B KpPOBU U
OCENAI0T B Pa3IMYHbIX YYaCTKaX KIIyOOUKa, MHULIMUPYS BOCIAJIUTENbHbBIE U POJIU(EpaTUBHbIE
IPOLIECCHI.

KirroueBoe 3HaueHHE B NATOTEHE3€ MMEET aKTHBALMs KOMIUIEMEHTA, IPEUMYIIECTBEHHO
[0 KJIACCHYECKOMY IIyTH, UHAYLUPYEMas UMMYHHBIMU KOMIUIEKCaMHU. [IpoaykTel akTuBanuu
komiuiementa  (C3a, C5a)  o0nagaroT  BBIP@KEHHBIMM  XEMOTAaKCHMYECKUMHU U
IPOBOCHAJINTEIBHBIMU CBOMCTBaMHU, MPUBJIEKask HEUTPO(UIIBI U MOHOIIMTHI B 30HY MOPAKEHMUSL.
OO6pazyromuiicss mMemOpaHHO-aTakyromui koMmiuieke (C5b—9) cmocoOCTBYeT MOBPEKICHHUIO
DHAOTEIUANBHBIX KJIETOK MW  IMOJOUMTOB. KOMIIIEMEHT-OMOCPENOBAHHOE  BOCHAJIICHHE
CONPOBOXKAAETCS  MOBBILIEHUEM  IPOHMUIIAEMOCTH  COCYAMCTOM  CTE€HKH, AaKTUBalUEH
ME3aHTUAJIbHBIX KIETOK M OTJIOXeHueM (UOprUHA, YTO B COBOKYHMHOCTH MPUBOAUT K
BBIPKEHHBIM CTPYKTYPHBIM IMOBPEXACHUAM TJIOMEPYJIISIPHOTO armapara.

NMMyHHBIE KOMIUJIEKCHI MOTYT OOpa30BbIBAaThCA KaK B LMPKYJSLUWU, TaK U JIOKAJIBHO B
Kiyooukax. B mocienHem cioydae ayTOaHTUTENA PAcHO3HAIOT HYKJIEOCOMHBIE AHTUIEHBI,
a7IcOpOMpPOBaHHbBIC HA MIOBEPXHOCTHU IIIOMEPYJISIPHON Oa3abHOM MEMOpPAaHbl UJIK ME3aHTUs. DTH
KOMILJIEKCHl (PUKCHUPYIOTCS B CYORHAOTEIHATBHOM, CYOSMUTEINAIBbHOM W ME3aHTMaJIbHOM
oTnenax KIyOOuKoBOTo (UIBTpAIlMOHHOTO Oapbepa. XapakTtepHoit ocobeHHocThio CKB
SBJIAETCS] TIOJINAHTUTEHHOCTh W IMOJIMKJIOHAJIBHOCTh ayTOMMMYHHOIO OTBETA, YTO IPUBOAMT K
OTJIO)KEHUI0 HMMMYHHBIX KOMIUIEKCOB pPa3HOM IUIOTHOCTM K COCTaBa B  HECKOJBKHX
KOMIApTMEHTaxX KiIyOouka OJHOBpeMEHHO. Takoe MHOroo4aroBoe M MYJbTUKOMIIOHEHTHOE
MOBPEXKICHUE ONpeesieT ToIUuMophu3M MOPHOIOTHIECKUX H3MEHEHUN TIPH JIIOITyC-HEPpHTE,
BKJItOUasi IposinQepaTUBHbIC, MEMOPAaHO3HBIE U HEKPOTUKO-CKIEPOTHUECKHUE MTPOLIECCHI.

Hapsiny ¢ ryMopaJibHBIMH MEXaHU3MaMH, BaKHYIO POJIb UTPAET AKTHUBALMS KJIETOYHOTO
3B€HAa UMMYHHUTETA. T-TUMQOLUTHI U TIA3MOLUTOUIHBIE IEHIPUTHBIE KIETKH MPOIYyLUPYIOT
UHTEPPEPOH 0, KOTOPBIA yCHIMBAET ayTOMMMYHHOE BOCHAJIEHHE, CIIOCOOCTBYET AKCIPECCUU
AHTUTCHOB M aKTHUBAIIMM BPOXJIEHHOTO MMMyHHTeTa. KpoMe TOro, akTuBauus BPOXKAEHHBIX
ceHcopoB HykJenHOBBIX KucIOT (TLR7, TLR9) B nenaputHbix kieTkax u B-mumdormrax
CTUMYJIUPYET XPOHUYECKYIO MPOAYKIUIO TPOBOCHATUTENbHBIX HUUTOKMHOB (IL-6, TNF-a, IFN-
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Y), yCUIUBasg TMOBPEXKJECHUE HHAOTETUS M Me3aHTHus. ['eHeTuyeckas MpeapacrooKEHHOCTb,
Bkitouast nomumopdusmel HLA-DR2/DR3, neduuut KOMIIOHEHTOB paHHEro KOMILJIEMEHTA
(Clg, C4) m HapyuieHus KIUPEHCA AaloONTOTUYECKUX KJIETOK, WUrpaeT BaXXHYI pOJIb B
(dbopMUpOBaHNUN ayTOUMMYHHOTO ()OHA, IPEPACIIONATAIONIETO K MOPAKEHHUIO MOYEK.

Mopdonornueckue H3MEHEHHUs TPH JIOMyc-HePpUTE pazHOOOpa3Hbl M 3aBUCIT OT
JOKAIM3allud M XapaKTepa MMMYHHBIX JIETIO3WTOB, WHTEHCHUBHOCTH BOCHAJICHUS M CTEICHH
XpOHMYECKHX U3MeHeHuH. Ha CBeTOBOM MHKPOCKONMUU BBISIBISIIOTCS ME3aHTHAIbHBIC
npoiaudepaTUBHbIE HM3MEHEHUSI PA3IMYHOM CTENEHU BBIPAKEHHOCTH, YTOJIICHHE U
nyOnupoBaHue — Oa3aJibHOM  MeMOpaHbl, HEKpO3bl  KalWUISIpOB U mpodudepanus
HAOKANWUIAPHBIX KJIETOK. MIMMYHOTMCTOXMMHUSA U MUMMYHO(DIyopecueHus oOHapyKUBAIOT
tunnuHbeil it CKB «monnsiii gom» (full house) denomen — rpanynsapusie otinoxenus [gG,
IgA, IgM, a Takke C3 u Clq B Me3aHTMHM W TO KANWUIAPHBIM METIIAM. DJIEKTPOHHAS
MHUKPOCKOIHS ~ TO3BOJISIET  JI€TAIM3UPOBATh  PACIONOKEHHE  HMMMYHHBIX  JIC[IO3UTOB:
Me3aHTHalIbHbIE, CyOIHA0TENNANBHBIE U CyOIMUTeNaTbHbIE JIEKTPOHHO-TUIOTHBIE OTIOKEHUS,
a TaKKe MHTPaKanWUIIpHbIE TPOMObI U (PUOPUHOUIHBIE MACCHI.

Haunboinee mupoko Ajig OLeHKH MOpQosiorndyeckux (Hopm Jronyc-HeppuTa NpUMEHSETCs
knaccudukanus ISN/RPS (International Society of Nephrology / Renal Pathology Society,
2003; obHosneHa B 2018 r.). CoryiacHO 3TOM cUCTeMe, pa3inyaloT IIECTh KJIACCOB MOPAKEHUS:
| — MuHUMaIBHBIE Me3aHTHaNbHbIE H3MeHeHus; [ — Mme3anruonponudeparuBubii Heput; 111 —
doxkanpHbIl TponudepaTuBHbli HedppuT (Menee 50 % kmyboukoB); IV — muddys3Hbii
nponudepatuBHbii  Hepputr (6omee 50 % KIyOOUKOB), KOTOPBIM MOApa3aenseTcs Ha
CEerMEHTapHbIN U TI100aIbHBINA BapUaHThl; V — MEMOpaHO3HbBIN HEQPUT ¢ CyO3NUTENHATBHBIMU
neno3utamu; VI — ckueposupyromuidi HEQpPUT, OTpa)XarolMi TEPMHUHAJIBHYIO CTaJMIO
nopaxxkenusa. Haumbonee Tsxénoe Teuenwe HaOmomaercs npu kimaccax I u IV, koropsie
XapaKTEePU3yIOTCS BBIPAXKEHHOW Tponudepaleil SHAOKAMWULIPHBIX W ME3aHTHAIbHBIX
KJIETOK, HEKpOo3aMH KaluuiipoB U  (OPMUPOBAHHMEM TMOIYIyHUH, YTO KIMHUYECKU
COOTBETCTBYET HEQPUTUUECKOMY WIIH HEDPUTHUECKO-HEPPOTHUECKOMY CHHAPOMY C BBICOKUM
PUCKOM MTOYEUHON HEJOCTATOYHOCTH.

[Ipu mromyc-HedpuTe MOpakeHUE TIOMEPYISIPHOTO ammapaTa 4acTO COMPOBOXKAAETCS
U3MEHEHUSMU TyOyJIOMHTEPCTUIIMAIBHON 30HBI M COCYIOB. B HMHTEpCTHIIMM OTMEUaroTCs
muMmponuTapHble THQUIBTPAThl, PUOPO3 M aTpousi KaHAIbLEB. APTEPUOJIONATUS BKIIOYAET
THAIMHO3, OTJIOXKCHHS HWMMYHHBIX KOMIUJIEKCOB B CTEHKAaX apTepHod W  apTepHid,
(GbUOPUHOUTHBIN HEKPO3 M TPOMOO3bl. DTH MU3MEHEHHUS YCYTYOJSIOT TedeHue 3a00JieBaHUs U
BIMSIOT Ha MPOrHo3. XpoHUUYECKHEe (OpPMBI  COMPOBOXKIAIOTCS  MPOTPECCUPYIOLINM
TJIOMEPYJIOCKIEPO30M, TYOYJTOMHTEPCTUIIMATBHEIM (HUOPO30M U  HEOOpaTUMOHN  yTparToi
GYyHKIMOHUPYIOMMX HEQPOHOB.

4. Hedpuruueckmii cuHApoM: KjIaccupukauus, MopdoreHes, KINHUKO-
AHATOMHUYECKASl XaPAKTEPUCTHKA

Hedputnyeckuii cuHapoM mnpeacraBisieT co00M CHUMITOMOKOMIUIEKC, BO3HUKAIOIIUM
BCJICJICTBHE TPEUMYIIIECTBEHHOTO BOCMAIUTEIIBHOTO TMOBPEXIEHUS KIyOOYKOBOTO armapara
MOYEK, MPUBOMSAIIETO K BBIPAKEHHOMY CHIKEHHUIO CKOPOCTH KIyOOYKOBOW (DUIIbTpaIIUH,
Pa3BUTHUIO TIPOTEUHYPUH YMEPEHHOW CTENEHH, TeMaTypUH, apTEPUATbHOM TUIEPTEH3UU U
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Pa3IMYHON CTENEHU 3aJEpPXKKU KUAKOCTH. B oTianume oT HEPpOTHYECKOro CHHIPOMA, B
KJIMHUYECKOW KapTUHE HE(PUTHUECKOTO Mpeo0iagaloT MPHU3HAKKM OCTPO  BO3HHKIIEH
TJIOMEPYJSIPHOM  TUCHYHKIIMM  BOCHAJIMTENBHOTO TEHEe3a, YacTO COMPOBOXKIAOIIUECS
HapyIICHUEM LIEIOCTHOCTH TJIOMEPYJIIPHOTO (GUIbTPA U aKTUBAIIMEH UMMYHHBIX U KJIETOYHBIX
MEXaHU3MOB TOBpexaAeHUA. Hedputudeckuil CHHAPOM MOXKET HAOIIOAAThCS Kak Mpu
NEPBUYHBIX TJIOMEPYJIONATUAX, TAK ¥ IPU BTOPUYHBIX MOPAKEHUSIX, PA3BUBAIOIINXCS Ha (HOHE
CHUCTEMHBIX 3a00JIEBaHUN COCTMHUTENBHOM TKaH!, MH(EKITNI 1IN BACKYyJIUTOB.

C KIMHUYECKOW TOYKM 3pEHUsl pas3jIndyaroT OCTpPbIH, OBICTPO MPOrpecCCUPYIOMMNA U
XpOHMUYECKUN HePpuTuueckuil cuHapoM. OCTpbIi BapHaHT 4Yallle BCEr0 pa3BHUBAETCS IOCIE
CTPENTOKOKKOBBIX MH(PEKIUN U XapakTepuU3yeTCs BHE3AIHbIM HAuyaJIOM C OJIUTYpHEH,
reMatypuei U OT€YHBIM CHUHAPOMOM. BBICTpO mporpeccupyromuil HeppUTUUECKUH CUHIPOM
IpECTaBIsIET cOO0M TSHKENOE, HEPEIKO KUZHEYTPOXKAIOLIEE COCTOSHUE, ACCOLIMUPOBAHHOE C
(OpMUPOBAHUEM SKCTPAKANWUISPHBIX «IOJYJIYHUID» W OBICTPHIM CHUKEHHEM I1OYEYHOU
(yHKLIHMH, YacTO B TE€YEHUE HEAENb. XPOHUYECKUH HEDPUTUUECKUN CHUHAPOM MOXKET OBITh
MCXOJIOM PA3JIMYHBIX IIIOMEPYIOHE(DPUTOB WM MaHU(pecTaluel MEITIEHHO MPOTPECCUPYIOIINX
UMMYHOBOCHAJIUTEIbHBIX 3a00J€BaHUI MTOYEK.

Mop@dorene3 HeppUTHUYECKOTO CHHAPOMA ONPENEIAETCS MOCIEe0BATEIbHBIM PAa3BUTHEM
MMMYHOBOCHAJIUTEIbHBIX U CTPYKTYPHBIX U3MEHEHUH B KiIyOoukax. [IepBbIM 3B€HOM SIBISIETCS
aKTHBAILMsl UMMYHHBIX MEXaHU3MOB — KaK TYMOPAJIbHBIX (OTJIO0KEHNE UMMYHHBIX KOMIUIEKCOB,
aKTHUBAILMs KOMILJIEMEHTA), TaK M KJIETOYHbIX (MHQUIbTpanus makpodaramu, T-mumdounramu,
aKTUBAaLlMSl ME3aHTHAIBHBIX  KJIETOK). OTH IPOLECCHl INPUBOAAT K  IOBPEKIACHUIO
HHJIOTENINATBHBIX KJIETOK U MOJOLUTOB, HAPYLIEHHUIO LIEJIOCTHOCTU TIIOMEPYJISipHON OazanbHOU
MeMOpaHbl M TOBBIIICHUIO €€ NPOHUIAEMOCTU Uil (POPMEHHBIX 3IIEMEHTOB KpPOBH.
OnHOBpEMEHHO pa3BUBAaeTCAd OTEK U mposudepanusi 3HIOTETUANTbHBIX M ME3aHTHaJbHbIX
KJIETOK, YTO BBI3BIBAET CY’KEHHE MPOCBETOB KaNMWUISPOB U CHIbKEeHUE puibTpauuu. KioueBbiM
MOpP(}OJIOrMYeCKUM MapKEPOM paHHMX CTaJAud HEQPUTHUECKOrOo CHHApOMA  SIBISETCS
muddy3Has SHAOKANWIUIApHAs MOpodaudepanus ¢ HAIMYUEM BOCHAIUTEIBHOTO JKccyAaTa B
KaMWUISIPHBIX TNETIISIX U IPOCBETE KIIyOOUKOB.

[lo wmepe mnporpeccupoBaHusi BocnajgeHusi (HopMUpPYIOTCs Oonee  BBIPAKEHHbIE
CTPYKTYPHBIE MEPECTPONKH: HapacTaeT yTOJUIEHUE U AyOJIMKaIUs TJIOMEpYJsIpHON Oa3anbHOU
MeMOpaHbl, MOSBISAIOTCS CYO3HIOTENHUATbHbIE W ME3aHTHAJbHBIE OTJIOKEHHS WMMYHHBIX
KOMIUIEKCOB, pa3BUBAETCS cerMeHTapHbli wiaum  aud@ys3ueiii  ckiepos. Ilpu  OwicTpo
IPOrPECCUPYIOLIEM  TEYEHHM  HAOMIOJAeTCs  JKCTpakanmwuisipHas — npoiudepauus ¢
oOpa3oBaHMeM TMONYJAYyHHH U3 MNpoiudepupyronmx KIeTok boyMeHOBOW Kamcyibl U
MOHOIUTAPHO-MaKpO(arajlbHbIX 3JIEMEHTOB, YTO MOP(HOJIOIMYECKH COOTBETCTBYET TKEIOMY
MOBPEXKICHUIO KIIyOOYKOB C pa3pbhiBaMu 0Oa3alibHOW MeMOpaHbl W BbIXOAOM (uOpuHa B
npoctpancTBo boymena. B xponudeckoii ¢asze npeodiagaroT CKIEPOTHUECKHE U THAIMHO3HBIE
U3MEHEHUs, aTpodusi KaNMWULIPHBIX MeTeNb, PeAyKUUs (yHKIMOHHPYIOMIUX KIyOOYKOB HU
BTOPUYHBIC HM3MEHEHHMs] KaHAJbLEB M HHTEPCTULMSA, BKJIOYass aTrpouio >SmuTenus,
MHTEPCTUIMANBHBINA (PUOPO3 U TUM(POTUCTHOLMTAPHYIO HHOUIBTPALHIO.

Knaccudukanus HeppUTHYECKOTO CHUHIAPOMA OCHOBaHa HAa KIMHUYECKOM TEUYEHUH,
MOP(OJOTUYECKUX OCOOEHHOCTSIX U 3THONOrMU. K OCHOBHBIM BapuaHTaM OTHOCSITCS:
NOCTUH(EKIMOHHBIN (Yallle CTPENTOKOKKOBBIN) OCTphIi riiomepyioHedput, [gA-nedgponatus
(6one3nn bepxe), OBICTPO MPOrPECCUPYIONINN TIIOMEPYIOHEDPUT C MOJYIYHUSIMU (BKITHOYAs
antu-bMK-Heppur, HMMMYHOKOMILJIEKCHBIE W pauci-immune BapHaHTbl), a TaK¥ke
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HEe(DPUTUYECKUNA CUHAPOM NPHU CHUCTEMHBIX 3a00J€BaHUAX (CHCTEMHAas KpacHas BOJIYAHKA,
ANCA-acconmMupoBaHHbIe  BaCKYJIUTHI, KPHUOTJI00YITUHEMHS ). ['mcronmarosornueckas
KJIacCU(pUKalMs ONUpaeTcs Ha XapakTep KICTOYHOH mnponudepanuy, THI HWMMYHHBIX
JENO3UTOB (ME3aHTHAJIbHBIE, CYyO3HJIOTENIMANIbHbBIE, JIMHEHHbIE), HAJIU4YUE MOJIYJIyHUH U
CTENeHb CKJIEPO3a KIIyOOUKOB, UTO UMEET MPSMOE MPOTHOCTHUECKOE 3HAUCHHUE.

Knunuko-anarommueckasi XapakTepUCTUKA HEPPUTUIECKOTO CHHIPOMA OTPAXKAET TECHYIO
CBSA3b MEXIY TMCTOJIOTMYECKAM TUIIOM MOPaXEHHSI U KIIMHUYECKUMHU MposiBIeHUsAMU. OcTpbie
mubdy3Hbie  mpoiudepaTUBHBIE MPOLECCHl  OOBIYHO  COMPOBOXKIAIOTCS — BBIPAXKEHHOU
reMaTypueil ¢ LWIMHAPYPUEH, YMEPEHHOW MPOTEUHYPHUEH, TMIEPTEH3UEW U TPaH3UTOPHBIM
CHIKeHUEeM (QyHKIuU T1oYek. beictpo mporpeccupyromue ¢GOpMbl  XapakTEPU3YIOTCS
CTPEMUTENIbHBIM HAPACTAHUEM A30TEMUU U OCTPOU IMOYEYHOM HEAOCTATOYHOCTBIO, YacTO C
PE3UCTEHTHOCTBIO K Tepanuh. XPOHUYECKUH HEeQPUTUUYECKUNH CHHAPOM KIMHUYECKU
OpPOSIBIISICTCS.  NOCTENEHHBIM  CHMJKEHHUEM  KIyOOuKOBOM  (uIbTpaluu, yMEpEeHHOU
IIPOTEMHYPHUEN U CTOMKOW apTEpPUaIbHOM TMIIEPTEH3UEHN, YTO TUCTOJIOTUYECKH KOPPEIUPYET C
HapacTaloUMM CKJIEPO30M KIIyOOYKOB M MHTEPCTHLHAIBHBIM (PpuOpo3oM. Mcxogom Hepenko
CTAHOBUTCS XpOHUYECKAs [TOYE€UHAsA HEJOCTATOYHOCTbD.

IIpakTnueckas 4acTb
B xo/¢ BbINOTHEHUS MPAKTUYECKOW YacTH 3aHSATHUS, CTYJICHTHI, padoTasi C MUKPOCKOIIOM U
Ha0OpOM MAaKpO- WU MUKPOIPENApaATOB, 3aPUCOBBIBAIOT B aIbOOM U OTMEYAIOT HEOOXOJIUMbIC
MaToOJOTUYECKUE HW3MEHEHMs, Ha OCHOBAaHUU OIHKCAHUS MHKPONpenapaToB, H3y4aroT
MaKpOCKOMUYECKUE U3BMEHEHHUS OPraHOB, HA OCHOBAHUM ONHUCAHUSI MaKPOMIPEnapaTosB.
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