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Y10 ecTb YEIOBEK, €CIIN HE «CBOE0OPa3HAst MAIINHA, CKOH-
CTPYMPOBAHHA [IJIsI XUTPOYMHOTO IIPEBPAIIEHUsT KPACHO-
ro BuHa [llupasa B Mouy»? Tak roBopmJs pacckazumk B
kuure Vcaka /lunecena' «Cemb rorndecknx ucropuii» [1].
DaKTHYeCKH MOYKH YETOBEKa €KEIHEBHO (QUIBTPYIOT 6O-
gee 1700 o1 kpoBH, BbIpabaThiBast = 1 JI KOHIIEHTPUPOBAH-
HOU JKMJIKOCTH CIieliu(hUIecKoro COCTaBa, Ha3bIBaeMOU
mouoti. [Touku aKCKPeTUpyIoT MHOKECTBO TIPOLYKTOB Me-
TaboIN3Ma, TOUHO PETYIUPYIOT COIEPIKAHNE BOJIBI U COTIEH
B OpPraHU3Me, MO/IEPKUBAIOT OaaHC MIa3Mbl U paboTaioT
B KauecTBe HHAOKPUHHBIX OPTaHOB, CEKPETUPYS IPUTPO-
MO3TUH, PeHUH U npocraraanaunbl. Dusnosornyeckue
MeXaHU3MbI, OCYIIECTBJISIONINE [Tepedncienibe HyHK-
11, OOYCJIOBINBAIOT OCOOEHHOCTH CTPOEHMUST OPTaHa.

DoJsiesnn moduexk 3aHUMAIOT 3HAUYMTEJNbHYIO YacTh B
CTPYKTYpe 3a60JIEBAEMOCTH U, K CYACTHIO, MEHBIITYIO — B
crpykrype cMeprHocTr. Tak, B CIITA exxeroaHo ot 60Je3-
Hell TOYeK YMUPAIOT =~ 45 ThIC. YEJIOBEK, OT 3a00JI€BaHMIA
CepIevHO-COCYANCTON cucteMbl — = 650 ThIC., OT OITyX0-
Jieit — 560 ThIC., OT HapyIIEHUsT MO3TOBOTO KPOBOOGpaiiie-
Hust — 145 Teic. yenoBek [2]. OmHako mokasartesn, Kaca-
foruecst 60Ie3Hel MoYeK, Heb3sh OCTABIATH (Ge3 BHIMA-
Hust. Kaskaplil To y MUJTHOHOB Jifojieii 00Hapy KUBaIOT
HedaranbHbie 60JIE3HU MTOYEK, HAOoJIee PACIPOCTPAHEH-
HBIMU U3 KOTOPBIX SIBJISTIOTCSI MH(MEKIINU MOYUEBBIBOISIIITIX
myTel, KaMHU B MIOYKaX U 0OCTPYKTUBHBIE 3a00I€BAHUS.
B CIIIA 20% sxenuut xoTst Obl 1 pa3 B KU3HU MMEJIN WH-
(eKIMI0 MOUYEBBIBO/ISIINX Iy Tel WK MIOYEK, 4 5% — CTpa-
JTAIOT YPOJANTHA30M (CM. Tasiee).

CoBpeMeHHbBIE METO/IBI JIEUEHMs], OCOOEHHO JUAN3 U
TPAHCIIAHTALUS [I0YeK, II03BOJIAIOT IMPOJJUTh KU3HD
HaryeHTaM, elle HeJ[ABHO YMUPABIIUM OT TIOYEYHOU He-
nocratogHocT. CTOUT OTMETUTD, YTO TAIUEHTHI Jaske C
HAYATbHBIMU TIPU3HAKAME GOJIe3HEeH MoYeK MoBepsKe-
HBI BBICOKOMY DPHCKY PasBUTHsI 3a00JI€BAHUN CEPIEUHO-
COCYTUCTOU CUCTEMBI.

Jlist yuporinenust u3ydeHus OGOJIE3HU ITTOYEK MOKHO
Pa3meTUTh Ha 4 TPYIIIIBI B 3ABUCIMOCTU OT TIOBPEKIEHUS
MOP(HOJIOTHYECKIX KOMIIOHEHTOB MOYEK: KIyOOUKOB, Ka-
HAJIbI[eB, MHTEPCTUIN U KPOBEHOCHBIX COCY/OB. Takoe
TPaZUIHOHHOE Pas/ejicHiue BechbMa ya00HO, T.K. Ha paH-
HUX CTaJUsIX CHUMITOMBI PasHBIX OOJI€3HEH, KaKk IpaBu-
Jo, paznuvaiorcs. Kpome TOro, HeKOTOpble CTPYKTYPBI
0COOEHHO UyBCTBUTEJIBHBI K OMPEIEJECHHBIM TUIIAM T10-
Bpeskaenuii. Hampumep, GOJNBITMHCTBO TIOMEPYISPHBIX
GoJie3Helt UMEIOT UMMYHHYIO TPUPO/Y, B TO BPeMs Kak
UHTEPCTUIIHATBHBIC U TYOYJISIpHBIE TIOBPEKICHUS darie
00y CJIOBJIEHBI TOKCUYHBIMU W WH(MEKITHIOHHBIMU areH-
tamu. HekoTopble areHTbl MOTYT MOPa)KaTh HECKOJIBKO
CTPYKTYDP.

AHaToMuYecKkas U (QYHKIIMOHATBbHASI B3aUMOCBSI3b Pa3-
HBIX KOMITOHEHTOB ITOYKW YaCTO TPUBOIUT K UX BTOPUY-
HOMY TOBpekaeHuto. Hampumep, 3abojieBaHUS KpPoBe-
HOCHBIX COCY/IOB HEM30€KHO 3aTParuBaiOT BCE CTPYKTY-
PbI, 3aBUCSIIHE OT KPOBOTOKA B MOPa)KEHHOM OacceliHe.
Tsskesbie TOBPEKICHNST KIYOOUKOB TIPUBO/AT K HAPYIIE-
HUIO IUPKYJSAIAA B CHCTEME MEePUTYOYISPHBIX COCYA0B
1, COOTBETCTBEHHO, K TOKCHYECKOMY MOBPEKAEHUIO Ka-

' IlceBmonum aarckoii nucarenpnunnsl Kapen Bmuxcen. — Ilpunm.

Hayui. ped. nepes.

HasbieB. V1 Ha060poT, TOBPEKIEHIe KAaHATBIEB TPU TI0-
BBINIEHHOM BHYTPUKJIYOOYKOBOM JIABJIEHUN yCYTYOJIsIeT
MOBPEKIEHUST KITyOOUKOB.

Takum 06pasoM, HE3ABUCHMO OT IHEPBOIPHYNHBI BCE
GOJIE3HN TIOUEK TPUBOJIST K TIOBPEKIEHIIO BCEX 4 TPYIIT
KOMITOHEHTOB, YTO HAOIIOMAETCS B TEPMUHATBHON CTATIN
XPOHUUYECKOIT GOJIE3HU TTOUEK.

[Toukn obsazaoT 60abIUM (HYHKIIMOHATIBLHBIM pe3ep-
BOM, T.€. 3HAUUTEJIbHbIE TIOBPEXK/ICHMS I0YEeK MOTYT ITPU-
CYTCTBOBATh 3a/I0JIT0 /10 MPOSBJICHUI (PYHKIIMOHAIbHBIX
Hapyuienuil. B ¢BsA3u ¢ 3TUM B KJIMHUYECKOH IIpaKTHKe
KpaliHe BayKHO 3aMETUTb PaHHMe IIPU3HAKU U CUMIITOMBI
MOPasKEHM TTOYeK.

Knuuuyeckue nposiBneHus
6onesHei novek

Kiunuueckue nposiBjieHust 60J1€3Hel oYek MOKHO 00b-
€/IMHUTDb B JIOCTATOYHO YETKO OYepYeHHbIE CHUHIPOMBI.
Hexoropble u3 HuX cretudUyYHbl I [JIOMEPYJISAPHbIX
MOBPEXKAECHUN, IPYTHe MPOSBISIOTCS TIPU MTOBPEKIEHUN
JI000TO0 MOP(OJIOTHIECKOTO KOMIIOHEHTa MOUYKH. Ilepen
TeM KaK MePeiTH K OMMMCAHNI0 CHHIPOMOB, CJIEIyeT MOsiC-
HUTDb HEKOTOPbIE TEPMUHBIL.

Aszomemuss — OUOXMMHUYECKOE HApYIICHWE, XapaKTe-
pusylolieecs IOBbIIIEHHEM B KPOBU YPOBHEH MOYEBUHBI
U KpeaTHMHUHA, 00YCJIOBJIEHHBIM TPEUMYIIECTBEHHO CHI-
JKeHueM ckopoctu KiayGoukoBoit ¢umbrpaiun (CKD).
Azoremust — cie/IcTBUE MHOKeCTBA GOJIE3HEN TTOY€eK, HO
MOJKET HabJII0aThCA U TIPH DKCTPAPEHATIBHBIX TIOPAsKEHH-
ax. Ilpepenanvnas asomemus BO3HUKAET Ipu TUIIONEpPdY-
31U 1IoYeK (HalpuMmep, BCJIEACTBHE KPOBOTEYEHNUS, IOKA,
yMeHblIeHIs o0beMa nupKympyiomieid kposu, XCH), us-
3a Yero CHUKaeTcst (GYHKIMsS MovYeK (e3 TOpakeHMs ma-
peuxumbl. [locmpenanvias azomemusi HabOJIIOIAETCS IPU
00CTPYKIIMK MOYEBBIBOAAIIMX IIyTell. BoccraHosienue
OTTOKa MOYM 06ECTICYUBACT U BOCCTAHOBJICHNE A30THCTO-
ro GasaHca.

CoueraHne a30TeMUN € HEKOTOPBIMHU KIMHUYECKUMU
MPU3HAKAME, CHMIITOMAMU U GHOXUMHUUYECKUMU HapyIiie-
HUSIMU Ha3bIBAIOT ypemueu. YpeMusl XapakTepusyeTcs He
TOJIBKO HApyIIeHUEeM 9KCKPETOPHO (DYHKITNY TIOYEK, HO U
MeTabONMUECKIMU 1 9HIOKPUHHBIMU U3MEHEHUSIMU, 00Y-
CJIOBJIEHHBIMU ITOpaxkeHueM moyek. IIpu ypemun yacro
Bropuuno nopaxkaetcst JKKT (ypemuueckuii zacmposnme-
pum), iepudeprudeckasi HepBHas cucteMa (nepugepuye-
cKas netiponamust), cepaue (ypemuueckuti puopunosnoLii
nepuxapoum).

KpaTko onwieM KJIMHUYECKUE TPOSIBICHUsT HOJIe3HEl
IIOYeK:

O HepumuUecKuil CUHOPOM SIBJISIETCST CIIEACTBUEM T10-
BPEKIACHUS KITyOOUKOB M XapaKTEePU3YETCs OCTPHIM
HAYaJIoM, MaKporeMarypueii, craboil i ymepeH-
HOIl TpoTenHypuel u runeprensueil. JlaHHbril ciH-
JIPOM SIBJISIETCST KJTACCUIECKUM TTPOSIBJIEHUEM OCTPO-
IO MMOCTCTPENTOKOKKOBOTO TJIOMEPYJIOHePUTA;

O Guicmponpozpeccupyrouguil 2iomepyronedpum (BIITH)
(2nomepynonedpum ¢ noryryHusiMu) XapakTepusy-
ercst He(PUTHICCKUM CHHIPOMOM € ObICTPBIM (B



TeuyeHne HECKOJbKUX YacOB WJIN JIHEW ) CHIKEHUEM
CKO;

O negpomuueckuil CunOpoM TaKKe SABJSIETCS CIEJ-
CTBHEM MTOBPEIKACHUSI KITyOOUKOB 1 XapaKTepPU3yeT-
cs1 BRIpasKeHHOU mporennypueii (bosiee 3,5 mr/cyr),
ruroaibOyMuHeMuel, 3HAYUTETbHBIMU OTEKAMH,
TUIepJIuIAeMueii 1 Junuayprei (HaJunduem Jiu-
MTAJI0B B MOYE);

O  6ecCUMNMOMHAR 2eMAMYPUSL ULU NPOMEUHYPUS T~
60 MX KOMOMHALIKsI, KaK IIPaBUJIO, HabJII01aeTcs Ipu
HE3HAYUTETHHOM TIOBPEKIEHIH KIyOOUKOB;

O ocmpas noveunas HedOCMamouHOCMs MPOSIBIISIETCST
OJTUTYpHEN NI aHypPUel 1 ToceyIolieil a30TeMu-
eit. TIpuunHOit MOTYT OBITH TIOBPEKACHIS KIyOOU-
KOB ¥ MHTEPCTUITHUSA, a TAKXKe COCY/TUCTBIE HapyIile-
HUS WK OCTPbIE TIOBPEKICHUS KAHAJIBIIEB;

O XpoHUuecKas: Noueurast HedoCMAamouHoCmy Xapak-
TepusyeTcs JUINTeNbHON ypemueil u sABJIseTcs uc-
XOJIOM BCEX XPOHUYECKHMX IMApEHXUMATO3HBIX 6O-
JIe3Hel IoYeK;

O nopajcenue Kanaivbyes NPOSIBISAETCS MOJNYPUEH,
HUKTYPHUEH U 3JIEKTPOJUTHBIMU HapylleHUAMU (Ha-
puMep, MeTaboINYeCKUM aliuo3oM). [Togo6HbIe
MOPaKEHUS SIBJISIFOTCST Pe3yJIbraToM 3aboJieBaHMUii,
KOTOPBIE UJIM HETIOCPE/ICTBEHHO MOPAKAIOT KaHAJb-
bl (Kak MpU MeLyJUIAPHON KUCTO3HOH (0Jie3Hn),
WM HapymaioT crernuduyeckue (GyHKIMN KaHaIb-
1es. DYyHKIMOHANBHBIE HAPYIIEHUS MOTYT ObITh
BPOJKIEHHBIMU (CeMeiHBbIN HedPOTeHHBIN 1uader,
IUCTUHYPUS, TMOYEUYHBIN alluI03 KAHAJIBIEB) WU
nproOpeTeHHbIMU (CBUHIIOBasI HepponaTus);

O uHpexyul MOUEBHIBOOAUUX NYMell TIPOSTBISTIOTCS
Gakrypueil win mmypueil. ek MoryT ObITh
CUMITTOMHBIMU JT00 OGECCUMITOMHBIMU U TIOpa-
JKaTh MOYKU (MTUeJIOHePUT) UM MOYEBOH Ty3bIPh
(mcTuT);

O wuegporumuas (obpasoBaHue KaMHEH B ITOYKax)
MPOSIBJISIETCS CUJIBHBIMU CITa3MaTHYeCKUMU (OIS -
MU (TI0YeIHad KOJWKA) U TeMaTypueid, 9acTo peru-
JIUBUPYET;

O 06CMPYKYUL MOUCEHIBOOAUGUX NYMELl U ONYXOLU NO-
yex UMeIOT pas/iMyHble KJIMHUYECKUEe IPOsIBIeHNs,
OTPEIEIISTIOIINECST OCOOEHHOCTSIME JIOKATU3AI[N 1
TIPUPOJION MOPaKEHUSI.

Iouyeunas HexocraTounocts. Ocmpast noueunas Heoo-
CMAamounocms — 9To OBICTPOE W YacTO 0OPaTUMOE YXY/I-
nrenre GyHKImU modek. Octpasi moyevyHas HEIOCTATOY-
HOCTb YaCTO COIPOBOK/AET OCTPOE MOBPEKIEHUE TTOUEK
(cm. panee). B mannom paszenie 0O6CYIUM XPOHHUYECKYIO
MOYEYHYTO HEIOCTATOYHOCTD, SIBJISIIONIYIOCS] PE3YJIbTaTOM
pasaMUHbIX 3a00/€BaHMIT TOYEK U TPUYMHON OOJIbIINH-
CTBa JIETAIbHBIX MCXO/IOB.

N3amenenne GyHKIUKT TOYEK OT HOPMBI JI0 XPOHUYE-
CKOIL NOYeunoi HedoCmamouHoCmy NPOUCXOIUT B Tede-
Hue 4 Tocje/loBaTebHbIX CTaAN (XOTS eCTb UCKII0Ye-
HUS):

1. Cuuocenue noueunoeo pesepsa (CK® = 50%). Ilo-
Ka3aTeJu B CBIBOPOTKE KPOBU YPOBHEN MOUEBUHBI 1
KpeaTMHUHA OCTAIOTCS B IPeJeaX HOPMBI, KIMHHU-
YeCKHe CUMIITOMBI OTCYTCTBYIOT, OJJHAKO BEJIMKA Be-
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POSITHOCTD Pa3BUTHUS A30TEMUHU C JOTOTHUTETbHBIM
BO3/IENICTBIEM HA TIOYKH.

2. Ioueunas nedocmamournocmo (CKD ot 20 o 50%).
PasBuBaercs azoremMus, 9acTo CONPOBOKAaEMas TH-
nepreHsueit u anemueil. V3-3a CHUKEHUS CIIOCO6-
HOCTU TIOYEK KOHIIEHTPUPOBATH MOUY (eunocmeny-
pult) BOBMOKHO PAa3BUTHE MOJUYPUH U HUKTYPHUHU.
Octpoe Bo3zeiicTBue (Hanpumep, HepPOTOKCHHA-
MU) MOKET WHIYIIUPOBATh CTPEMUTEIBHOE PA3BH-
THE YPEeMUU.

3. Xponuueckas noueunas nedocmamounocmn (CKO
<20-25%) . [Touku He peryaupytoT o6beM U coJie-
BOII COCTaB MOYH, y TAIUEHTA PA3BUBAIOTCS OTEKH,
MeTaboIMUeCKHil alu/03, TUnepKaganeMust. Moxer
Pa3BUTHCS BBIPAKEHHAST YPEMUS C COITYTCTBYIOIIH-
MU HEBPOJOTUYECKUMH, CePIeYHO-COCYANCTHIMHU,
JKETYAOIHO-KATIIETHBIMU OCTIOKHEHISIMU.

4. Tepmunanvras cmaous XpoHuueckol O0iesHu nouex
(CKD < 5%).

[ToxpobHoe omucanne MaTOhU3HOTOTUN XPOHUYECKON
MOYEYHOI HEIOCTATOYHOCTU HE SIBJISIETCS IeJIbI0 ATON
KHWUTHU ¥ XOPOIIIO TIPECTABIEHO B CIEINAIN3NPOBAHHON
jgurteparype. B coBpeMeHHDBIX KIMHUYECKUX KIaccudu-
Kal[UsIX XPOHUYECKUX OOJIE3HEN MOUEK yuTeHbI 0COOEH-
Hoctu HOPMUPOBAHUS TPYIINT B KIMHUYECKUX HCCIIEN0-
BaHUsX.

B ta6u. 20.1 nepeynciieHbl OCHOBHbIE H3MEHEHMS, TIPO-
MCXOJISATINE B OPTAaHAX M CUCTeMaX MPU XPOHUYECKOI 1M0o-
YeYHON HE0OCTATOUHOCTH.

ImomepynsapHble 60ne3xu

[iomepyJisipible 60JIe3HN — OJIHA U3 OCHOBHBIX IIPOOJIEM
HedPOJIOTHH, a XPOHUYECKUN rIToMepyIoHe(PUT — Hau-
GoJiee pacpocTpaHeHHAsT TPUYNHA XPOHUYECKON MOYey-
HOIl HemocTaTouHOCTH. [loBpekaeHne KayGouKoB 00Y-
CJTOBJIEHO MHOKECTBOM (DAaKTOPOB U COMYTCTBYET MHO-
UM CUCTEMHBIM OoJie3HsM. [TaToIoTHs KayGOoYKOB 4acTo
COIPOBOJK/IAET CUCTEMHbBIE ayTOMMMYHHbIE 3a00JIEBaHUST
(mannpumep, CKB), cocyaucteie napyienus (Harpumep,
TUTIEPTEH3UsT), METabOIMIECKIE paccTpoiicTBa (HAIpPH-
Mep, caxapHbIil 1uaber) u HeKOTOpbie BPOXKIEHHbIE 3260-
nesanus (Hanpumep, 6oaesub Mabpu). g obo3HaueHUs
BTOI TPyl 3a060JEBAHUI UCIIOIB3YIOT TEPMUH <«BTO-
PUYHBLT TIIOMEPYIOHEDPUTS, ITOOBI OTJUIUTD UX OT IEP-
BUYHOTO TJIOMEPYJIOHE(DPUTA, IPU KOTOPOM TIOUKH JTNGO
eIMHCTBEHHBIH, JUG0 TPEUMYIIECTBEHHO MOPasKCHHBII
Opras, ¥ OT NEPBUYHON TJIOMEPYJIONATUHN, IPH KOTOPOI
OTCYTCTBYET BOCHAJMUTETbHBIN wHMMIbTpaT. HecmoTpst
HA Pas/JIMUKs B TEPMUHOJIOTUH, KIIMHUUECKIE U MOP(OIIO-
TUYECKUe TIPOSIBJICHUST TIEPBUYHBIX U BTOPUYHBIX [JIOME-
pysIoHEPUTOB MOTYT GBITH OIMHAKOBBI.

B namuoMm pasjiesie moapo6GHO OMMCAHBI TIEPBUYHBIE TJI0-
MepyJIoHe(PUTDI, & B COOTBETCTBYIOIUX pa3/iesiaX KpaT-
KO OXapaKTePU30BaHbl BTOPUUYHbBIC TJIOMEPYJIOHEPPUTHL.
B Tabu. 20.2 npuseneHbl Hanbosiee PacpOCTPAHEHHBIE
(opmbl riiomepysionedpuToB, KianHuYeckue u MopdoJio-
IUYeCKUe XapaKTePUCTUKU KOTOPBIX JIOCTATOYHO XOPOIIO
M3YUYEHBIL.
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TABJINLA 20.1 OcHOBHbIE CUCTEMHDIE NPOSBIIEHUS

XPOHUYECKOI 60N1E3HN NoYeK

CocTosiHue BOJHO-CONEBOro 6anaHca 1 aNeKTPoNUTHOro 06MeHa
[erngparauus

OTek

[wnepkanuemus

MeTa6onuyecknin aungos

YposeHb thocthaTa Kanbyus U COCTOSHUE KOCTHON TKAHN

Tmnepdocdaremms
[unokansumemus

BTopuyHbIi runepnaparmpeos
[MoyeyHas octeogucTpodus

lemaTonoruyeckue nposiBNEHns

AHemus
[emopparus

CepaeyHo-neroYHble NPoABNEHNs
[unepTeH3uns

CepaeyHas HeJOCTATO4YHOCTb
Kapanomuonarus

OTek nerkux

Ypemu4ecknin nepukapant

[acTpo3nTeponoruyeckue NposiBNEHUs

TowwHoTa 1 pBoTa
KpoBoTeyeHus
930charuT, racTput, KONUT

HeiipoMbiwieyHbie NPosBIEHUs
Mwuonatus

[Mepudhepnyeckas Heitponatus
dHuedbanonarus

KoxHble nposiBfiexus
I3meHeHue LBeTa nota
Jepmartut

3yn

KJIMHUYECKUE NMPOSABJIEHUA

Kinnnueckue nposBiieHHs TJIOMEPYJISPHBIX OoJesHei
MOKHO OOBEUHUTH B 5 KPYIHbBIX TJIOMEDYJISPHBIX CHH-
apomoB (Tabu. 20.3). TTockoIbKy MOBpesKAeHUsT KIyOou-
KOB YaCTO CBSI3aHbBI C CUCTEMHBIMHU 3a00JieBaHusIMU (Cca-
xapubIM auaberom, amuaougozom, CKB, Backysmramu),
HEOOXOAMMO UCKJII0YATh UX Y KasKIOro MalllieHTa ¢ Hapy-
MeHUIMU QYHKIIHA KIyOOYKOB.

MHorue KJIMHUYECKUe TIPOSABJIeHKsT 00yCIOBJIEHbI Ha-
pyIIeHHEM KOHKPETHBIX MOP(MOJOTHIECKUX KOMITOHEH-
TOB KJIyOOUKa, B CBSI3U C Y€M HPUBOJINM KJIOUEBbIE aHa-
TOMHUYECKUE CTPYKTYPBI, MOBPEKAAEMble pU 3a00JI€Ba-
Huax. Kiybodek COCTOMT U3 aHACTOMO3UPYIOIIEH ceTu
KaIlWJJISIPOB, BBICTJIAHHBIX (DEHECTPUPOBAHHBIM IHIOTE-
JIieM, OKPY>KeHHBIM /IByMs ciiosiMu attutesust (puc. 20.1).
BuciiepasbHbIil 101 SNTUTENNS SBJISETCS YaCThi0 CTEHKN
KallWJIJISIPOB, OH OTJIEJIEH OT HIOTEINs Oa3aabHOI MeM-
Opamnoii. [lapueTaabHbIi CJIOH SIUTENINS, PACIOJIOKEHHBIN
Ha KarcyJie boymeHa, BbICTHIAET MOYEBOE TIPOCTPAHCTBO,
B KOTOpPOE COOMPAETCST TIePBUYHAS MOYA.

TABJINLA 20.2 [nomepynspHbie 601e3HKU

MepBuYHbIE FNOMEPYNOHE(PUTBI

OcTpblit nponudepaTnBHbIi FOMePYNOHedPUT (MOCTUHEKLIMOHHBIA 1 Ap.)
BbicTponporpeccupytoLnii rnomepynoHeput

Mem6paHo3Has Hechponatus

BonesHb MUHUMAnNbHbIX N3MEHEHMIA

®oKanbHbIil CErMEHTApPHbIV FI0MEPYNOCKNEp03
Mem6paHonposindepaTuBHbIA rnoMepyoHepuT

Hedponatus IgA

XPOHUYECKUIA rOMepYNoHedpuT

CucteMHble 3a6oneBaHus ¢ BOBNEYEHUEM Kiy604KOB

CucTemHas KpacHas Bon4aHka

CaxapHblin anabet

Amunonao3

Cunppom Myanacyepa

Mwukpockonuyeckui nonnapTepumT/nonuanHrumT
[paHynemaro3 BereHepa

Mypnypa LLleHneiHa-TeHoxa

bakTepnanbHblii 3HA0KApAUT

HacnepactseHHble 3a6onesanus
Cungpom AnbnopTa

BonesHb TOHKUX 6a3aNibHbIX MEMOPaH
bonesHb Gabpu

g — MMMyHOrNO6YNIH.

Crenka Kanwisipa Kiyboduka IIpeacTaBisieT coboi
(DUIBTPALIMOHHYIO MEMOPaHY 1 IMEET CJAEAYIONIYIO CTPYK-

typy (puc. 20.2) [3, 4]:

O TOHKWI (heHeCTPUPOBAHHBIN CJION dHdOmesuaibHvlx
Kemox, Kaxkast penectpa umeet pazmep 70—100 am
B IUAMETDE;

O obasanvras memobpana xaybouxa (BMK) cocrout
M3 TOJICTOTO IEHTPATBHOTO 3JEKTPOHHO-TIIIOTHOTO
cmost  (TIOTHOH TTACTHHKK) ¥ GoJiee TOHKOTO
3JIEKTPOHHO-TIPO3PAYHOTO C€J10s1 (HAPY’KHOW PBIX-
JION TJIACTUHKU W BHYTPEHHeH PBIXJION IJIACTHUH-
k1n). BMK cozepskut xosiaren (IIpenMyIiecTBeHHO
tumna ['V), TaMuH1H, TOJIMaHNOHOBBIE TPOTEOTINKA-
Hbl (B OCHOBHOM TerapaHcyibdar), GuOPOHEKTHH,
SHTAKTUH U JIPyrUe rInKonporentsl. Kosraren tu-
na IV popmupyer xkapkac, 00beIUHSIONINUN APyTHE
rimkorporentbl. CTpouTenbHbIM OJI0KOM (MOHO-
MEpPOM ) 9TOM CETU SIBJISIETCS TPEXCIUPAJIbHAS MOJIe-
KyJIa, COCTOSATIAsT U3 TPEX CL-1[eTeil B pasHO KOMOU-
Hau (ot oy 10 o i oT COL4A1 o COL4AG),
GOJIBIIUHCTBO MPEACTABIEHO O, Oy, O [3, 5]. Kask-
Jlasi MOJIEKyJia COJEPSKUT oMeH 7S Ha N-KOHIIe,
TPEXCIUPATBHBINA JOMEH B IIEHTPE U TJIOOYISPHbIIL
nekoJuiarenoBbiil jomen (NC1) na C-xontte. /lomen
NC1 Baxen mast (pOPMUPOBAHUSL CIIMPAIU U cOOP-
KH KOJJIATEHOBBIX MOHOMEPOB B CYNPACTPYKTYPHI
GasabHOI MeMOpaHbl. [JIMKOPOTEHbI (JIAMUHUH,
HSHTAKTUH) W TPOTEOTINKAHBI (TemapaHcyabdar,
MepJIeKaH) COCIMHAIOTCS € KOJIAT€HOBBIMU CyTIpa-
CTPYKTypaMu. ITa OHOXUMHUYECKAs WH(POPMALKsI
KpaiiHe Ba)KHA [JIsI TIOHUMAHUS TJIOMEPYJISIPHBIX
6osesneil. Hanpumep, anturenst gomera NC1 aB-
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TABJINLIA 20.3 [nomepynsipHbie CUHAPOMbI

CuHgpom

MposBnexus

Hedhputnyeckmnin cuHapom
BbicTponporpeccupytowmin rnomepynoHedput
HedpoTunyecknii cuHapom

XpOHN4ecKas noYeyHas HeloCTaTO4YHOCTb

/130n1poBaHHble HApYLLIEHWS MOYEBbIBOASLLEN CUCTEMbI

lemarypus, a30Temusi, yMepeHHas NpoTeuHypus, ONUrypus, OTEKW, MUNePTEH3NS
OcTpbIii He(OPUT, NPOTENHYPUSA, OCTPast NOYEYHas HeLOCTAaTOYHOCTb
[TpoTenHypus > 3,5 Mr/cyT, runoanbbyMuHeMus, runepaunuaemMius, nunuaypus
A3oTemus — ypemus, NporpeccupytoLLas Mecsubl 1 rogpl

Kny60o4koBas rematypus u/unu cy6HepoTM4eckas npoTenuHypus

JISTIOTCSI MUIIEHBIO JIJIsT AHTUTEJ MPU TJIOMEPYJIO-
HedpuTe, MHAYIMPOBAHHOM aHTuUTesamMu k BMK,
reHeTUYecKre HapylieHus O-Tiereii 06ycrIoBIBa-
10T HEKOTOPBIE (DOPMBI HACTIE/ICTBEHHBIX HE(PUTOB,
a cojiepskanue nporeoriimkanoB B BMK Biusier Ha
ee IIPOHUIIAEMOCTB;

O gucUepanvivle INUMENUATLHBLE KIeMKL, HA3bIBAEMbIE
MTO/IOIUTAMU, — KJIETKH CO CJI0KHON MOopoJioTHei,
KOTOpPBIe MMEIOT JITMHHBIE TIeperlIeTaloNecs Ipo-
TOTITA3MaTU4YECKE OTPOCTKH, CIETIJICHHbIE ¢ Ha-
PY/KHBIM cjioeM bazanbHol MeMGpanbl. OT oTpocT-
KOB OTXOJIAT Majvle ompocmky (NeUKYJIIb), MEKILY
KOTOPBIME PACIIOJIOKEHBI (UILMPAUUOHHLE UeTU
mupuHoi 20—30 HM, coeZTMHEHHbIE TOHKOMU wje/1e601l
duagppazmoii (cm. puc. 20.2);

O COCYAMCTOE CILIETeHHE KIyOOUKa MOAAEPKIBACT-
CS MEe3aH2UANOHOIMU  KIeMKAMY, PACIOIOXKEHHDI-
MU MEXKIY KalWIsIpaMd B CETH, KOTOPYIO (op-
MUpYyeT Mezanzuanrvhviil mampurc (cm. puc. 20.1).
MesaHruaspHble KIE€TKU BBITIOTHIIOT COKPATUTEb-
HyI0 U (haronuTapHyo HyHKIHMIO, CIOCOOHBI K TTPO-
Jmheparyu, BOCCTAHABIMBAIOT KOJJIATEH U MATPHUKC,
CEKPETUPYIOT HEKOTOpPbie OGUOAKTHUBHbBIE MEIHATO-
pol. ITo cBouM cBOIiCcTBaM Me3aHTUATbHBIE KIETKU
HanGosee OJU3KU K TJIAJKOMBIIIEYHBIM KJIETKAM
COCY/IOB U TIEPUIIUTAM U UTPAIOT BasKHYIO POJIb TIPU
MHOTHX (hOpPMaX IIIOMePYIOHePUTOB.

OCHOBHOIT XapaKTepuCTUKOW HOPMaIbHON Kiay6ou-
KOBOW (PUJIBTPAIIUM SIBJISIETCSI BBICOKAS TTPOHUIIAEMOCTh
JUIST BOJIBI U MAJbIX MOJIEKYJ, T.K. (peHecTpPUpPOBAHHBIN
DHJIOTEJII He TPOIYCKAeT KPYIHbIe OeJKH, HAlpuMep
MOJIEKYJIbl aybOymMuHa (pasmep = 3,6 HM, MOJIEKYJISIP-
Has Macca 70 x/la) uiau Gojiee KpylHbie. ITO CBOWCTBO
2LOMEPYNAPHOZO PUILMPALUONN020 OAPLEPA TIO3BOJISET
pasaenaTh MOJEKYJIbl OEJIKOB B 3aBUCHMOCTH OT UX pas-
Mepa (ueM KpyIlHee, TeM HUXe MPOHWIIAEMOCTb) U 3a-
psana (4eM OoJIblie MOJOKUTENBHbIN 3apsil, TeM BbIIIE
IpOHUIaeMocTh). (DYHKIIMOHUPOBAHUE TaKOTO Oapbepa
00YCJIOBJIEHO CJIOKHBIM CTPOEHUEM CTEHOK KaIlMJLISIPA,
KOJIJIATEHOBBIMU TIOPAMU U 3aPSKEHHBIMEU DJIEMEHTaMU
BMK, a Takyke aHMOHHBIMU YaCTUIIAMH, COJIEPIKATIUMMU-
csd B CTEHKe, B T.4. KUCJAbIMU TIpoTeoriukanamu bMK n
CUAJIOTJIMKOIPOTENHAMKI MeMOPaHbl SIUTEJIUANbHBIX U
SH/IOTEJINATBHBIX KJIETOK (TaKkKe Ha3bIBAEMBIMU 2IUKO-
Kaauxcom). HyBCTBUTEIbHBIN K 3JECKTPUIECKOMY 3PSy
[JIOMEPYJIAPHBIN (DUIBTPAlMOHHbI Gapbep obecreunBa-

eT MOYTH MOJHYIO abcopOInio anbOyMIHA U3 TIEPBUYHOI
MOYH, T.K. aTbOyMut iput pH 4,5 sIBAsI€TCS OTPUTIATETHHO
3apsKeHHOI MOJIEKYJION.

Baskras cocTaBgonas TI0MepyIspHOTO (GUIIBTPAIi-
onHoro 6apbepa — mopormThl. Co3maBaeMast UMM IeJeBast
madparMa nos3BoJisieT GUIBTPOBATh OEIKU B 3aBUCUMO-
CTH OT uX pazmepa. Kpome Toro, moonuTsl CHHTE3UPYIOT
kommoHeHTsl BMK. M36uparesibHOCTh TJIOMEPYJISIPHOTO
bUALTPATIMOHHOTO Gapbhepa KOHTPOJIUPYIOT Oeaku ujene-
6ot duagpazmor. Ha puc. 20.3 mpeacrasjiedbl Tpu Hau-
6osiee BakKHBIX Oesika IieneBoil auadparmbl. Hegppun —
TpaHCMeMOPaHHBI 0el0K ¢ KPYIHBIM BHEKJIETOYHBIM
Ig-mogo6HbIM OMeHOM. MoJieKyJibl HepuHa Paciioio-
SKEHBI MEKy MAJBIX OTPOCTKOB COCEIHMX TIOOIUTOB U
JIMMEPU30BaHbl TOTepeK TIeseBoi auadparMbl (Takoe
pacrosio’keHre MOJIeKyJT He)prHA HATOMUHAET 3aCTEXKY
<«MOJIHMS» ). B TMTONIa3Me MasIbIX OTPOCTKOB IOJOIIN-
TOB MOJIEKYJIbI HehpUHA B3AUMOJIEUCTBYIOT € NOOOUUHOM
u CD2-accoyuuposannvim 6eaxom (CD2AP) u B KoHeu-
HOM cueTe C aKTHHOBBIMU (DUJIAMEHTAMM IIUTOCKEJeTa.
KosinuecTBO BBISBJISIEMbBIX OEJIKOB IIET€BON AuaparMbl
CTPEMUTEIBHO PACTET, PACIIUPSIIOTCS 3HAHUST 00 MX pac-
MOJIOXKEHUU U B3AaUMO/IeNcTBUAX [6, 7].

Baxknoe 3HaueHue aTux OEJIKOB B PEryJAINMU TPOHU-
[[AEMOCTH TJIOMEPYJISAPHOTO (PUIBTPAIMOHHOTO HGapbepa
MOATBEPKAAETCS TeM (PaKTOM, YTO MYTallUU TEHOB, KO-
JPYIONTUX 3T OEJIKU, TIPUBOAST K PasBUTUIO HEPPOTHU-
yeckoro cunjapoma (cm. pajee). ITU 3HAHUS 3aCTABUJIN
ucceoBareseil mepeoleHuTh 3HAYeHWe TeJIeBON ua-
(parMbl B GyHKITMOHUPOBAHUY TJIOMEPYJISIPHOTO (DUIb-
TPAIMOHHOTO Gapbepa U ee BKJAJa B MOTEPIo 6EJIKOB TIpH
HEKOTOPBIX MATOJOTMYECKUX COCTOSTHUSX [8].

TMCTOJIOTMYECKUE HAPYLUEHUA

Pasjimunbie BUABI TIOMEPYJIOHEDPUTOB XapaKTepPU3yIOT-
Cda O[[HOI?I NJIN HECKOJIbKUMU 6330BbIMI/I TKaHEBbIMU peEaK-
[USIMH.

TunepkiaeTouHoCTb. [[J1s1 HEKOTOPBIX 80CNAIUMEIDHBIX
3a001e6anUll XaPAKTEPHO YBEJIMICHUE KOJIMYECTBA KIETOK
B KiyOouKe. TUIIEPKIETOUHOCTD MOKET OBITH 00YCIOBIIE-
Ha OTHUM NJIN HECKOJIbKNMU MeXaHU3MaMU.

O KIemoyHoU nporudepauueli Me3aHTUATHHBIX WU
AHIOTENTUAIBHBIX KIIETOK;

O setikouyumapnou unguivmpayueti (HeiTpoduaamMu,
MOHOITUTAMU, PeKe JTUMMOIIUTAMM );
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Mpoceet
Kanunnspa

Kny6o4ek

et ',,:‘\ Mo4eBoe NpoCTPaHCTBO
Kanunnapos > MesaHrwii
P .'A?(’O\ I
WY e MesaHruanbHas Knetka

IpuTpOLIUT MapueTansHsiii

TPOKCUMAITbHbIIA CII0/ 3nuTenns

KaHaney

Mo4eBoe NpOCTPAHCTBO
[pocBeT kanunnspa

MapueTanbHblit coi anuTenus

BucuepanbHblii cnoit anuTenns

OTpoCTK  Basanbhas SHpoTenY
nozouuTos Mem6paHa 0100
UTpOLMT

purpoL OTpocTKM

b nofoLWToB

PUC. 201 (A) AnekTpoHHas mukpodhoTorpadus knybodyka npu manom ysenuyeHun. (b) CxemaTuyeckoe npeacTaBneHue cpesa knyboyka [npefocTaBieHO
Dr. Vicki Kelley, Brigham and Women’s Hospital, Boston, MA — A].



PUC. 20.2 CtpykTypa hnnbTpaLMOHHOA MEMOPaHbI CTEHKN Kanunnspa Kny-
604Ka (CHM3Y BBEPX): (DEHECTPUPOBAHHbIN SHAOTENNIA, 6a3anbHan MembpaHa
1 0TPOCTKM nogounToB. Mexay OTpOCTKaMu pacnonoXeHbl (UAbTPaLNOH-
Hble Wenu (cTpesku) u WwWenesas anadparma. bazansHas membpaHa kny6ovka
COCTOWT W3 LLEHTPANIbHOI NOTHOM NNACTUHKM, PACNONOXEHHON MEXAY BHY-
TPEHHEN PbIXN0i NNACTUHKON U HAPYXHOW PbIXNION NNACTUHKON [MpesocTas-
neHo Dr. Helmut Rennke, Brigham and Women’s Hospital, Boston, MA].

/ Manele 0TpocTKM ﬂOﬂ,OLLVITOB\

AKTIHOBbIE
(DUnameHTb!

DUALTPAUMOHHAS LLeNb

MogoumH

basanbHas membpana

COC_a» > T O TCOC

(DeHecTPUPOBaHHbI 3HAOTENMIA

-

PUC. 20.3 YnpoueHHas cxema Hanbonee n3y4yeHHbIX 6eKOB LLeNeBoi gua-
parmbl. CD2AP — CD2-accoumnpoBaHHblii 6€0K.

O  opmuposanuem nonyaynuil. Cromienue nposude-
PUPYIOIIUX MAPUETANBbHBIX IMUTETUATHHBIX KIETOK
U JIEWKOIUTOB TIPUBOUT K (DOPMUPOBAHUIO TIOJIY-
JIYHU, UTO XapaKTEPHO JIJIsI COYETAHUS UMMYHHO-
rO W BOCHAJMTENBHOTO TOBPEXAEHNH (cM. nasee).
Baxnyto posb B GOpMUPOBAHUY TTOTYJIYHUN UTPAeT
(hubpuH, KOTOPBII POHUKAET B MOYEBOE TIPOCTPAH-
CTBO 4epe3 HOBPEKACHHYIO (Ga3ajbHyI0 MeMOpaHy.
[Tpyn UMMYHOTHCTOXUMUYECKOM UCCTETOBAHUN ITO
HOATBEPKIAeTCs BbisBAeHneM (GUOPUHA B KaIluil-
JIIPax U MOYEBOM IIPOCTPAHCTBE KJIyOOYKOB C I10-
JyJIyHUSIME. B 9KcTiepuMenTe pu MO/IETUPOBAHNN
BIITH ¢ nomoribio antutes K komrmonentaMm bMK
Ha MbIIIAX YUCTON JMHUU ¢ AeduiuuToM GubpuHa
orMeueHa 6oJiee HI3Kast 4acToTa (GOPMUPOBAHMS 110-
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JIJIYHUH, B TO BpeMs KaK y MBITIIEeH ¢ HeJOCTaTOUHO-
¢ThI0 hakTOpoB hubprHOIM3a (HAIPUMED, AaKTHBA-
TOPOB IIJIA3MUHOTEHA) TJIOMePyI0HedPUT COITPOBO-
sKkAaJICcs (popMUpPOBaHUEM [TOJIYJIYHUI 3HAYNTETBHO
qamie [9]. ApyraMu MoseKyJIaMu, yIacTBYIOUIMHE
B (hOPMUPOBAHUM TIOJYJIYHUI U TPOHUKHOBEHUU B
HUX JIEUKOIIUTOB, ABJIAIoTCS uTOKuHbI 1 [L-1, TNF
u [FN-y.

Yromuenue 6a3aibHO MeMOpaHbl. YToJeHe 6asaib-
HOU MeMOpaHbl — 3TO YTOJIIEHUE CTEHOK KaIUJLISPOB,
KOTOpoOe Jiydllie Bcero BbigBgeTcd pu PAS-peaxnnm.
ITpu 2J1eKTPOHHON MUKPOCKOITNHU BBISIBJISIOT JIBE TIPUYM-
HBI yTOJIIEeHNsT Ga3aJIbHON MeMOPaHBI:

O orJoxkeHre aMOPGHOTO JIEKTPOHHO-TIIIOTHOTO Ma-
Tepuasa, Jaile BCEro MMMYHHBIX KOMILJIEKCOB, Ha
AH/IOTEJINATIbHON UJTN DTN TEINATBHON TOBEPXHOCTH
GasanbHOIT MeMOpanbl win B tojmue BMK. Taxxke
B BMK moryTt orkiaaasiBaTbest huOpPHH, aMUITOW/I,
KPHOTJIOOYJIMHBI U aHOMaJIbHble (hUOPHUILISIPHBIE
OesKy;

O [OBLIIIEHHBI CUHTe3 OeJIKOBBLIX KOMIIOHEHTOB 0Oa-
3aJIbHOM MeMOpaHbl, YTO IPOMCXOANT, HAIIPUMEp,
IpY IabeTHYECKOM IJIOMEPYJIOCKIIEPO3eE.

Tuanuno3 u ckaepoa. [uanuno3 IpUMeHUTETHHO K KITy-
GOoYKaM — 9TO HAKOILIEHME TOMOTEHHOIO 303UHOMUIBHO-
rO MaTepuasa, BbISIBJISIEMOE TIPU CBETOBON MUKPOCKOIIHH.
C MOMOIIIBIO HJIEKTPOHHON MUKPOCKOITUU BBISIBJISIIOT I'Ha-
JINH — BHEKJIETOYHOE aMOP(HOE BEIIECTBO, COCTOSIIIEE U3
GEJIKOB TIJIa3Mbl, TPOHUKIINX M3 KPOBOTOKA B KJIYOOUKH.
ITpu BBIPasKEHHOM TIPOIECCE THAIUH OOJUTEPUPYET TIPO-
CBET KalWLISAPOB KayOouka. OOBIMHO THANIMHO3 — CJIel-
CTBUE TIOBPEKIECHUI 9HIOTETNS NN CTEHOK KaIllUJITISIPOB
B MCXO/Ie MHOTHX MOBpeskAeHni kiaybouka. Kak npasuiio,
THAIMHO3 HAOMIOMAETCS TIPU (DOKAILHOM Ce2MEHIAPHOM
enomepynocknepoze (OCIC).

st cxnepoza xapakTepHO HAKOIJIEHHE KOJIJIATEHO-
Boro BKM B Mesanruu (Hanpumep, Ipu JuadeTHIecKoM
[JIOMEPYJIOCKJIEPO3€) U/WUJIN BOKPYT METENb KAUJLISIPOB.
Cki1epo3 MOKeT IIPUBECTH K OOJUTepalii IIpocBeTa He-
KOTOPBIX WJIH BCEX KAIUJUISIPOB TIOBPEKIAEHHOTO KIy6oU-
Ka, 4TO, B CBOIO OU€PE/Ib, MOKET BbI3BATH CaUsTHIE (HUOPO-
3UPOBAHHBIX CTPYKTYP KaybouKa MeKay coOOi U ¢ mpu-
JIETAIOIINM TTApUEeTATHHBIM JINCTKOM KarcyJsbl boymena.

[TockosbKy MHOTHE TIEpBUYHBIE TJIOMEPYJIOTIATUN SIB-
JISTIOTCST MINOTIATUYECKUMU, UX 9aCTO KJIACCUPUIUPYIOT,
HCXOsE M3 TUCTONOrMYecKoi KapTutbl (cm. Tabu. 20.2).
Tucrosiornueckiie U3MEHEHMsST MOTYT ObITh Jugdysuvimi,
BOBJIEKAIOIIUMHE BCE KITYOOUKH, 04a206bIMIL, BOBJIEKAIOTITH-
MU HEKOTOPBIE KIyOOUKH, CezMeHmaphbiMi, 3aTparuBa-
IOIMMU 4acTh KJAYyOOUKa, W TMOMANbHGIMU, TIPUCYTCTBY-
IONMMU BO BceM KiayOouke. VI3MeHeHUsT MOIYT JIOKaJIK-
30BaThCs B 30HE Nemelb Kanuiiapos WIn Me3aneu. ITu
TEPMUHBI UHOT/IA UCIOJIB3YIOT B TUCTOJOTUIECKUX KJIAC-
cudukanusx.

NATOrEHE3 INTOMEPY/IAPHbIX
NMOBPEXXAEHUU

EH_[e MHOTO€ HEM3BECTHO O IPpUYMHAX W TPpUITEpaX IJO-
MepyJIOHaTI/Iﬁ, HO O4YE€BHIHO, 9TO GOBITNHCTBO nepBuy-
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TABJINLIA 20.4 VMmyHHbIE MEXaHU3MbI FIOMepynonaTui

AnTUTENO-0NOCPE/i0BAHHBIE NOBPEXAEHUA
Hakonnexue UMMyHHbIX KOMNNEKCOB /N Situ
Co6CTBEHHbIE aHTUTEHbI
NomeH NC1 konnareHa tuna IV (rnomepynoHedpuT, UHAYLMPOBAHHbIRA
aHtutenamn K BMK)
AHTUreH XelimaHHa (MeM6paHo3Has HedhponaTns)
AHTUrEeHbI Me3aHrns
Apyrue
«0caxeHHbIe» aHTUreHbl
OK30reHHble (MH(EKLMOHHbIE areHTbl, IeKapCTBEHHbIE Npenaparbl)
9HporeHHble (AHK, anepHbie 6enku, UMMYHOTNOBYNNHBI, IMMYHHbIE
Komnnekcel, IgA)
HakonneHue LypKynupyroLLmnX UMMYHHBIX KOMMIIEKCOB
OHA0reHHbIe aHTUreHbl (Hanpumep, OHK, onyxoneBble aHTUreHbI)
OK30TeHHbIE aHTUTeHbI (HaNpUMep, MHEKLMOHHbIE)

AHTUTENA K QHTUTEHAM KNETOK Kny60uka
KneTo4Hblit UMMyHUTET

AnbTepHaTUBHbIIA NYTb aKTUBALIMU CUCTEMbI KOMMNIEMEHTA

g — ummyHorno6ynuH; BMK — 6asanbHas membpaHa kny6oy4ka; JHK — ne3okcmpn6oHy-
KNenHoBas Kucnota.

HBIX U MHOTME BTOPUYHBIE TJIOMEPYJIONATUN 00YCIOB-
JIeHbI UMMYHHBIME Mexanusmamu (tabu. 20.4) [10, 11].
[nomepysionedpur B aKCrepUMEHTE JIErKO MHIYIIUPYeT-
CsI peakIuell KOMIIJIeKca aHTUTeH—aHTuTesn0. Kpome to-
o, MpH TJIOMepYJIoHe(hpHUTaX B OOJBIINHCTBE CIyYacB B
KJIYOOUKaX BBISIBJISIOT JEMO3UTHI Ig, 4acTO B COUETAaHUU
C KOMIIOHEHTaMU CHCTEMbI KOMILJIeMeHTa. B pasButun
rJioMepyJioHepUTa ONPeIeJIEeHHYIO POJIb MOTYT UTPaTh
KJIETOYHO-OII0CPEIOBAHHbIE UMMYHHbIE PEAKIIUKU B COBO-
KYITHOCTU C MEXaHU3MaMU, OTIOCPE0BAHHBIMI BJIUSTHAEM
AHTUTEJL.

Boigesisiior iBe  (hopMbl  aHTUTEIO-OTIOCPEOBAHHBIX
noBpexaeHnii kiaybouka: (1) mMOBpeskaeHrst B pesyJibra-
Te OTJIO)KEHUN MMMYHHBIX KOMILIEKCOB in Situ; (2) 1mo-
BpesKieHust, 06YCIOBJIEHHBIE OTJIOKEHUEM B KIYOOUKe
IUPKYJIUPYIONNX MMMYHHBIX KOMIITIEKCOB. Kpome Toro, B
9KCIIEPUMEHTE TIOKA3aHO, YTO KJIECTOUHbBIE 2JIEMEHTBI KJTY-
6OUYKa MOTYT MOBPEKIATHCS [ATOTOKCUYECKUMU aHTHUTE-
Jgamu. OnrcanHble MEXaHU3MBbI TATOTeHe3a TOBPEKICHUS
MOYEYHBIX KJIYOOUKOB HE MCKIIOYAIOT APYT APYra, T.e. y
4eJI0BEKA BO3MOKEH KOMOMHUPOBAHHBIN THUIT MOBPEK-
JNIEHUT.

FnomepynoHedpHuT, 06YC/IOBJIGHHDbIN
OT/I0)KeHUEeM UMMYHHbIX KOMIMJIEKCOB

in situ

[Ipu sToit hopme MOBpEKIAEHUIT UMMYHHBIE KOMIITIEKCHI
HAMPSIMYIO PEAruPyOT ¢ COOCTBEHHBIMU (PUKCUPOBAHHDI-
MH (HEPACTBOPUMBIME ) AHTUTE€HAMY KIYyOOUKa UJIM aHTH-
reHaMU, «OCAKAAIOIMMUCI»> B KIyOOuKax M3 KPOBOTOKA.
JIy4mmMu 9KCIIepUMEHTAIbHBIMU MOZEIAMU 3a001eBa-
HI/II?I, BbI3BAHHBIX daHTUTJIOMEPYJIAADHBIMU aHTUTE/IaMU, AB-
JISTIOTCST MeMOPAnO3HaAs Hedponamus M 21oMepyioHed-
pum, undyuyuposannoiii anmumenramu ¥ BMK (antu-BMK

Hedpur).

Y denoBeka rioMepyoHedpUT, MHIYITNPOBAHHDBIN aH-
turesamu K BMK, 1 MeMOpano3Hy0 He(pOIATHIO OTHO-
CAT K ayTOMMMYHHBIM 3a00JI€BaHUSIM, O0YCIOBIEHHBIM
BBIPAOOTKON aHTUTE K KOMIOHEHTaM COOCTBEHHBIX TKa-
Hell opraansma. /{0 CUX 1op HEesICHO, YTO SBISETCS Iy CKO-
BBIM (haKTOPOM, MTOCKOJIbKY YCTAHOBJIEHBI HECKOJBKO Me-
XaHW3MOB ayTOMMMYHU3aIuu (cu. raasy 6). Hexoropoie
(bopMBI  AyTOMMMYHHBIX TJIOMEPYJOHE(PPUTOB BOCIIPO-
U3BOJISATCS B HKCIIEPUMEHTE MPU BBECHUW XUMUYECKUX
BelecTB (HATpUMeEp, XJI0PHUIa PTYTH ), MHPEKITHOHHbBIX
areHTOB (9HIOTOKCHHOB) M MOJECJUPOBAHUM OOJIE3HU
«TPaHCIJIAHTAT TIPOTUB X03dMHa» (cm. TiaBy 6). B atux
CUTYaIUSX HapymaeTcst (hyHKIMS UMMYHHON CUCTEMBI B
pe3yJibTaTe akTHBAIMK B-KJIeTOK U BBHIPaGOTKU aHTHUTE,
pearupyonux ¢ aHTUreHaM1 II0YKH.

AHmMuUumMenna K CO6cmGBeHHbIM dHMUZeHAM KJ1y604YKa

MemoGpano3uas Hedponarusi. [Tocjie UMMyHU3AIIUT
KPBIC aHTUTEHOM, COJIEPKAIUMCS B Mpenaparax meTod-
HOUW KaeMKW AMUTENUS TTPOKCUMATHHBIX KaHAJIbIIEB He-
(hpoHa, y 9THX KUBOTHBIX pasBUBaeTCs 3aboJieBaHUe, Ha-
3p1BaeMoe Hepumom Xetimanna (puc. 20.4B), HamomuHa-
foliee MeMOPaHO3HYI0 HePOTIaTHIO Y ueoBeka (CM. Puc.
20.12). MembpaHosHas HedpONaTUs XapaKTepU3yeTCst
HAJTMYMEM MHOKECTBEHHBIX 9JIEKTPOHHO-TLIOTHBIX JIETO-
3UTOB, COCTOSIIUX I[IPEUMYIIECTBEHHO U3 KOMIIOHEHTOB
UMMYHHBIX KOMIJIEKCOB U PACTIOJNOKEHHBIX CYOIMTITEI -
aJIbHO BJOJIb OGaszaibHOI MeMOpaHbl. [Tpu uMMyHodIyO-
PECIIeHTHOM MCCJICI0BAHNN JICTIO3UTDI UMEIOT TPaHyJIsip-
HOe CTpOeHue, a He JIMHEeHHoe.

B macrostiiiee BpeMst U3BeCTHO, 4TO 3aboseBanne o6y-
cJIoBJIeHO (hOPMUPOBAHMEM aHTUTEJ K aHTUTCHHBIM Jle-
TePMUHAHTAM, PACIIOTIOKEHHBIM Ha 6a3aIbHOI TTOBEPXHO-
CTH BUCIHEPAJIBHBIX SIUTEINATBHBIX KJIETOK, U IePEKPeCT-
HOI peakiiueii ¢ aHTUTeHaMU TIEeTOYHON KaeMKH 3TTUTEJ NS
MTPOKCUMAJIbHBIX KaHAJIBIIEB (3TN AaHTUTEHBI UCTIOTH30BAJ
XeliMaHH B CBOUX 9KCIIEPUMEHTAX ).

Kpbicunblii anturen XefiManna — GeJIOK Mezaium ¢
MoJiekysipHoit Maccoit 330 k/la — romosiornden perer-
TOPY JIUIOIPOTENHOB HU3KOU IIIOTHOCTU (CM. TJIaBy ).
CoOTBeTCTBYIONMIT aHTUTEH, O00YCJOBJIMBAIONIIIT pas-
BUTHE MeMOPAHO3HOI HehpOMaTHH y YeoBeKa, elle He
unentuduimposan [12]. CBg3biBaHNe aHTUTEN C AUTeE-
JIHEM TJIOMEPYJISIPHOI MeMOpaHbI BBI3BIBAET aKTHBAI[IIO
CUCTEMBI KOMIIJIEMEHTA ¥ HAKOTIJIEHNE Ha KJIETOYHON 110-
BEPXHOCTHU arperaToB, N3 KOTOPBIX B AAJIbHEHTIIEM (hopMu-
PYIOTCST XapaKTepHbIe CyO3IITeTnaTbHBIE IETTO3UThI (CM.
puc. 20.4B).

I'nomepysioneput, MHIYIUPOBAaHHBIH aHTHTEJAMH K
OasanbHON MeMOpaHe KiayOouka. IIpu atoii dopme 1mmo-
BPEXKICHUI KIyOOUKOB aHTUTEIa 06Pa3yIOTCS K aHTUTEH-
HBIM JleTePMUHAHTaM HOPMaJIbHBIX KoMIoHeHToB bMK.
IKCIIEPUMEHTATBHON MOJIEJIBIO B 9TOM CJIyJae sSIBISETCS
negpum Masyeu (negppomoxcuueckuii negpum), BOCIIpon3-
BOJIMMBIH Ha KpbIcaX IIyTeM BBEJCHUS B II0OYEUHYIO TKAHb
KPOJIMYbUX aHTUTes. BBe/ennble anTuTesa CBsA3bIBaIOTCS
o Bceit qimue BMK, dopmupys nuddysubie Hepepbis-
Hble JTUHelHbIe leno3uThl antutes (cm. puc. 20.46, /1), B
OTJINYME OT I'PAHYJIAPHBIX /ICTIO3UTOB, BBISBJISEMbIX IIPU
nedpure XeiiManna niau npu (OPMUPOBAHUY JIETIO3UTOB
13 UPKYJIUPYIONINX UMMYHHBIX KOMILIEKCOB.
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LUUPKYJIUPYHOLUUE NMMYHHbIE KOMNJIEKCbI

—— WMMYHHbIE KOMMJEKCbI IN SITU —

[leno3uTbl UMMYHHbIX KOMNJIEKCOB [nomepynoHedput, UHAYLUPOBAHHBINA Hedhput Xeiimanna
aHTUTENamu K 6azanbHoi Membpane Knyb6o4ka

§ dnuTenuansHad knetka , OTPOCTKI NOAOLMTOB
Cy63nuTennansHblil %

1enoauT (peako)

basanbHas
MemOpaHa kny6o4ka

HpoTENMA —
LInpkynupytoLmin —
IMMYHHbIA KOMNIIEKC

Cy63HoTeNManbHbIi —|
fenoaut

Artured @
Avtureno Y

PUC. 20.4 MoBpexaeHus kny604ka aHTUTENaMI MOTYT GbITb CIEACTBUEM OTIOXKEHUS LUPKYIUPYIOLWMX UMMYHHbBIX KOMMAEKCOB (A) TM60 MMMYHHbIX KOMMEK-
c0B, (DOPMUPYIOLLINXCS in Situ, HanpUMep K KOMNOHeHTaM 6a3anbHoi MembpaHbl kKny6oyka (b) unu npu Hedpute XeiimanHa (B). () MpaHynsapHble AEN03UTbI UM-
MYHHbIX KOMMIEKCOB NpK HethpuTe, 06YCIIOBIEHHOM LIMPKYNUPYIOWUMI UMMYHHBIMU KOMAAEKCAMU U UMMYHHBIMI KOMMAEKCamu in Situ (MMMYHOAYOPECLEHT-
Hoe uccneposatue). (A) Anddy3sHble HeNPEpPbIBHbIE NUHENHbIE AEN03UTbI UMMYHHbBIX KOMMIEKCOB, XapaKTepHble AN FNOMepynoHedpuTa, NHAYLMPOBAHHOMO
aHTUTeNnamu K 6a3anbHoil MeMopaHe Ky60o4ka (UMMYHOQYOPeCLEeHTHOE UCCNeJ0BaHNE).

B wedpure Masyru BBomuMble Kpbice aHTHUTENA K
BMK — aro Ig xposmka, uy:KepoaHbIN /JisI OpraHn3Ma
KPBICHI, YTO TPUBOJIUT K BBIPAOOTKE Y KPBICHI COOTBETCTBY-
IOMKX anTuTe. KppicuHble aHTUTEMa B3aMMOJIEHCTBYIOT
¢ neno3utamu Ig kposinka, pacronoxennbivu Ha bMK,

noBpex/aasi kaybouek. Yacto aHtuTesa K KOMIOHEHTAM
BMK nepekpecTHO pearvpyioT ¢ APYruMu GasaibHBIME
MeMOpaHaMu, OCOGEHHO aJbBEOJI JIETKOTO, OHOBPEMEH-
HO TIopaskast ouku u jierkue (cundpom Iyonacuepa). lpu
rjioMepyJoHedpuTe, UHAYIUPOBAHHOM aHTHUTEJAMU K
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BMK, u cunnpome Iyanacuepa anrturena hopMUPYIOTCS K
nomeny NC1 oz-1ienu xoJirarena tuia IV, Heo6xoqumomy
IUTst nojiepskanust cynpactpykrypbsl BMK [5]. Hacrora
riioMepyJione@puTa, MHAYIMPOBAHHOIO aHTUTEJaMU K
BMK, cocraBmisier MeHee 5% BCeX CIy4YaeB TIOMeEPYJIO-
HedpuTos. BosbinHeTBo HaGMIOAEHMI TIOMEDYIoHED-
puta, uHaAyIupoBannoro antutenamu k BMK, corposo-
JKJIAETCST BBIPAKEHHBIM TIOBPEKIEHIEM KIyOOUKOB ¢ (hop-
MupoBanueM nosyayanit u BITTH.

AHmMuUmena K «oCa>K0eHHvIM» AHMUzeHam

AHTHTENIA MOTYT PearnpoBaTh ¢ AaHTUTEHAMHU, B HOpME He
MPUCYTCTBYIONUMHE B KITyGOUKE, HO 3a/IEPKUBACMBIMU VM.
ITa Teopust MOTyYaeT Bee HOIIbIINE TTOATBEPIKACHUN B DKC-
nepumMenTe. Taknue aHTUT€Hbl MOI'YT HAXO/[UTLCS B [IOYKe
U B3aUMOJIEHCTBOBATH CO CTPYKTYPaMU KJIyOOUKA.

OCHOBHBIMU «OCaK/IEHHBIMU» AaHTUTEHAMU SBJISAIOTCS:
(1) mosioKUTENHHO 3apsi’KEHHbIE MOJIEKYJIbI, CBI3bIBAIO-
IIMECs ¢ aHMOHHBIMK KOMITOHeHTaMu KayOouka; (2) JITHK,
HYKJICOCOMBI ¥ JIPYTHE SIAEPHBIC GEIKH, KOTOPbIE UMEIOT
apdunurer Kk komnorneHTaM BMK; (3) GakrepuasibHbie
areHThl; (4) KpPYyMHBIE KOMILIEKCHI OEIKOB (HArmpumep,
arperathbl Ig), KOTOpbIe 13-3a CBOETO pa3Mepa OTKJIAIbI-
BalOTCs B Me3anruu; (5) caMu MMMYHHbIE KOMILTEKCHI C
JIOMEHAMH JIJISA CBA3BIBAHUS CO CBOOOJHBIMU aHTUTEIIAMH,
AHTUTCHAMU WJIM KOMIIOHEHTaMU CUCTEMBI KOMILJIEMEHTA.

Kpowme Toro, cyniecTByeT MHOKECTBO JIPYIUX «OCAK/IEH-
HBIX» AHTUTECHOB, B T.4. IPOJIYKTOB BUPYCHOTO, GaKTEPH-
AJTbHOTO, MAPa3UTAPHOTO TTPOUCXOKICHUS U JIEKAPCTBEH-
HBIX BEIIECTB. AHTHUTENA, CBSI3BIBAIOIINECS C OOJIBIITNH-
CTBOM M3 3TUX «OCAKIACHHBIX» AHTUTCHOB, MHIYITUPYIOT
JIMCKPETHBII XapakTep Aen03uToB Ig, onpesesngeMbIx Ipu
NMMYHO(DIIyOpPeCcleHTHOM HUCCIe/JOBAHUM KaK PaHyJIsap-
HBIE U WICHTUYHBIC TAKOBBIM TIPH HepuTe, 00YCIOBICH-
HOM IIUPKYJIUPYIONUMU UMMYHHBIMU KOMILIIEKCAMU.

FnomepynoHedpuT, 06yC/IOBIGHHDbIN
LUPKY/TUPYIOLWUMU UMMYHHbIMMU
KoMnJieKcamMmu

[lng aToit Tpynms TioMepy10He(PUTOB XapaKTepHO TI0-
BpeskieHne KayOouKa ¢ OTITOKEHNEM B HEM UPKYINpPY-
IOIMUX UMMYHHBIX KoMmiekcoB (cm. puc. 20.4A). Ilpu
9TOM AHTHUTE]IA He UMEIOT CIeludUIecKiX AeTePMUHAHT
K KOMIIOHEHTaM KJIy60UKa, a HAKATIMBAIOTCS B HEM M3-3a
CBOUX (PUBUKO-XUMHUYECKUX CBOWCTB M TeMOAUHAMMYE-
CKUX (haKTOPOB, CHETMMUIHBIX [JIsT KITyOOUKa.

IMatorenes 3aboseBannil, 06YCIOBIECHHBIX UMMYHHDI-
MU KOMILTTEKCAMH, PACCMOTpPeH B T1ase 6. B aTom paszerne
MBI KPATKO PACCMOTPUM OCOOEHHOCTH TTIOBPEKACHUN KITy-
GOYKOB.

AHTHUTEHBI, KOTOPBIE 3aITyCKAIOT (GOPMUPOBAHUE IIUP-
KYJUPYIOIINX UMMYHHBIX KOMILJIEKCOB, MOTYT ObITh 9H-
JIOTEHHBIMU (HATIPUMeEP, TIPU BOTYAHOTHOM TJIIOMEPYJIO-
HedpuTe) MM 9K30TeHHbIMU (TIPU TJIOMepyJioHedpure,
pasBUBAIOIIEMCS TIOCTIE HEKOTOPBIX nHGeKIunii). K takum
AHTUTEHAM OTHOCSIT KOMIOHEHTbI GakTepuii (Kak IpaBu-
JIO, CTPENTOKOKKOB), auturensl T. pallidum, P. falciparum,
MMOBEPXHOCTHBIE AaHTUTEHBI BUPYyCa rermatuta B, aHTUTeHbI
Brpyca remartuta C 1 HEKOTOPBIX IPYTHX BUPYcoB. Kpome
TOTO, Pa3BUTHE TIOMEPYIoHedPUTA, 06YCTOBIEHHOTO TIHP-
KYJIMPYIOIMUMUA UMMYHHBIMU KOMILJIEKCAMU, MOTYT BbI-

3bIBATh ¥ HEKOTOPBIE OIyX0JieBble aHTUTeHbl. OHAKO BO
MHOTHUX CJIY4asiX TPOBOIUPYIONINI aHTUTEH OCTaeTcs He-
MU3BECTHBIM.

HesaBucumo oT mpupojipl aHTUTEHA UMMYHHBIE KOM-
MIJIEKCBI (POPMUPYIOTCS B KPOBOTOKE, a 3aTEM OCENAioT B
KJIyOOUKe, T/le U BBI3BIBAIOT MOBpexeHUE, Jloroe BpeMst
CUMTAJIH, YTO MTOBPEKIEHNE UHIYITUPYETCS U YCUJINBAET-
CsI TIPU CBI3BIBAHUY KOMIIOHEHTOB CUCTEMbI KOMILJIEMEH-
Ta, OJTHAKO HeJaBHUE MCCJEJOBAHUS HA YUCTHIX JIMHUSX
MBbIIIIell JIoKa3ajn Takske ydactue Fc-perentopos Jeii-
KOITUTOB U, BO3MOKHO, KJIETOK MOUYEK KaK aKTHBATOPOB
nporiecca nospeskaerust [13]. TloBpesxaeHue KayGOUKOB
00OBIYHO COIPOBOKAAETCS JIEHKOUUTAPHON MHMMIbTpa-
et u mpoaudepaneil Me3aHTUaIbHbIX U 9HIAO0TETUATb-
HBIX KJIeTOK. [Ipy 971eKTPOHHOIT MUKPOCKOTTMY UMMYHHBIE
KOMTLJIEKCHI BBISBJISIOTCS KaK 3J€KTPOHHO-TIJIOTHBIE Jie-
MO3UTBI B ME3AHTHH, MEK/TY 9H/IOTETUATHHBIMU KI€TKAMU
u BMK (cy6sHpoTenanbHbie AETO3UTHI) T MEKILY Ha-
pyskuoii noBepxHoctbio BMK u nmogoruramu (cy6amure-
JIMaJIbHbIE JIETTO3UTHI). J[€No3UThl MOTYT pacrioJiaratbCs
cpa3y B HECKOJbKMX MecTax. [Ipu nMmmyHodryopeciieHT-
HOM HCCJIe/IOBAHNN UMMYHHBIE KOMILJIEKCHI BBISIBIISIIOTCS
KaK TpaHyJsIpHBIe Aeno3uThl BAoab BMK, B Mesanrnm
i B 0bonx mecrax (cm. puc. 20.4T). TIpu HakorieHUN
B IIOYKE MMMYHHbIE KOMILIEKChI MOTYT TOJIBEPIHYThCS
Jlerpajaliii TJIaBHbIM 06pa3oM HelTpoduiaMu 1 MOHO-
nurtamMu,/MakpodaraMu, Me3aHTHAJbHBIMU KJIETKAMU ¢
AHJIOTEHHBIMU TIPOTEA3aMHU, YTO COMPOBOK/AETCS BOCHA-
JUTETHHON peakiueil. Takoe pa3BuTHe Tpollecca Xapak-
TEPHO MTPU HeGOJIBIIOM KOJIMIECTBE U KOPOTKOM BPEMEHU
BO3/IEHCTBUA aHTUIeHA, YTO, KaK [IPaBUJIO, HAGJI0aeTcst
MIPU MTOCTCTPENTOKOKKOBOM TJiioMepyonedpute. OpxHako
B cJIy4ae JIINTeTbHON TePCUCTEHITNN aHTUTEHA, HAallpUMep
npu CKB nim BUPYCHBIX TemaTUTax, BO3MOKHO TIOBTOP-
HOe (hopMUPOBaHUE U OTJOKEHUE WMMYHHBIX KOMILIEK-
COB C TOCJIEAYIONIUM MOBPEKACHUEM KIyOOUKOB. ITO
HPUBOAUT K PasBUTUIO XPOHHUYECKOrO MeMOPAHO3HOTO
i MeMOpaHOIpodepaTuBHOTO TIOMEpPYI0HePPUTA.

Pacniosioskenme anTurena, aHTUTe A UM UX KOMILJIEKCA
B KJIyOOUKe 3aBUCUT OT HECKOJIbKMX (akTopos. Kpaiine
BRKHBIM SIBJISETCS 3apsifi M pasMep MOJIEKYJT aHTUTEHOB
u antutes. [losoxuTenbHO 3apsKeHHbIE MOJIEKYJIbI TIPO-
xozuat yepe3 BMK, B utore hopmupyronuecs: KOMILJIEKCHI
pacnoaraiorces cybanurenuanbio. OTpuLaTeIbHO 3apsi-
JKeHHbIe UMMYHHbBIE KOMILJIEKCHI BbIMbIBalOTCsI 13 BMK
U MOTYT OCaKIaThCsl CyGOHIOTEIMAIbHO, BbI3bIBas 3200-
sesanue. HellTpanabHo 3apsskeHHbIe MOJIEKYJIbI 1 UMMYH-
HbIe KOMIIJIEKCBI, COIepIKAlie UX, MOTYT HAKAIJINBAThCS
B Me3aHTuu. KpyrHbie IUpKyJINPYIONie UMMYHHbIE KOM-
IJIEKCHI OOBIYHO He TOBPEKIAIOT KIyOOUeK, T.K. 3aXBaThl-
BafoTcs (parorUTapHO CUCTEMON U He HAKAIJIUBAIOTCST B
BMK B nocraTounom kosmuectse. JIokanmmnsanus 1emnosn-
TOB TaKyKe OTPEIE/ISETCS 0COOCHHOCTSIMI TeMOANHAMUKY
B KJIyGoUKax, (DYHKIIHEH ME3aHTUST U COXPAHHOCTBIO U3-
OupaTebHON (PYHKIMUN TIIOMEPYJISIPHOrO (PUIbTPaLiOH-
Horo Gapbepa. Ilepeunciennbe (GakTOPbl MOIYT JI€KATh B
OCHOBe pa3HbIX (hopMm TioMmepynonedpuToB. Paznmmunas
JIOKaJIM3aIUsT UMMYHHBIX KOMILIEKCOB B KJayOouke (puc.
20.5) — KJI0YEBOH (haKTOp peakiuu KIybouKa Ha T10-
BPEXKJICHUE W BO3HUKAIONTUX MTPU ATOM I'MCTOJOTUIECKUX
0cobeHHOCTEl.
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PUC. 20.5 Jlokanusauns WMMYHHbIX KOMNAEKcOB B kny6ouyke: (1) cy6anu-
TennanbHble 4eno3uThbl (NP 0CTPOM rnomepynoHedpute); (2) annmemobpa-
HO3Hble Aen03uThl (TP MeMOPaHO3HOM HedpponaTun n Hedpute XeMMaHHa);
(3) cy6aHpoTennanbHble LEN03UThI (NMPU BONYAHOYHOM rIIOMEpPYNoHedpuTe u
mMembpaHonponndepaTnBHOM rnomepynoHedpuTe); (4) me3aHrnanbHble ge-
no3utsl (Npu Hedpponatun IgA); (5) 6a3anbHas memopana. BMK — 6asanbHas
membpaHa Kny6o4ka; BPIT — BHYTpeHHAS pbixnias nnactuHka; MK — me3aH-
rnanbHas knetka; MM — me3aHruanbHblii MmaTpukc; HPM — Hapy>xHas pbix-
nas nnacTuHka; Mnll — nnoTHas NNacTUHKa; IHA — IHA0TENUA; 3N — anu-
Tenuin [Couser WG: Mediation of immune glomerular injury. J Am Soc Nephrol
1:13, 1990].

AHTUTeENIa K aHTMIreHaM KJIeTOK KJ1y6ouka

AHTUTENa K aHTUTEHAM KJETOK KJaybouKa MOTYT pearu-
pOBaTh ¢ KOMIIOHEHTAMH KJIETOK M BBI3BIBATH IIUTOTOK-
cUYecKye U JIpyrue moBpexaenus. Hampumep, anturemna
K aHTUTEHAM ME3aHTUAThHBIX KJIETOK MOTYT BbI3BATh Me-
3aHTUOJIM3NC € TIoCemytonel mposmdepanneii Me3aHTu-
AJTbHBIX KJIETOK; AHTUTENA K AHTUT€HAM JH[OTETUATBHBIX
KJIETOK 00YCJIOBJIUBAIOT SHAOTEIUATBHBIE TOBPEKICHNUS
U TPOMGO3 COCY/IOB; AHTUTENA K HEKOTOPBIM aHTUTEHAM
BHCIEPATBHBIX AMUTEIUAIBHBIX KJIETOK Y 9KCIIepPUMEH-
TAJIbHBIX JKUBOTHBIX 00YCJIOBJIUBAIOT IPOTEMHYPHUIO. DTOT
MEXaHU3M MOKET UTPATh ONPEIEICHHYIO POJb B HEKOTO-
PBIX UMMYHHBIX HAPYIIEHUSIX Y 4YeJOBeKa B OTCYTCTBUE
JIEIO3UTOB UMMYHHBIX KOMILIEKCOB TIPU UMMYHODJIYO-
PECIIEHTHOM WCCIIeIOBAHUH.

B sakitoueHue cjaeayer OTMETHTh, YTO OOJIBIIHHCTBO
rJIOMepYJIOHe(PUTOB Y YeOBeKa — Pe3yJbTaT OTJIOXKe-
HUS B Me3aHTUU WU BA0Jab BMK AuCKpeTHBIX UMMYH-
HBIX KOMILJIEKCOB, BBISIBJISIEMBIX C TIOMOIIBIO UMMYHODIIY-
opeciieHTHOro uccaenoBanusa. OaHaKo ObIBAET CJIOKHO
OTIpeIesIuTh, (POPMUPYIOTCS JIN ETIO3UTHI ITUPKYIHPY-
OIX IMMYHHBIX KOMILIEKCOB WU JACTIO3UTHI i7t Situ TU6O
yUYaCTBYIOT 006a MEXaHU3Ma, T.K. OTJIOKEHUE [UPKYIUPY-
IOMIMX UMMYHHBIX KOMIITIEKCOB MOJKET TPUBECTH K (hopMHE-
POBAaHUIO B JIAJIbHENIIIEM U JICTIO3UTOB N Situ (cM. paHee).

I[JTABA 20 Moyku 1039

HexkoTopblie 3THOJIOTHYECKIE areHThI, HATPUMeD BUPYCHI
renaruta B u C, Moryt o0ycJIOBIMBATh PAa3BUTHE MEM-
6paHo3HOIT HedponaThy (IPY HAKOILJIEHUH [IEI03UTOB i
situ) u MeMOpaHOIIPOINdEPATUBHOTO TIIOMeEPYJIoHePPUTA
(MIITH), 60Jiee XapaKTEPHOTO [JIst OTJOKEHII IIUPKYJIN-
PYIOIIMX UMMYHHBIX KOMILJIEKCOB. TaKUM 06pasoM, OTJIO-
JKeHMe MMMYHHbBIX KOMILIEKCOB B K1yOouKe — BajkHeiilee
3BEHO TIATOTeHE3a TJIOMEPYJISIPHBIX TTOBPEXKIEHNI.

KnetouHbiit UMMyHMUuTET

B HacTositiee BpeMsI YCTaHOBJIEHO, UTO BAKHYIO POJTb B
IIPOTPECCUPOBAHNN MHOTUX TJIOMEPYJIOHE(DPHUTOB TaKKe
urpaer MmoBpesKAeHne KiyOOUKOB, BbI3bIBAEMOE CEHCUOM-
susupoBaHubiMu T-kieTkamu [14]. 3nauenne akTuBaIun
WMMYHHOHN cHUCTeMbl TIOATBep:kaaeTcs: (1) BbIsiBIEHUEM
AKTUBUPOBAHHBIX Makpodaros, T-Ki1eTOK U UX IIPOLYKTOB
B KITyOOUKaX MPU HEKOTOPHIX (hOpMax riioMepyioHedpuTa
y desioBeka u B akciiepumMente [15]; (2) akrusaimeii mum-
(ouuToB in vitro n in ViVo PN KOHTAKTE C AHTUTEHAMU
IIpH TJI0MepyJioHedpuTe y 4esJ0BeKa U B IKCIIEPUMEHTE;
(3) mpekpareHneM MOBPEKACHUsT KITyOOUKOB TIPH MCTO-
ey AuM@onnToB; (4) MHAYKINEN TOBPEKIeHNS KITy-
60uKoB TIpH Teperoce T-KIETOK OT GOMBHBIX JKUBOTHDBIX
K 370poBbIM. [Ipu HekoTopbix hopmax BITTH aktusupo-
BauHble T-1uMbOIUTHI CIOCOOCTBYIOT PACIIPOCTPAHEHHUTO
BOCIIAJIEH NS, BbI3BaHHOTO aHTUTesaMu kK BMK [15].

AnbTepHaTMBHbIN NYTb aKTUBALUMU
CUCTEeMbl KOMMJIEMeHTa

AJBTepHATUBHBIN ITyTh aKTUBAIIMH CUCTEMBI KOMILIEMEH-
ta yuactByeT B nnatorenede MIITH muna II (cm. nanee), a
TaKKe MOKET BOBJIEKATHCS B [1ATOreHe3 HEKOTOPBIX IIPO-
s epaTUBHBIX TJIOMEPYIOHe(PUTOB.

MoepexaeHue anuTeNnusa

[ToBpesk/IeHIe STMUTETNsT MOXKET OBITh BBI3BAHO aHTHUTE-
JIaMU K aHTUTEHAM €T0 BHUCIIEPATBHOTO CJIOST, TOKCHTHAMM
(HampuMep, B 9KCIIEPUMEHTATbHON MOJENN TPOTENHY-
pUH, BBI3BAHHON BBE/ICHUEM aMUHOHYKJICO3HU/A TTyPOMU-
I[MHA), HEKOTOPBIMU ITUTOKWHAMU WJIH €11l MaJIO U3y4YeH-
HbIMU (haKTOPaMU, KaK B cjaydae GOJE3HU MUHUMAIbHbIX
namenenuiit 1 MCI'C (cu. nanee). DT TOBPEKICHUS CO-
MIPOBOKIAIOTCS U3MEHEHUSIMU MOP(OJIOTUU TTO/IOTINTOB,
BKJTIOUAS CIJIA’KUBAaHUE MX OTPOCTKOB, BaKyOJU3AIINIO, a
TaK)Xe peTpakiifeil, morepeit aare3uu U OTCJOHKON 110710~
UTOB OT 6a3aJIbHOI MeMOPaHbI, YTO MPOSABJIAETCS TIPO-
teunypuei (puc. 20.6).

MepguaTopbl NOBpeXXAEHUA K/Ty60OUKOB

Kakue MexaHU3Mbl BOBJIEUEHBI B TOBPEKIEHUE KIYyOOUKa
NPU HOTAJAHUU B HETO CeHCUOUIM3UPOBAHHBIX T-KJIETOK
u Bo30yauTeNell UMMYHHBIX peakiuii? OCHOBHBIME Me-
JaTOpaM¥ OCTPOTO U XPOHMYECKOTO BOCTIAJICHWI STBJISI-
IOTCS KJIETKU W MOJIeKyJbl (cm. TiaBy 2). PaceMoTpum
JIUIIb HEKOTOpble n3 Hux (puc. 20.7).

Knemku

[Ipu ompeneneHHbIX BUAax riomepysionedputa HEUTPO-
(buJIBI 1 MOHOIUTHI HHPUIBTPUPYIOT KIYOOUEK, KaK Tpa-
BWUJIO, B pe3yJibTaTe aKTUBAINU CHUCTEMbI KOMIIJIEMEHTA,
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Hopma

OUNLTPALMOHHAZ LLENb

OTpocTku
MozouwTOB
D AHTUTENa
S LuTOKNHbI
Monekyna TOKCHHbI
azresun SHpoTenuit
basanbHas
MembpaHa

Crnaxusanue U 0TCNoeHue
O0TPOCTKOB NOAOLMTOB

CrnaxuBaHue

COCOHCOCOCOYCOHC

PWUC. 20.6 MospexnaeHue anutenus. MocneosarenbHoe BO3AENCTBUE HA 3NUTENNIA aHTUTEHOB, TOKCMHOB, LIUTOKMHOB MAK APYruX NOBPeXAarLnx pakTopos
NPUBOANT K CrNaXXMBaHWI0 OTPOCTKOB NOLOLMUTOB M UHOTAA K OTC/IOEHUIO NOLOLUTOB OT 6a3anbHoi MeMbpaHbl. B pesynsTtate HapyLlaeTcs npouecc uibtpawLmm

yepes nospexaeHHyto BMK n nponcxoant noteps (cTpesika) 6enka.

Hakonnexue aHtuten

T-KNEeTO4HbIA UMMYHUTET

1
/IMMYHHbIE KOMMTEKCbI 1 l ‘ l l
‘ TpombounTb! Makpodharu Me3aHrinanbHble T-knetkn NK-kneTku
AKTMBALNS CUCTEMbI KOMMNIEMEHTA - KNeTKM
LlutoTokcnyeckan O%O éi : .:
peakLAs 2 \ »k\
QA 9
C5b-C9 Cba
Helrpodunb @ Y
o l OKcnaaHTbI MpoTeasbl 9iiKo3aHon bl
32”?;:%: -l | LuTOKNHbI MakTopbl pocTa Okcnp asora <
A o XeMOKMHbI [pyrue
Mesanruit

PUC. 20.7 VImMyHHblE MeAnaTopbl, noBpexgatolyue Kny6o4ek (cm. TekcT). NK-KneTkn — eCTeCTBEHHbIE KNETKU-KUNepsbl.

BBI3BIBAIOIIEH TIPOYKIINIO XEMOTAKCHUECKUX areHTOB (B
ocaoBHOM CHa), a Takke myTeM Fc-omocpeoBaHHbBIX ajl-
re3auu u aktuBaiuu. HellTpouiibl BeIIENSIOT TTPOTEA3bI,
BbI3bIBaioIue gerpajgainio bMK, ADK, nnuinnpyioriie
HOBPEKIeHUE KIETOK, 1 MeTa0OIUThI apaXUI0HOBOI KUC-
sotsl, camkatone CKO.

Maxpogaeu, T-numpovumor u NK-xnemxu, wHGUIDL-
TpUpYIOIIKe KIyOOUeK IIPU aHTUTEN0-0II0CPEAOBAHHOM U
KJIETOYHO-OTIOCPET0BAHHOM NUMMYHHBIX OTBETAX, B C/Iydae
AKTUBAIIMM BBIIEJSIOT MHOMKECTBO OMOJOTHYECKN aKTUB-
HBIX MOJIEKY.JI.

ITpu IMMYHHOM HOBPEKIEHII B KITyOOUKe IIPOUCXOAUT
arperanus mpomooyumos. BoicBoOoxK1aeMble IPU 9TOM
9UKO3aHOU/IbI U (PAKTOPBI POCTA MOTYT IPUBECTU K Ma-

HubecTanuu riaoMepyaonedputa. AHTUTPOMOOIIUTAPHBIE
ATEHTBI OKA3BIBAIOT OJIATOTPUSATHOE BJIUSHUE HA TEUEHHE
rJIoMepyJIoHepUTA KaK y JKUBOTHBIX, TAK U Y YEJIOBEKA.

Pesudenmuvie xremxu xaybouxa, ocoOEHHO Me3aHTHU-
aJibHble, MOTYT IIPOAYIIMPOBATb HEKOTOPbIE MelHaTOpbl
BocriasieHust, B yacTHOCTH AMDK, IUTOKWHBI, XEMOKIHBI,
(hbaxTOPBI pocTa, 3HKO3aHONBI, OKCH/T A30Ta 1 9HIOTEINH.
[Ipu oTcyTcTBUM JIeHKOIUTAPHON MH(MUIBTPAIIMY 3TH Be-
[ECTBA MOTYT MHUIIMUPOBATD B KIYOOUKAX BOCIATUTE b=
HYIO PEAKIIHIO.

Monekynvi

B narorenese riomMepyJisipHBIX MOBPEXKIECHUN y4acTBYIOT
IIPAKTUYECKH BCE U3BECTHBIE MEANATOPDI BOCTIAJICHUSL.



Xemomaxcuueckue KOMROHEHMbL CUCTEMbL KOMNIEMEN -
ma C5b—C9 uHAyIUPYIOT TPUTOK JIEHKOIUTOB (TaK Ha-
3bIBaeMO€ KOMILJIEMEHT-Helpodni-3aBUcUMOe  [TOBPEXK-
JIEHWE), YTO MPUBOAUT K (hOPMUPOBAHUIO MeMOpaHOATa-
Kytormux KoMriekcoB. C5b—C9 BbI3bIBACT JM3HC KIECTOK
U CTUMYJIUPYET TPOAYKIUIO0 OKCUIAHTOB, TIPOTEA3 U JPY-
IMX MeJIMAaTOPOB BOCHAJICHUS ME3aHTUATbHBIMU KJIeTKa-
M. Takum 06pa3om, Jaxe TPU OTCYTCTBUY HEUTPOMHIIOB
Hanmune C5b—C9 MosKeT IPUBECTH K IPOTEMHYPHUH, KO-
TOpast HabJIIOaeTCsT TPU MeMOPaHO3HON HePOTATHH.

JiiKo3anoudvl, OKcud azoma, anzuOMeH3Un i IHOOMeUn
BJIUSIOT HA TeMO/INHAMUKY.

Iumoxunot, ocobenno IL-1 u TNF, npoayuupyembie
JIEHKOI[UTAMU U PE3UAECHTHBIMU KJIETKAMU KIYOOUKa, BbI-
3bIBAIOT /IT€3UI0 JIEMKOIUTOB U APyTrHe 3(PHEKTHI.

Xemoxunvl, HaIpuMep MOHOILIUTAPHBII XeMOoaTTpaK-
tauTHbIi Oesok 1 u CCLS, cTUMYIMPYIOT PUTOK MOHO-
[IUTOB U JIEUKOIIUTOB.

@axmopovt pocma (uanpumep, PDGF) yuacrByior B
peryJsanun npondepanuy Me3aHTHaIbHbIX KJIeTOK [16].
TGF-B, dakrop pocta coeiMHUTENBbHOM TKAHU U (HAKTOP
pocra Gubpo6IACTOB, TIO BCEW BUANMOCTU, UTPAIOT KPHU-
TUYecKyio poib B Hakomennn BKM n rmammHose, uTo
MIPUBOJIUT K TJIOMEPYJIOCKIEPO3Y MPU XPOHIMUECKUX TIOPa-
skenusax novex [17]. Ilpeanonaraercs, yto VEGF nonnep-
JKUBAET 11€JIOCTHOCTD SHJIOTEINS M MOKET PEryJInpoBaTh
[IPOHUIIAEMOCTD KaIlUJLJISIPOB.

Cucmema xKoazyisyuy TaKKe ABJIIeTCS MeuaTopoM I10-
Bpexkaennit kiaybouka. IIpu rrmomepymonedpuTax B KIIy-
6ouKe JacTo coaepKutTes (GUOPUH, KOTOPBIA MOKET IPO-
cauyMBaTbhCAd B MPOCTPAHCTBO Karcy/bl boymena u cTu-
MYJIMPOBATDh TIPOJUGEPAIINI0 TAPUETAIBHBIX KJIETOK (T.€.
dbopmuposanue monyaynuii). Orioxenue GudpuUHa Ipo-
HCXO/IUT B OCHOBHOM M3-32 CTUMYJIALIUU IIPOKOATYJISAHT-
HOU aKTUBHOCTH Makpodaros. MHrHOUTOP akTHBaTOpa
mrasMuHorena tuna 1 ycunusaer Tpom603 1 hubpos my-
TeM MHruOMpoBaHus IIpollecca paspyulienus GubpuHa u
MaTPUKCHBIX OEJIKOB.

MEXAHU3MbI NMPOIrPECCUPOBAHMUA
TMOMEPYJISAPHbIX NOBPEXXAEHUU

WTak, Mbl paccMOTpes i UMMYHHbBIE MEXaHU3MbBI 1 MeJIMa-
TOPBI TOBPEKAEHNIT KayOouKoB. cXo aTHX MOBpeKIe-
HUI 3aBUCUT OT pszia GaKTOPOB: TSAKECTU ITOBPEKIACHUS,
[IPUPO/IbI U IIEPCUCTEHIINN aHTUTeHA, UMMYHHOTI'O CTaTyCa,
BO3paCTa ¥ TeHETUIECKON TTPEAPACTIONOKEHHOCTH.

JlaBuo uszBectHo, uto npu camwkernn CKO mo 30-50%
HOPMBI 3a00JIEBAHUE TPOTPECCUPYET ¢ OTHOCUTENBHO T10-
CTOSTHHOI CKOPOCTDIO 10 TEPMUHATBLHON CTaINU XPOHIYE-
CKOU GOJIE3H I [TOYEK HE3ABIUCUMO OT IIPUYMHDI U AKTHBHO-
cru 6osesnu. Bropuutbie (hakTopbl, KOTOPHIE BIUSIOT HA
porpeccupoBaHiie HOIE3HU MOUEK, UMEIOT GOJIBIIOE KJIH-
HUYEeCKOe 3HAUEHUE, T.K. TepaleBTHUECKOe BO3JCHCTBHUE
Ha 9TU (PaKTOPBI MOJKET OTCPOUNUTD UJTH JIAKe UCKIIOUUTD
HEOOXOIMMOCTD INAIN3A U TPAHCTIIAHTAIIMN TTOYeK.

JIByMs BaXKHEHIITMMU TMCTOJIOTHYECKUMU [TPOIIECCAMHU,
XapaKTEePU3YIONMMI TIPOTPECCHPOBatie HONE3HN MOYEK,
ABJISIIOTCS (POKANOHBIL CE2MEHMAPHBLL 2IOMEPYLOCKIEPO3
u mybyrounmepcmuyuaivivil Guopos. PaccMorpuM ux
1o otzesbuocTu [18—-20].
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DoxkanbHBIil CEerMEHTAPHBI TJIOMEPYJIOCKIEpo3. Y
GOJIBHBIX C ATUM BTOPUYHBIM MOPAKEHUEM MOUEK PA3BH-
BaeTcs IPOTEUHYPUS, asKe eCJIU IIepBUYHAs IATOJIOT S He
COTIPOBOJKIATACT TOBPEKAeHNEM KIyboukoB. CunTaercs,
YTO TJIOMEPYJIOCKJIEPO3 — ITO IIPollecc ajalTalluy IIpu
60JIe3HN TIOYEK, TPOUCKOSIIIH B OTHOCUTETHHO HEM3Me-
HeHHBIX Kayboukax [19, 21].

Ira runoresa ObLIA MPEJIOKEHA OCJIE IKCIIEPUMEHTOB
Ha KPBICaX, MOJABEPTHYTHIX CyOTOTATBHON HEDPIKTOMUN.
Komnencamopnas zunepmpogus ocTaBIMxCsa KIyOOUKOB
MO3BOJISIJIA KAKOE-TO BPeMs TO//IEPKUBATH (DYHKITHIO TT0-
4eK, HO BCKOPe Pa3BUBAJIUCDH [IPOTEUHYPUs U cerMeHTap-
HBIY TJIOMEPYJIOCKJIEepPO3, a B UTOTe — TOTAJIbHBIN TIOMe-
pyJtockyiepos u ypemust. [uneprpodust kKi1y6ouKOB IPUBO-
JIAJIA K HAPYULEHUIO 26 MOOUHAMUKY, BKITIOYAS YBEIIUICHUE
KPOBOTOKA B KITyOOUKAX, MOBBITIEHHE (GIIBTPAITHOHHOTO
U TPAHCKAMUISIPHOTO MaBIEHUsT (BHYTPUKIYOOIKOBYIO
TUIIEPTEH3UIO), U PA3CUMUIO CUCTEMHOU 2UNePmeH3uu.
[MocaenoBatenbHocTh coObITHIT (puc. 20.8), MpUBOAAIINX
K Pa3BUTHIO TJIOMEPYJIOCKIEPO3a, BKJIIOYAET TTOBPEXK/IE-
HUeE 9HI0TENNUS U SIIUTEJINS, TOBBIIIEHIe IIPOHUIAeMOCTH
KIy6ouKa /17T GETKOB M HAKOTIIEHHE WX B ME3AHTHI. ITO
COTIPOBOXK/IaeTCsT Mposndepanyeil Me3aHTHAIbHBIX KJle-
TOK, MakpodaraabHOll WHGUIbTPAIEH, TTOBLIIIEHUEM
Hakornennss BKM, cerMeHTapHBIM U TOTATBHBIM TJIOMe-
pyJiockiepo3oM. Ha done nganbHeimmx KoMIeHcaTOPHbIX
M3MEHEHUIN YMEHbIAETCS KOJIUYEeCTBO (PYHKIIMOHUPY-
101X Hed)pOHOB, N BO3HUKAET TTOPOYHBIN KPYT TIpOrpec-
CHUpOBaHUd JIOMepyJlockiepo3a. B unayknuu riaomepy-
JIOCKJIEPO3A OTPEIETEHHYIO POJIb UTPAIOT GOTBITHHCTBO
MeIMaTOPOB XPOHUYECKOTO BocHasiehust u pubposa, oco-
6enno TGF-B. B nacrosiee Bpems: Haubojee yIaqHbIi
c1oco6 MPeI0TBPAIIEHHUS IPOTPECCUPOBAHUS TJIOMEPYJIIO-
cKJIeposa — ucnoJb3oBane nHrubuTopos PAAC, koto-
Pbl€ He TOJIbKO CHUKAIOT BHYTPUKITYOOUKOBYIO THIIEPTEH-
3110, HO U HATIPSIMYIO BJIMSIIOT HA MEXAaHU3MBI €€ Pa3BUTHS
(cm. panee) [21]. BaxkHO OTMETUTD, UTO 3TU TperapaThl

> PBI.WI(I.WIH NapeHXUMbl NOYKKU

\ v v

CuctemHas BHyTPMKNY604KOBast neptpodomst
TUNepTEH3IAS TUNEPTEH3IS Kny604K0B
! I I I I
[Mnepnnasmsa BHyTpukny6o4koBas [NoBpexeHus
Me3aHrMabHbIX KIETOK/ Koarynsums SMUTENNS/3HAOTENNS

Hakonnexne BKM | l
|
\ l \]

®CI'C u/wnu ToTanbHbIA rNOMEPYNOCKNEpo3

MpoTenHypus

PUC. 20.8 ®okanbHbI cermeHTapHblii rnomepynocknepos (PCIC), acco-
LLMMPOBAHHbINA C aTpodneit napeHxumbl. KomneHcaTopHas runepTpodus Kny-
604KOB 11 BHYTPUKITY604KOBAS TMNEPTEH3NSA, KAK N CUCTEMHAR TMMEPTEH3NS,
NPUBOAAT K NOBPEXAEHUIO ANUTENNS N 3HAOTENMS, BbI3bIBAS NPOTEUHYPULD.
PeakTuBHbIe N3MEHEHUS Me3aHTUs — nponudepaumns Me3aHrnanbHbIx Kne-
TOK, HaKONyIeHne BHeKNeTo4Horo matpukca (BKM) — n BHyTpukny60o4koBas
Koarynauns npuBOAAT K FOMEpPYNOCKIepOo3y, YT0 NPOSBASETCA JaNbHEALLUM
yXyALweHnem yHKLM NOYKIA U MPOrPeCCUpPOBaHNEM FIOMEPYNOCKIep03a.
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TOPMOBST MPOrPECCUPOBAHLE TJIOMEPYJIOCKIEPO3a KaK B
IKCIIepUMEHTe, Tak U B KinHuke [20].

DCTI'C yeyrybuasiercs: HeCIIocOOHOCTbIO 3PeJIbIX MO0~
IIUTOB K Iposiiepariiy B OTBET Ha TIOBPEXK/IEHIIE TI0U€Y-
HBIX CTPYKTYP. LIpu TsKETOM TTOBPESKICHIH TIPOUCXOAT
yTpara aTUX KJIETOK. ITO HapyIIaeT ClioCOOHOCTh OCTaB-
HIUXCs TIOJIOIUTOB MOJIEPKUBATh (DYHKIUIO (uiabrpa-
IHOHHOTO Gapbepa, T.K. UX KOJUYECTBO yKE He CIIOCOOHO
HOKPBITh Beio miomags BKM. Otu npoiecchl ¢rnocoOHb
U3MEHUTh CTPYKTYPY KaMJIJISPHON CTEHKW, HAPYIIUTh
(UIBTPAIIMOHHY O (DYHKINIO KITyOOUKA U IPUBECTH K [TH-
JIATAIMW TTEeTEeNb KAMJIAPa U3-32 Tepenasia 1aBjieHus 1Mo
pasHble CTOPOHBI €T0 CTEeHKU. KOHTAKT AnIaTUPOBAHHOM
HeTIM KAWJLISIPa ¢ Kalcyaoil KaybouKa PUBOAUT K UX
CpallleHnuIo U B KOHEYHOM UTOTe K CKIepo3y [22].

TyOyaounrepcTunuaibubiii  puopos. TyOymonHTEp-
CTUTHAIBHBIC TIOBPEKICHWS, TPOSIBISIONINECS TTOBPEXK-
JICHMEeM KaHAJbIIeB U BOCHAJUTENbHOW WH(MOUIBTPAIH-
ell UHTEePCTUINsI, MOTYT CONPOBOXKAATh MHOTHE (HOPMbI
OCTPOTO U XPOHUUECKOTO riomepynonedpura. TyOynonn-
TEPCTUIHATBHBIN (hHOPO3 pasBuBacTcst mpu 3a60IeBaHNU-
SIX KaK IMMYHHOI, TaK 1 HEMUMMYHHOH TIPUPOJIbI, HATIPH-
Mep mpu auabeTdyeckoil Hedponartuu. JledcTBUTENBHO,
cHUKeHHe (DYHKIUU MOYEK yalle KOpPpeJaupyer ¢ TylOy-
JIOUHTEPCTULIUATBHBIMY TIOBPEXKIEHISIMEU, YeM C [JIOMe-
pyasipabivu [18]. TIpuyrHOoil TYyOYIOMHTEPCTUITTATBHBIX
MOBPESKICHUE MOTYT OBITh MITIEMUST HUCXO/ATIETO OT/e/Ia
HehpoHa 13-3a CKIIEPO3a KIYOOUKa, OCTPOTO UITH XPOHIYE-
CKOTO BOCTTAJICHUST B MPUJIETAIONEeM WHTEPCTUIINHN, HAPY-
MIEHUsT WJIN MPEKPAIEHUsT MePUTYOYJISTPHOTO KAITUJLJISIP-
HOTO KpOBOTOKA. COBpeMeHHbIe HCCAeIOBAHUS TTOKA3AJIN
3aBUCUMOCTh (DYHKITUM U CTPYKTYPBI SIUTENNST KaHATb-
11eB OT cTenieHn npomeunypuu [23]. Ha ocHoBe ipoBe/ieH-
HBIX HKCTIEPUMEHTOB W MCCJAEOBAHMIT in vitro GblTa BbI-
JIBUHYTA TUTIOTE3a, YTO TTPOTEHHYPUS TIPUBOIUT K BPSAMO-
MY NOBPENCOCHUIO INUMENUS. KAHATLYES. AKTHBUPOBAHHDIE
AIUTETNAJIBHBIE KIETKU 9KCIIPECCUPYIOT MOJIEKYJIbI fire-
3UM U BBIPAOATHIBAIOT MPOBOCHAIUTEIBHBIE TIHTOKUHBI,
XEMOKHHBI, (haKTOPBI POCTa, CIIOCOOCTBYIOINIIE PA3BUTUIO
HHTepCcTUIHATBHOTO (hubposa. K 6emkam, KoTopbie MOTYT
BBI3BATH NIPSIMOE TIOBPESKICHIE, OTHOCST IIMTOKWHBI, KOM-
MMOHEHTBI CHCTEMBI KOMILIEMEHTA, TpancheppuH, Ig, meTa-
GOJIUTHI JITTUIOB, OKUCIEHHbBIE OEJIKU T1JIA3MBL.

B ta6ur. 20.5 npuBeieHb OCHOBHbBIE KIMHUYECKHE U T1a-
TOMOP(hOTOTHYECKIE XapaKTePUCTUKN HAOO0Iee pacpo-
CTpaHeHHBIX (hOPM MEPBUYHBIX HOJIE3HETT TTOYEK.

HE®PUTUYECKUN CUHAPOM

s GompimuHcTBa OOJIE3HElH, MPOABIIAIOMNXCS Hedpu-
TUYECKUM CHHIPOMOM, XapaKTePHO 80CHaLeHie KiyOouKa.
YV manuenTta 06BIYHO BBISIBJISIOT TeMATYPHIO, a30TEMHUIO,
OJIUTYPHIO, ¢JTab0 MM YMEPEHHO BHIPAsKEHHYIO THIIEPTEH-
3uto. Yacto HabJIIOMAI0TCS TPOTEMHYPUST U OTEKU, HO 3TU
CUMITOMBI HE CTOJIb BBIPAKEHBI, KaK MPU He(DPOTHIECKOM
cunzipome (cu. pasee). OcTpolil HepUTHUECKNTT CHHAPOM
MOKET Pa3BUTHCSI [IPU MHOTHX CUCTEMHBIX 3a00JI€BaHM-
ax, HarnpuMep CKB 1 MUKPOCKOIINYeCKOM TOJIMaHTHHTE.
O/HaKO JaHHbI CUHAPOM HanboJjiee TUIIMYEH JJIsl OCTPO-
ro nponepaTuBHOTO TJIOMEpYJIoHehPUTA U SBJISETCS
BakHBIM KoMrioneHToM BIITH (cm. nanee).

OcTtpbiit nponucepaTtuBHbIA
rnomepynoHedpur

OcTpsiii mposindepaTUBHBIN TJIOMEPYJIOHEPPHUT THCTOJIO-
rudecku xapakrepusyercst auddysHoii nposudepaimeit
KJIETOK KJIyOOYKa, COIPOBOKIAIOIIENCS MHPUIBTpaIei
JIeHKOIUTaMU. DTH U3MEHEHUsI 06YCIIOBJIECHBI TIUPKYJIU-
PYIOIIUMU MMMYHHBIMH KoMILTekcamu. [TyckoBeiM ak-
TOPOM MOJKET OBITh 9K30T€HHbBII WM 9HAOTEHHbBII aHTH-
reH. [IprMepoM 9K30TeHHOTO aHTUTEH-UHIYIIHPOBAHHOTO
ocTporo mpoJindepaTuBHOrO ToMepyJonedpuTa sBJis-
eTCsI NOCMUHDEKUUOHHDLL 2l0MepYIoHeDpUmM, & IUIOTEH-
HOTO — B0IUAHOYHDIL 210Mepyonedpum (cm. TiaBy 6).
Hawuboumee pacpocTpanen MoCTCTPENTOKOKKOBBIIN TIIOMe-
PyJI0HEDPHT, HO BO3OYAUTETIEM OCTPOTO TPOJHdepaTus-
HOTO TJIOMEpYyJIoHehPUTA MOKET OBITh U IPYTOH MUKPO-
OpTraHU3M.

CmpenmoKoKKOGBvIli NOCMUHGpeKUUOHHbIU
2/10MepysioHedppum

B CIIIA yactoTa CTPENTOKOKKOBOTO TOCTUH(MEKITMOH-
HOTO rJI0MepyJioHepuTa CHU3UIIACD, O/IHAKO B MUPE 3TO
3abosieBaHKe OCTAETCs IIMPOKO PaCPOCTPaHEeHHbIM [24].
O6b1uHO OHO MaHUbecTUPYeT Yepe3 1—4 Her Toce mepe-
HECEHHOU CTPENTOKOKKOBOM MH(MEKIINY TJIOTKH (QHTHHBI )
niam Koxku (umreturo). MHdeKmn Koku 9acTo acco-
IUUPYIOTCSA € BBICOKOM IJIOTHOCTBIO HACEJIEHUS U HU3-
KMM YPOBHEM TUTHeHbl. Hale Bcero CTPenTOKOKKOBBIi
MOCTUH(MEKITMOHHBI TJIOMEPYJIoHePUT HABTIOMAETCS Y
neTeti B Bo3pacte 6—10 seT, HO MOKeT TTopakaTh 1 B3pOC-
JIBIX.

Ituonorus u natorened. HedpurorennbiMu aBIAIOT-
Cs1 TOJIBKO OIIpe/ieJIeHHbIe MITAMMbI [3-TeMOJIUTUIECKOTO
crpentokokka rpymisl A. Bosree 90% ciyuaes 3a6osieBa-
HUs 00y CIIOBJIEHBI TUIIAMU IITaMMOB 12, 4 1 1, nMeronmmu
B COCTaBe KJIETOYHOI cTeHKH crenuduiecknit M-6e1oK.

CTpenTOKOKKOBBIN MOCTUH(MEKIIMOHHBIN TJIOMEPYJIO-
HeDpPUT SBJISAETCS UMMYHOOTIOCPEIOBAHHBIM 3260 1eBa-
HueM. JlaTeHTHBIN Tlepuoj; Mex1y WH(GUIMPOBAHWEM W
MaHuecTameil COOTBETCTBYET CPOKY, HEOOXOAUMOMY
JUIs BBIPAOOTKM aHTUTEN ¥ (HDOPMUPOBAHUS UMMYHHBIX
KOMILJIEKCOB. Y GOJBINIUHCTBA MAIIMEHTOB OTMEYAOT BbI-
COKHE TUTPBI aHTHCTPEIITOKOKKOBBIX aHTHUTEJ, aKTHBa-
IIMIO U TIOBBIIIIEHHOE PACX0/I0BAHME KOMIIOHEHTOB CHCTe-
MBI KOMIIJIEMEHTA, UTO CHH)KAeT YPOBHU KOMIIOHEHTOB
CHCTEMBI KOMILJIEMEHTA B CBIBOPOTKE KPOBU. B KiryGoukax
BBISIBJISAIOTCS IPaHyJIAPHbIE /I€NIO3UTbl UMMYHHBIX KOM-
IIJIEKCOB, YTO TMOJATBEPKIAET WMMYHOOTIOCPEIOBAHHYTO
npupony 3abosieBanust. JIo cux TOpP He BBISBJEH aHTH-
TeHHBIH KOMIIOHEHT CTPEIITOKOKKA, 3allyCKalomUi MM-
MYHHYIO peaxinio. B moBpekaeHHBIX KIyOouKax oOHa-
DPY/KUBAIOT Da3HbIe MOIONCUMETLHO 3apsiiceniivle OenKi,
BKJIIOYas He(PUT-aCCOUNPOBAHHDBIN CTPENTOKOKKOBBI
perenirop tasmuta (NAPIr), xapakrepsbie st Hedpu-
TOTEHHBIX IITAMMOB CTPEITOKOKKOB. 110 IpyruM TaHHBIM,
OCHOBHBIMU AHTUTE€HHBIMU JIETEPMUHAHTAMU SBJISIOTCS
9K30TOKCUMH B mmorenHoro crpentokokka (SpeB) un ero
npodepment (zSpeB) — apyroii GenoK, BLITOJHSIIONIIIA
poJib perientopa 1azmuna [25]. [Ipu aToM HeusBecTHO,
ocaskatoTcd au 9T anturetnl Ha bMK nitn Bxozaat B co-
CTaB UMMYHHBIX KOMILJIEKCOB JINOO MPEICTABIISIIOT COO0M
u to u apyroe. Kpome Toro, B KauecTBe aHTUTEHOB pac-
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TABJINLIA 20.5 OcHOBHbIE KNMHUYECKUE W NAaTOMOP(HONOrM4ecKHe XapakTepUCTUKN NepBuYHbIX 6oe3Hen novYexk

Hau6onee yactbie

HapyweHus kny604koB

KNUHUYECKHE CsertoBas WmmyHochnyopecLeHTHOE  INEeKTpOHHas
3abonesanue nposiBNEHus Martorexes MUKpOCKONus uccneaoBaxue MUKpOCKONus
MocTuHMEeKLNOH- Hedputuyeckun VIMMYHHbIE KOMMIEKCbI; OucbchysHas IpaHynspHble feno3utbl IgG  Cy6anuTenmanbHble

HbIA TIOMepyno- CUHAPOM LMPKYANpYIoLLMe nin 9HAOKanunnspHas 1 C3 B BMK 1 me3aHrum [1eno3unTbl
HedhpuT 0CXK[EHHbIE aHTUTEHbI nponndepaums;
nenkouuTapHas
MHAUALTPaLMA
Cuuppom BeicTponporpeccupy- AHTU-BMK COL4A3 aHTureH  JkcTpakanunnspHas JInHeliHble genosutel 1gG [1eno3uTOoB HeT;
lynnacyepa fOLLMI rIOMepyno- nponudepauus 1 C3; dpnbpmH B nonyny- paspyLuenne bBMK;

XPOHUYECKUIA ro-
MepynoHempuT

MembpaHo3Has He-
ponatus

bonesHb MUHY-
MasbHbIX N3me-
HEHU

DoKanbHbIR
CEerMeHTapHbII
rnoMepynocKne-
po3

MITH tuna |

MMTH Tuna Il

Hedponarus IgA

HedhpuT

XpoHu4eckas novevHas
Heao0CTaT04HOCTb

HedpoTuyeckuii
CUHAPOM

HedpoTuyecukii
CUHAPOM

HedpoTuyeckuii
CUHAPOM; HeHedhpo-
TUYecKas npoTen-
Hypus

HedpoTuyeckuin/
HedhpUTUYECKIiA
CUHIPOM

Tematypusi; XpoHuye-
cKasi oyeyHast Heflo-
CTAaTO4HOCTh

PeunavnsupytoLas
remarypus
NN NPOTeNHYpUs

Bapbupyet

/IMMYHHbIE KOMNNEKCbI
in situ; 60NbLNHCTBO
AHTUIEeHOB HEM3BECTHbI

HewnsBecTeH; noteps no-
NIMAHNOHOB KIY6OYKOB;
NOBPEXAEHNS NOAOLUTOB

HewnssecTeH; abnaunoHHas
Hedponatus; dakTop
nnasmbl (?); noBpexnae-
HWSi NOAOLNTOB

VIMMYHHbIE KOMMEKCbI

AyTOaHTUTENa; ansTepHa-
TUBHbIN MyTb aKTUBALWN
CUCTEMbI KOMNNEMEHTa

HenssecteH

¢ hopmupoBaHmnem
nonynyHui; HeKpo3

[nanunHo3 Kny604koB

LuddpysHoe yTonuie-
HWe CTEHOK Kanun-
nspoB

Hopma; nunngpl
B KaHanbLiax

DOKanbHbIA CErMeH-
TapHbIi CKNepo3
W TMannHoO3

Mponudepauus
MEe3aHrManbHbIX
11 3HLOTENMNANbHBIX
KNeToK Kanunnspos;
yTonuieHne bMK;
pacwiennenune BMK

DoKanbHbI Me3aHTNo-
nponncepaTmBHbIN
rIIOMepYNoHedpuT;
pacLuupeHue me-
3aHrna

HNAX

TpaHynsApHble AeN03UThbI UK
OTPULATENbHbI Pe3ynbTaT

lpaHynspHble feno3ntsl 19gG
n C3; andpchystoe pacnpe-
feneHue

OTpuLaTeNbHbIN pesynsTar

QOuarun IgM + C3

lg + C3; C1q + C4

C3 + IgG; HeT C1q unu C4

IgA + I1gG; IgM n C3
B Me3aHrum

thnbpnH

Cy63nuTenuanbHole
Leno3unThbl

MoTeps 0TPOCTKOB
MOAOLNTOB;
[JIeno3nToB HET

MoTeps 0TPOCTKOB
NOMOLNTOB;
0TC/OIKA 3NNUTENNA

Cy6aHaoTennanbHble
NIeno3uThI

[NoTHbIE 4eno3nTbl

[N0THbIE 4eno3nTbl
B Me3aHrnu
u napamesaHruu

Ig — ummyHorno6ynuH; BMK — 6a3anbHas MmembpaHa kny6o4ka; MIMTH — mem6paHonponndepaTuBHbIi roMepynoHedpuT.

cmarpuBatot u 6esxku BMK, nospexaeHHoON hepMeHTamMmu

CTPEIITOKOKKOB.

Mopdronorua. Knaccumueckmm [MarHOCTMUECKUNA MpU-
3HaK CTPenTOKOKKOBOrO MNOCTUH(EKLMOHHOIO FNOMepyo-
Heputa — eunepkaemoyHocmo Kiaybouka (puc. 20.9).
MnepkneTouHocTb o6ycnoBsieHa: (1) NeMKOUUTAPHOM MH-
unbTpaumen (HemTpouiaMmm M MoHoumutamm); (2) npo-
nudepaumen sHAOTENNANbHBIX U M@3aHIMabHbIX KNeTOK;
(3) bopmmpoBaHMEeM MONYNYHWUI MPU BbIPAXKEHHbIX MO-
BpexxaeHusax. MNMponndepauyms n nemkountTapHas MHOUNb-
Tpaumsa sBngTCs AU Yy3HbIMKU, T.e. 3aTparMBaloT BecCb
Kny6ouek. O6nutepaums npoceeta KanwuaaspoB MNpouUC-
XOAMT 3a CuyeT oTeka 3HAOTeNUs, nponudepaumm Knetok

KNy6ouKa 1 BOCNANnUTeNIbHOM MHMUAbTPaUNK. BO3MOXHbI
OTeK WM BOCManeHue CTPOMbl, B MPOCBeTe KaHasibLeB 4acto
HaxoANTCS 3PUTPOLMTDI.

Mpn nmmyHodyopecueHTHOM McCnefoBaHUU BAOSb
BMK 1 B Me3aHrnu BbISIBNSIOT rpaHynsapHble Aeno3utsl 1gG,
IgM 1 KomnoHeHTa cuctembl komnaemeHta C3 (cm. pwuc.
20.90). leno3nTbl UMMYHHbIX KOMMNEKCOB 06HAPY>KMBAIOT
NpakTUYeckn BCeraa, OHM 4Yacto pokanbHble MU HEMHOrO-
yncneHHble. TUMUUYHBIMM HaxoAKaMW MPWU 3N1IeKTPOHHOWM
MUKPOCKOMUU ABNAIOTCA Cy63nuUTennanbHble Aeno3uThl
(AMCKpeTHble amopdHble 3N1eKTPOHHO-MOTHbIE Aeno3uTbl
Ha aNWTeNMaNbHOM CTOPOHE MeM6paHbl), MOX0XKWe Ha rop6
(cm. puc. 20.9B). BeposatHO, Aeno3uTbl Ha MOBEPXHOCTU
3MNUTeNNANbHbBIX KNeTOK COCTOAT M3 KOMMIEeKCOB aHTUTeH—
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PWUC. 20.9 OcTpbii nponudepatuBHblii rnomepynonedput. (A) HopmanbHblil kny6o4ek. (b) MnepkneTo4HOCTb KNy604Ka, 06YCNOBEHHAR NeAKOLMTAPHOI UH-
thunbTpaumeir n nponudepaumeir CTpoManbHbIX KneTok. (B) TunuyHbii cybanuTenuanbHblil AeN03nT, NOXOXKMUIA Ha rop6, U HeliTpochun B NpocBeTe Kny6ouka.
(F) Mpu UMMYHONYOPECLIEHTHOM MCCNE0BAHUM BbISBASIOT KPYMHbIE 04aroBble rpaHynspHble Aeno3uTsl 6enika C3, popmupyioline cy6anuTennanbHble 1eno3u-

Tbl [npegocTasnero Dr. H. Rennke, Brigham and Women’s Hospital, Boston, MA — A-B; D. J. Kowaleska, University of Washington, Seattle, WA —T7].

aHTUTeNo. YacTo BbISBNAAIOT Cy63HAOTENMANIbHBIE U BHYTPU-
MeM6paHHble Aeno3uTbl, MHOTAA — Me3aHTrnasbHble.

Kiunnueckue npuanHaku. CTPenTOKOKKOBBIN MTOCTHH-
(heKIMOHHBII TITOMEPYIOHEDPUT Y JeTeit OOBITHO MaHU-
dhecrupyer uepes 1—2 Hes mocsie epeHeceHHOTO 3a60J1e-
BaHUS BEPXHUX [[BIXATEJbHBIX MTyTEH: OCTPO Pa3BUBAETCSA
HEeJOMOTaHUe, TMOBBIIMIAETCS TEMIEPATypPa, IOSBJSIOTCS
TOLITHOTA, OJIUTYPUsI, TEMATYPHsI. Y TaKUX MMAIUEHTOB BbI-
SIBJIAIOT B MOUE DPUTPOIUTHI U HEOOIBIIYIO TIPOTEMHYPUIO
(06bruno Menee 1 r/cyr). Takxke HaOMIOLAIOTCS EPHOP-
GUTATBHBII OTEK, c1abast I yMepeHHast CTeNeHb THIep-
TeH3un. Y B3POCTBIX MaHubecTanus 3ab0IeBaHUS alle
ObIBaeT aTUITMYHOI U TPOSBJISIECTCS BHE3AITHOM THIIEPTEH-
3Uel UM OTEKAMM, YacTO C TIOJ/HEMOM YPOBHS MOUEBUHBI
B KpoBU. Bo Bpemst ammieMuii, BbI3BAaHHBIX He()PUTOTEH-
HBIMW TITAMMAaMU CTPENTOKOKKA, TIIOMePYJIOHePUT MO-
JKET TMPOTEKaTh OECCUMIITOMHO, BBISIBJISIIOT €0 TOJBKO
[IPU UCCJIEIOBAHUY MOYM HA MUKPOTeMaTypuio. BasknbiMu
J1a00PATOPHBIME [TOKA3aTEJSIMU  SIBJISTIOTCS  TTOBBITIIEHITE
TUTPA AHTUCTPEIITOKOKKOBBIX AHTUTEJ ¥ CHI)KEHUE B ChI-

BOPOTKe KpoBU ypoBHS C3 M APYTUX KOMIIOHEHTOB CUCTE-
MbI KOMILJIEMEHTA.

Bouee 95% 3abosieBIINX A€Tell MOJHOCTBIO BbI30PaB-
JINBAIOT TIOCJI€ KOHCEPBATHBHOTO JIeYeHUs], HAITPABJIECHHO-
TO Ha KOPPEKITUIO BOJHO-COJIEBOTO Oamatca. Y HeHGOIBIINo-
ro KosimvecTBa jereil (MeHee 1%) pa3BUBAIOTCS TSIKeJIast
omurypust u BIITH (cm. nanee). B HeKoTOpBIX ciydasx
HAOJI0/IaeTCsT MEUIEHHOE TIPOTPECCUPOBAHUE TTPOIlEcca
BILIOTH JI0 XPOHUYECKOTO IJIOMEPYJIOHe(pPUTA C PeLnim-
BaMu Win Ge3 Hux. JIuTesbHas M TIePCUCTUPYIONIAsT Tsi-
skesast mpoTennypust u Hapyuieane CK® spisoTes mpe-
JIMKTOpaMU HEGIaromPUATHOTO HCXOJIA.

VY B3pocibix 3abosieBaHe IPOTEKaeT MeHee J100poKa-
yecTBeHHO. HecMOTpst Ha GJIATONPUSATHBIN TIPOTHO3 MIPU
AMUIEMUSIX, TOJNBKO B = 60% CIOpanyecKux cJaydaeB Ha-
6umoiaeTest GBICTPOE BBI3OPOBJICHNE. B ocTambHbIX CTy-
JasIxX MOBPEsKIEHHBIE KIyGOUKY GBICTPO HE BOCCTAHABIIH-
BaIOTCsI, YTO MIPUBOAUT K CTOMKON MPOTENHYPHUH, TEMATY-
pun U rutiepreHsun. ToMbKO HEKOTOPbIe Takue GOJbHbIE
BbI3JIOPABJIUBAIOT, Y APYTUX PA3BUBAETCS XPOHUYECKUN
riomepyJionedput uau BITTH.



MNMocmuHpeKuUOHHVII HeCMpenmoKOKKOGbIU
2/10MepyrioHedppum

[TocTundekMonHbIlT HECTPENTTOKOKKOBBIN TJIOMEPYJIO-
HedPHUT MOXKET Pa3BUBATHCS CIIOPAANIECKU MPU APYTHX
MH(MEKIUOHHBIX 3a00/IeBaHUAX, BKJII0Yasd OaKTepuasib-
Hble (Hampumep, cTapUIOKOKKOBLIH HAOKAPANT, TTHEB-
MOKOKKOBas ITHEBMOHUS, MCHUHTOKOKIIEMUS ), BUDYCHBIC
(renatut B, renmatur C, anugemnyeckuii maporut, BNY,
BETPsIHAS OCIa, UH(MEKIIMOHHBIIT MOHOHYKJIE03), Mapas3u-
TapHble (MasApus, Tokcoriazmos). [Ipu mmmynodayo-
PECIIEHTHOM WCCJIeIOBAaHWH BBISBIISIOT TPaHyJISIPHBIE Jie-
MO3UTBl U CyO3MUTETUATbHBIE JIETO3UThI, XapaKTepHbIE
JIUTSI IMMYHOOTIOCPE/IOBAHHOTO TJIOMepYJIoHeprTa.

BbICTPOMPOIPECCUPYIOLLIUNA
TMOMEPY/IOHE®PUT

BIIT'H accouuupyercd ¢ TAXKeJIbBIMU TOBPEKICHUSAMU
KayOOUKa U He SIBISETCSA CIENUMUIECKUM ITHONOTHYe-
CKUM BUJIOM TJsioMepyoHedpuTa. KimHnueckn nanaoe 3a-
GoJsieBaHNE XapaKTEPU3yeTcst OBICTPOIPOrPECCUPYIOTTIM
cHIKeHreM (DyHKITUU TT0Y€EK € BBIPAKEHHOW OJTUTYpUel 1
npusHakamu HepuTrdeckoro curapoma. BIITH B otcyT-
CTBUE JIEYCHUS TIPUBOAUT K [TOYEUYHOH HEIOCTATOYHOCTH
U K JieTasbHOMY ucxonay B tedenue 1 mec. HaubGosee xa-
PaKTEPHBIH IMCTOJIOTHYECKUI MTPU3HAK 9TOTO 3a00JjIeBa-
HUSI — HaJIM4Ke TOJNYJIYHUI B GOJIBITIMHCTBE KJIyOOUKOB
(oaromy BITTH Takike Ha3bIBAIOT 210 MEPYIOHEDPUMOM C
noayaynusamu). bIITH passuBaeTcsa B pesyJibrare mposu-
(bepanunm snmrenusa kamcyasl boymena n nnduasrpanun
MOHOIIUTaAMM U Makpodaramu.

Knaccudukanusa u narorenes. BIITH moxer ObITh
00YCJIOBJICH Pa3INYHBIME 3200JI€BAHUSIMU, OJTHH TOPasKa-
10T TOJIbKO TIOYKH, APYTHe — Bech Oprann3M. B Hacrosiee
BPEMsI HET eZINHOTO OOBACHEHUST BCEM CITydasiM 3a60J1eBa-
HUS, OJIHAKO M3BecTHO, uTo 4aile Bcero bIIT'H asisgerca
UMMYHOOTIOCPE/IOBAaHHBIM 3ab0eBanreM. Ha ocHoBaHM
WMMYHOJIOTHYECKUX JaHHbIX Bbiessdior 3 tuma BIITH
(tabum. 20.6), xaxaprit Tun BIITH acconnupyercst ¢ KoH-
KPETHBIM 3a00JIeBAaHUEM UJIH SIBJISIETCST MIOTTIATHUECKUM.

Tun I BIITH BbI3BaH aHTUTENAMU K KOMIIOHEHTaM
BbMK. IIpu pnannom turie riaoMmepysioHedpuTa BO BpeMs
UMMYHO(DIIYOPECIIEHTHOTO HCCAEOBAHMsT 0OHAPYKUBA-
ioT B BMK smneitnoe pacnipesnesnenue gerno3utos 1gG u,
BO MHOTHX CJIy4dasX, KOMIIOHEHTa CUCTEMbI KOMILJIEMEH-
ta C3 [26]. ¥ HEKOTOPBIX MAIUEHTOB MPOUCXO/UT TIepe-
KpecTHas MMMYHHAS PeaKIus aHTUTeJ K KOMIIOHEHTaM
BMK c anturenamu 6aszaabHON MeMOpPaHbI albBEOJ, YTO
06ycIIoBIMBaEeT pa3BuTHe CHHAPOMa [yamacyepa (Jerod-
HOe KpOBOTeueHNe 1 TToYedHast HeZIOCTaTOYHOCTh). B aTom
cydae, Kak MPaBUI0, HA3HAUAIOT TEPAITNIO, TIOIABIISIONIYIO
AyTOMMMYHHYIO PEaKIHio, U TPOBOJAT Tia3mMadepes s
VAQJICHUS ITUPKYJIUPYIONTUX TTATOTEHHBIX aHTUTEJI.

Anturen Iyamacyepa — menTus, BXOASNIUN B COCTaB
HEKOJIJIATeHOBOM 4acTh Oz-1ienn KoJutarena tuma IV [5].
B GoJbIIMHCTBE CJIyYaeB MyCcKOBOI (hakTop GopMUpoBa-
HUSI aHTHTEJl HEM3BECTEH. B HEKOTOPBIX CiIydasx ObLIu
OTMeUEHbI JIEUCTBUE BUPYCOB, KOHTAKT C THAPOKapOOHAT-
HBIMM PACTBOPUTEISIMU (KOMIIOHEHTAMHW KOCMETHYECKUX
[IperapaToB U KPacokK), IPpUeM Pa3IMyHbIX JEKApCTB UJIH
HaJM4Yue 3710KauyecTBeHHON omyxosu. Kpome artoro, cpean
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TABJINLA 20.6 Tunbl GbICTPONPOrpeCcCHPYHOLLErD

rnomepynoxedpura

Tun | (aiTuTena k komnoxHentam bMK)

MoBpeXnaeHns orpaHu4eHbl NoYKamm
Cvuppom Myanacyepa

Tun Il (0TNOXEHNE UMMYHHBIX KOMNEKCOB)

immonartuyeckuin rnomepynoHedput
MOCTUHMEKLMOHHBIA rnoMepysioHedpuT
BonyaHouHbI rnomepynoHedput

Mypnypa LWeHneiHa-TeHoxa, Hedponatus IgA
[pyrue 3a6onesaHuns

Tun lIl (manonmmyHHbI#)

ANCA-accounmpoBaHHblii rnomepynoHeqput
lamonartnyeckuii rnomepysioHepuT
IpaHynemato3 BereHepa
MuKpockonu4ecknin nonuaHrumT

ANCA — aHTMHEATPOUNbHBIE LIMTONNA3MATUYECKNE aHTUTENa; |g — MMMYyHOrno6YmH;
BMK — 6a3anbHas mem6paHa kny6o4ka.

3aboseBImuX IpeobIafai MAlUeHThl ¢ OIIpele/eHHbI-
mu noaruniamu HLA u rarrorunamu (manpumep, HLA-
DRB1), uTo moATBEp:K /110 TEHETUYECKYTO TTPeIPacIioio-
JKEHHOCTb K 2y TOMMMYHHBIM ITpolieccaM [27].

Tun IT 06yCIOBIEH OTIOKEHIEM UMMYHHbBIX KOMILTEK-
COB U MOKET OBbITh OCJIOKHEHUEM JIIDOOT0 BapUAHTA M-
MYHOOIIOCPEIOBAHHOTO TJIOMEPYJIOHePPUTa, B T.4. TIPO-
JndepaTuBHOTO MOCTUHQEKITNOHHOTO IIoMepyaoHedpu-
Ta, BOJYAaHOYHOTO TIoMepysioHedpuTta, Hedponatun IgA,
nyprypsl [llenneitna—lenoxa. Bo Bcex mepedymncieHHBIX
CayJyasx TpU UMMYHO(IYOPECIIEHTHOM HUCCIEeIOBAHUN
BBISIBJISAIOT TPAHYJIIPHBIC IETIO3UTHI UMMYHHBIX KOMTLIEK-
cos. IIpu atom tune BIITH dhopmupyiorcsa momyaynus,
YTO YaCTO COIPOBOIKAAETCS Iposdepaliyeil KIeToK KIIy-
6ouka. B GombimuHCTBe ciydaeB miasmadepes y Takux
GOJIbHBIX OKasbiBaeTcsl HeadheKTUBHBIM. VIM Heo6X0/11-
MO JIeYeHHe TIEPBUTHOTO 3a00I€BaHNL.

Tun III — MalTOUMMYHHBIH, 71 HETO TUIINYHO OTCYT-
CTBUE aHTUTEN K KoMmroHeHTaM BMK uiam mMMyHHBIX
KOMILJIEKCOB IIPU MMMYHO(DJIyOpeCclleHTHOM HCC/ie/10Ba-
HUM U 3JEKTPOHHOW MUKPOCKOTHH. Y GOJBIIMHCTBA
naneHToB ¢ 3TuM TUnoMm BIITH Beigsagior mupkymam-
pytorue p-ANCA u ¢-ANCA (cm. rmasy 11), obycios-
JINBAIOIIE TIEPUHYKJICAPHOE WX ITUTOINIA3MaTHIeCKOEe
OKpallliBaHue Ipu UMMYHO(IYOPECIIEHTHOM HCCIe/I0Ba-
HUW COOTBETCTBEHHO U UTPAIOIINE OIIPEe/IeJICHHYIO POJIb B
IaToreHe3e BaCKYyJUTOB (OIMCAHLI CUCTEMHbBIEC BACKYJIH-
TBI, HAITPUMEP TpaHyJieMaTo3 Berenepa njim MUKPOCKOTIH-
YeCKUH MOJUAHTUUT, B HeKOTOpbIX caydasx BITTH tuna
IIT). Bo muorux wabmoaenusx BIITH tuma 111 sieistercst
CaMOCTOSITEJIBHBIM 3a00JIeBaHIEM, TOT/[A €r0 OTHOCAT K
uduonamuueckomy enomepyione@pumy. bouee yem y 90%
TaKWX TIAIIMEHTOB B CBIBOPOTKE KPOBHM OGHAPY/KUBAIOT
p-ANCA wmmm c-ANCA [26]. Hammune 1impkympyrommnx
ANCA nipu ugunonarundeckom BITTH tumna IT1 u BIITH Tu-
ma I1I B pamKkax cucTeMHOTO BaCKYJINUTA, a TAKXKe CXOAHBIC
naToMopdoJsiornueckre U3MEHEHMS TTO3BOJISIOT TIPEJIIIO-
JIOSKUTH OOIIHOCTD TIaTOreHesa aTux cocTostuil. CoryacHo
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atoil Touke 3penust Bce caydan BITTH tuna I1I1 siBasiiores
MTPOABJICHUEM BACKYJIUTOB MEJTKUX COCY/IOB WUJIH TTOJTHAH-
TUUTOB, MOPAKAIOIIIX KATMJLISPHI KIYOOUKOB JIHOO epH-
TyOysIsipHBIe Kanuuispbl (npu uauonatideckoM BIITH
turma 11 mopakaTcst TOJBKO MepUTyOYISIPHbIC KATIIIIS-
poi). Ha ocnoBanunm atoro BIITH Tuna I, ssasrommuiics
MIPOABJICHUEM CHCTEMHBIX BACKYJUTOB, W WMAWOTATHYE-
ckuit BIITH Ttuma IIT paccmaTtpuBaloT B paMKax OJ{HOM
IPYIIIBI BACKYJIUTOB, COOTBETCTBEHHO TEPAeTCs pa3HUIA
B KJIMHUYECKOM II0/IX0/Ie K HUM.

ANCA — BBICOKOYYBCTBUTEJIBHBIN THATHOCTHYECKITH
mapkep BIITH tuma III, ogHako posib 3TUX aHTHTE Kak
HENOCPEACTBEHHON MTPUYNHBI JAHHOTO 3200J1eBaHKs TIOKA
He gokazaHa. HemaBuue mcciemoBanng Ha MBbIIIAX 1IPoO-
JIEMOHCTPUPOBaHU naTtoreHeTudeckuii morertman ANCA
1 IIOKA3aJI1, YTO BBe/leHMe aHTUTeN K MUeJIOIIepOKCcH/ia3e
(mumienn GospiiacTBa p-ANCA) TIpoBOIUpPYET pasBu-
tue BIITH tuna I11 [28].

Curenyer ormerutb, yTo Bee turnbl BIITH acconmmpy-
IOTCSI ¢ KOHKPETHBIMM TTOYEYHBIMM WJIM BHEMOYCUHBIMU
3a60JICBAaHUSMH, OJIHAKO BO MHOTHX caydasx (= 50%)
naToJiorus fApjgercda uauornarnyeckoil. Cpeau Bcex Ia-
1uentos = 20% crpagaior BIITH tuna I 6e3 BoieueHuns
sterkux, = 25% — BIITH tuna II, = 55% — BIITH tumna I11.
ITpu Beex tunax BIITH #aboga0TCs TSIKETbIE TIOBPESK-
JIEHUS TIOYCUHBIX KIYOOUKOB.

Mopcdonorusa. [pyn MakpoCcKoOnNnMYeckoM uccnefoBaHUmn
MOYKM yBeJsInYeHbl, 616 JHOro LBeTa, YacTo C neTexmasibHbl-
MU KPOBOM3NIUAHUAMW HA KOPTUKANBHOWM MOBEPXHOCTU. B
3aBMCUMOCTU OT MPUUYMH 3a601eBaHUS B KJTy6OUKax MOTyT
6bITb OYarn Hekposa u auddysHas Mnam cdokanbHasa npo-
nudpepauma 3HAOTENMANBHBIX U Me3aHTMaNbHbIX KNeToK,
OZIHAKO TNaBHbIA TUCTONIOTMYECKMI MPU3HAK — Haauuue
nonynyHun (puc. 20.10). MNMonynyHus hopmupytotcs B pe-
3ynbTare nponudepaunm napueTasibHoro caos NUTeNns n
MUrpaLmm MOHOLMTOB M MaKpodaroB B MOUYeBOe NpPOCTpaH-
CTBO, A€ MOTyT BCTpeuaTbCs Tak)Ke HeMTPOoUbl U TUMAO-
LUMTbl. B TOre nonynyHus NoNHOCTbIO 3aMOHAOT MOYeBOe
NMPOCTPAHCTBO M HAUMHAIOT CAABNMBaTb Knybouek. Mexay
C/IOSIMM KN1eTOK B MOJYSTYHUSX YaCTO MOXKHO BWMAETb HUTK
hurbpuHa. Boixoa ombpurHoreHa B NpocTpaHCTBO Kancynbl

PWUC. 2010 BoicTponporpeccupytowmit rnomepynoHedput (PAS-peakuuns).
ClaBneHHble Ky604KM 3a CHeT (POPMUPOBAHNS NONYNYHWIA U NeAKOLNTaPHOIA
nHGunbTpaLum kancynel boymena [npegoctasnero Dr. M.A. Venkatachalam,
University of Texas Health Sciences Center, San Antonio, TX].

boymeHa u npeBpalweHne B UOPUH SBASIOTCH Ba>XXHbIM
3Tanom popmupoBaHus nonynyHun. B cnyuae BrNrH tmna ll
npu MMMYHOMNYOpPeCLeHTHOM MUCCNeA0BaHUN BbISBNSA-
10T FPaHyNsipHble Aen03MTbl, & NPU 3EKTPOHHOMU MUKPO-
CKOMWU — CKPbITble AeM03UTbl UMMYHHbIX KOMMJIEKCOB. B
cnyyae cuHapoma lygnacuepa npu uccnefoBaHMM C aHTU-
Tenamu K Ig n cucteme KomMnaemMeHTa OTMeYaloT JIMHeNHble
neno3utbl. Mpu BIMNMH tMna lll 4en03UTOB MUMMYHHbBIX KOM-
NneKCcoB Majio MW OHWU OTCYTCTBYIOT. B 3aBMcMmoctn ot
™na HapyweHun B BMK moryTt npucytctBoBarb paspbiBbl
(pmc. 20.11), uTo NpU TAXKENOM MOPAXKEHUN MPUBOAUT K
BbIXOZY NeMKOLMTOB, 6€IKOB M MeMaTopoB BOCNaneHns B
MoOuYeBOe NMPOCTPAHCTBO, A€ OHM COBMECTHO NMPOBOLMPYIOT
dopmMuMpoBaHMe NoNynyHUi. Yepes HekoTopoe Bpems Mno-
NYNYHUS CKJIEpO3MPYIOTCS, HO B C/lyyae paHHero «arpec-
CUMBHOTO» NeYeHUs BO3MOXKHO BOCCTaHOBNIEHME CTPOEeHUS
KNy60uKa A0 HOPMbI.

Kannuyeckue npusnaku. Bee tuner BIITH nposisiis-
I0TCSl TeMaTypuel, YMepPeHHOW TpPOTenHypHe, WHOT/A
npuBOJAIIeH K He)POTHUECKOMY CHHIPOMY, a TaKKe I'H-
nepreHsueil pasnoii crerenn u orekamu. [Ipu cungpome
Tyamacuepa HabMIOMAETCS PENUAUBUPYIONEe KPOBOXAP-
KaHbe WJIM yTPosKatolee JKU3HU JIETOYHOE KPOBOTEUEHNE.
B nmuarnoctuxe crerudnueckux tunos BIITH Baxuyio
pOJIb UTPaeT CepoJIOTHYECKOe MCCIC/IOBAHNE JIJIS BBIAB-
senus anturen Kk BMK, antusinepubix antutenr 1 ANCA.
HecmoTpst Ha To uTo GoJiee JeTKue MOBPEKACHNST KIyHoU-
KOB MOTYT PErpecCHpOBaTh, TIOPasKeHHe TOYeK 0OLITHO
OBICTPO TIPOTPECCUPYET, U B TEUCHIE HEAETb Pa3BUBACTCS
BBIpaskeHHast onurypus. [Ipu cunapome Iyanacuepa Boc-
CTaHOBJIEHUIO (DYHKIUU ITOYEK MOJKET CIOCOOCTBOBATDH
MHTEHCUBHBIN T1azmMadepes (¢ 0OMEHOM TLIA3Mbl) B CO-
YeTaHWU C Tepalrueil KOPTUKOCTEPOUJIaMH U IUTOTOKCH-
JecKUMU TIperapataMu. [1ogoOHas TakTHKA JT€YeHUsT 0~
3BOJISIET KyTTMPOBATh M JIETOUHbIE KPOBOTEUEHN S, 1 TIOYey-
Hy1o HegoctaTouHoCTh. [Ipn BIITH apyrux tunos takxke

PUC. 2011 BbicTponporpeccupytolwmii rnomepynoHedpnt. TunuyHas cknaa-
yatocTb BMK ¢ paspbiBamu (CTpesiku) (3neKTPOHHAsA MUKPOCKOMUS).



99(deKTUBHA KOPTUKOCTEPOUIHAS U IMTOCTATUYECKAs
tepanust. He3aBrucuMo OT pOBOIMMOiT Tepanuu, 0coOeH-
HO TP BBISIBJICHUY 3a60JI€BAHUS HA MO3/IHEH CTaIuH, He-
KOTOPBIM TIAI[MEHTaM MOKET MOHATO0OUTHCS TOCTOSHHBIIH
JINAJTV3 VJTA TPAHCIIJIAHTAIIAS TOYKH.

HE®POTUYECKUA CUHOPOM

Omnpezesennbie 3a00JIeBaHUsL 1I0YEK C IIOBPEKIEHHEM
KJIyOOYKOB TIOYTH BCErJa COMPOBOKIAAIOTC HepoTHYE-
CKUM CUHIPOMOM. PasBuTHe 9TOro CMHAPOMa MOTYT 00Y-
CJIOBJINBATh MHOTUE TJIOMEPYJIOTATHH, PACCMOTPEHHbBIE B
a1ol Tiase. [lepes onucaneM OCHOBHBIX 3a00JI€BaHUI,
aCcCOIMUPOBAHHBIX C HE(DPOTUIECKUM CUH/[POMOM, KOPOT-
KO OCTAaHOBUMCS Ha €r0 MaTo(u3noJ0Tuu U NPUYUHAX.

IMaTopusuonorus. [Ipusnaku HehpOTUIECKOTO CUH-
Jpoma:

O MaCCHUBHAsi IPOTEMHYPHUST — TIOTEPsT OEJIKA B KOJIH-
uectBe 3,5 r/cyt uiu 6osee (y gereil aTOT MOKa3a-
TeJIb MEHbIIIE);

O TUMoATHOYMUHEMSI — YPOBEHD albOyMUHA B T1a3-
Me MeHee 3 T /7T,

O TreHepaJTU30BAHHbBIE OTEKH;

O TUNEepPIUTUAECMUS U JUTTAJLYPUS.

ITH TIPosIBIEHUsT He(POTUUECKOTO CUHAPOMA TECHO
CBSI3aHBI IPYT ¢ pyroM. IIyckoBbIM (hakTOpOM SIBJISETCS
MOBPEK/IEHUE CTEHKU KATUIJIIPOB KJIyOOUKa, YTO MPUBO-
JIUT K TIOBBILIEHUIO IIPOHUIIAEMOCTHU KaIllUJUIAPOB /151 OeJi-
KOB I1a3Mbl. CTeHKa KalnLsgpa KIyOouKa ¢ ee SHI0Te -
eM, bBMK u BuciiepabHbIM1 3NN TENATBHBIMU KJIETKAMH
SIBJISIETCS DJIEKTPOMEXaHUYECKIM (DUIBTPAIIMOHHBIM (a-
PbEPOM, Uepe3 KOTOPHIH B HOPME TIPOXOIUT TOJBKO TLIa3-
ma. Hapymienue (uibrparontoil GyHKIMM, 00yCI0B-
JIEHHOE KaK CTPYKTYPHBIMU, TaK U (DU3UKO-XUMUYECKUMU
U3MEHEHUSIMHU, COTPOBOK/IAETCS YBEJIUYEHUEM BBIXO/IA
0EeJIKOB 13 TJIa3Mbl B MOYEBOE IIPOCTPAHCTBO, IIPUBOAS K
MaCCHUBHOW MTPOTENHYPHUU.

N3-3a 3HAYNTENBHON MPOTENHYPUU B CBSI3U C MPEBBI-
MIEHWEM CUHTETUYECKUX BO3MOKHOCTEI TIeUeHHN Pa3BIBa-
eTCs TUIoanbOyMIHEMUST U MEHSIETCSI OTHOIIEHUE ab0y-
MUH,/TI00YJIMH B CBIBOPOTKE KPOBU. YCYyIyOJIseT TIIoaib-
OYMUHEMUIO yBeJnueHne KaTaboausMa (GUIbTPpyIonerocst
B IOYKaX ajbOymMuHa. [eHepajin30BaHHbIE OTEKH, B CBOKO
0uepeihb, SBJSIOTCS CJIEJACTBHEM CHUKEHUS KOJIOUIHO-
OCMOTHYECKOTO JIABJICHUS KPOBH, MPUBOJSAIIETO K HAKO-
TIJICHWTO KMIKOCTH B MATKUX TKaHAX. [Ipu aTOM miponcxo-
JIUT 32/I€PYKKA HATPUS ¥ BOJIbI B OPraHU3Me, YTO yCUTTNBAET
oteku (cum. rnaBy 4). Ilo-Bupnmomy, aTO CBSI3aHO C He-
ckosibkuMu (paktopamu: (1) KomMTIeHCaTOPHOU cekperreit
aJIbIOCTEPOHA B OTBET Ha yBeJWUYEHUE CEKPElnr PeHUHA
n3-3a TUTIOBOJIEMUH; (2) CTUMYJISIIUEH CUMIATUYECKOM
HEPBHOM CUCTEMBI; (3) CHUIKEHUEM CEKPEINH Mpeicep/-
HOro HaTpuilypernyeckoro mentuga. Orteku HamboJiee
BBIPasKEHBI B II€PUOPOUTAIBHBIX 00JIACTSX, HA ATOIMIIAX
1 HUZKHUX KOHEYHOCTSIX. [Ipn HaflaB/imBaHy Ha OTEYHbIE
YYaCTKH OCTAETCSI XapaKTepHoe BaBjieHue. OTeKH MOTYT
OBbITH MACCUBHBIMU 1 COMTPOBOKIATHCS TIJIEBPATHHBIM BbI-
MIOTOM U ACIIUTOM.

[Ipu nporenHypuu NHPOUCXOAUT TIOTEPSI IIPEUMYIIE-
CTBEHHO aJIbOyMUHA, XOTs [IPU HEKOTOPBIX 3a00/IeBaHIIX
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TaKKe BO3MOYKHA dKCKpenus riaoOysmna. CooTHOIIeHe
HU3KO- U BBICOKOMOJIEKYJISIPHBIX OEJIKOB B MOYE B Pa3HBIX
caydasgx HeppOTUIECKOTO CHHAPOMA — TI0KA3aTeJlb Ccelek-
mugnocmu nipotenHypun. IIpu gvicoxocenexmusnoi npo-
meunypuy B Mouye TPUCYTCTBYIOT HU3KOMOJEKYJISIPHBIE
6enkn (anpOymun — 70 k/la, Tpancdeppun — 76 x/la),
[IPU HUBKOCEACKMUBHOL NPOMEUHYPUU TIOMUMO HU3KOMO-
JIEKYJIAPHBIX O€JIKOB IIPUCYTCTBYIOT TaKKe BHICOKOMOJIE-
KyJisipHble Gesiku (HarpuMmep, rio0yJIuHbl).

Tunepiunudemus pu HePOTHIECKOM CHHAPOME MMEET
CMeNIaHHbIN reHes. Y GOJbIINHCTBA MAIMEHTOB ¢ He(po-
TUYECKUM CHH[POMOM OTMEUAIOT TIOBBITIIEHHOE COepKa-
HUe B KPOBU XOJIECTEPUHA, TPUTJIUIIEPU/IOB, TUOTIPOTEN-
HOB HU3KOW M OYeHb HU3KOU TJIOTHOCTH, JTUTIOTIPOTENHA
(2) 1 anoJMTIONPOTENHA, Y HEKOTOPBIX MAITMEHTOB CHIKEH
YPOBEHb JIUTIONPOTENHA BBICOKOHN TIIOTHOCTH. IJTHU Ha-
PYIUIEHUST MOTYT OBITH OTYACTH OOYCJIOBJICHBI MOBBIIICH-
HBIM CUHTE30M JIUTIONPOTEMHOB B TICUCHU, AaHOMAJIbHBIM
TPAHCIIOPTOM UPKYJIUPYIONIUX JIMITUHBIX KOMILIEKCOB
U CHUKEHMEM KaTaboamsMa. [unepinnuieMuio corpoBo-
SKAAET AUNUOYPUS, T.K. TATIOTIPOTEMHBI TAKKE MTPOHIKAIOT
yepes CTEHKY KalllLisipa Kayoouka. B Moue JIummpl pu-
CYTCTBYIOT KaK B UNCTOM BH/IE, TAK U B BUJIE 08AILHBLY HCU-
Pposbix meney, GOPMUPYIOIIIXCS U3-32 PE30POIUH KIPOB
AMUTENNEM IIPOKCUMAJIBHBIX KAaHAJBIEB U TIOCJIEYIONIEN
JIECKBaMaIlUU 3TUX KJIETOK B TTPOCBET KAHAJIBIIER.

[TanienTs ¢ HEPPOTUYECKUM CUH/I[POMOM TIOIBEPKEHBI
UNDERKUUOHHBIM 3a001e6aNHUSIM, OCOOEHHO CTADUIOKOKKO-
BBIM ¥ ITHEBMOKOKKOBBIM, 4TO 00yC/I0BJIEHO moTepeid Ig ¢
MOUOH. B cBsI3W ¢ BBIMBbIBaHMEM M3 OpraHMU3Ma 3H/[0TeH-
HBIX aHTUKOAryJIAHTOB (Hanpumep, anturpom6buna I1T) u
AHTUTIA3MUHOB, TIPU HEDPOTUIECKOM CUHPOME YaCTO
Hab04a10T TpoMboTHYeCKHe U TPoMOOoIMOOInYeCcKIe
ocsioskHeHus. TpoM603 MoYeuHOI BEeHbI, paHee OIHO0YHO
paccMaTpUBABIIMIICS KaK MPUIMHA HePPOTUIECKOTO CHH-
JIPOMa, SIBJISIETCST HanbOoJIee YaCThIM MOCJIEICTBUEM 3TOTO
IUIIEPKOATYJISSIIMOHHOTO COCTOSAHUSL, OCOOEHHO Y IallueH-
TOB ¢ MeMOpaHo3HoI1 HedpotaTueii (cm. gajee).

Hpuuunbl. OTHOCUTETPHAS YaCTOTA IPUYNH HEDPOTH-
YeCKOTO CMHIPOMa BapbUPYET B 3aBUCUMOCTHU OT BO3PacTa
HarueHTa ¥ pernoxa ero nposknsanust. Hampumep, 60J1b-
NIMTHCTBO cIy4yaeB HepoTudeckoro cungapoma B Cesep-
HOU Amepuke cpenu jiereii Mosioxke 17 jiet 00ycioBieHO
MIEPBUYHBIM MTOPAJKEHUEM TIOUYEK; Y B3POCJBIX, HATIPOTUB,
HepoTUYECKUI CUHIPOM YaCTO ACCOIUUPYETCS C CUCTEM-
HbpiMu 3aboneBanuamu. B Tabu. 20.7 npuBesenbl JaHHbIe
HECKOJBKUX MCCIEOBAHUI, B KOTOPBIX OTICHWBAJH TPH-
YHBl He(GPOTUUECKOro cuHApoMa. Hanbosee dacThiMu
CUCTEMHBIMU IPUYNHAMU HE(DPOTUUECKOTO CUHIPOMA STB-
JISIOTCST caxapubiil quadert, amuaonnos u CKB. Haubonee
Ba)KHbIE TIEPBUYHBIE TIOBPEKIEHU KIYOOUKOB — MeMOpa-
HosHas Hedponatus, 6oJe3Hb MUHUMAJIbHBIX H3MEHEHUI
u OCTC. B Cesepnoii Amepuke MeMGpanosHas Hedppo-
naTug HauboJjiee pacIpocTpaHeHa cpeau Jerei, Goie3Hb
MUHUMAJTbHBIX UBMEHEHUN — CPe/ld B3POCJIbIX CPEIHETO
Bospacta, MCI'C oiMHAKOBO YaCcTO BCTPEYAETCST BO BCEX
BO3pPACTHBIX Tpyimnax [29]. d1u Tpu 3aboseBaHusd OyayT
paccMOTpeHBbI jlajiee OTAeabHO. [[pyrue mopaskeHus 1mo-
4ek (pasymdHbie MPOIUhepPaTUBHBIE TIIOMEPYIOHEPPUTHI,
B T.u. MIITH) uacro umeloT cMmeniantble HehpoOTHUUECKUE
U He(DPUTUUECKUE CUMIITOMBI,
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TABJIULIA 20.7 Tpu4nHbl HE(hPOTUYECKOro CUHAPOMA

Yacrora (%)*

Mpuynna letn  B3pocnble
MepBuyHbIe rnomepynsapHbie 6onesun

Mem6paHo3Has Hedhponatus 5 30
BonesHb MUHUMaNbHbIX N3MEHEHMI 65 10
®oKanbHbIil CErMEHTApPHbIV FI0MEPYNOCKNEp03 10 35
Mem6paHonposindepaTnBHblii rnomepynoue(bpMTT 10 10

[pyrue nponucepatnBHble rMOMepyIoHedpUThl 10 15

(ChoKanbHbIi, «4UCTO ME3AHTNANBHbIN>,
Hechponatus IgA)t

Cuctemuble 6onesuu

CaxapHblii fua6et

Amunonao3

CucTemHan KpacHas Bon4aHka

JlekapctBeHHble npenapartbl (HMBC, neHnuynnnammH, repoun)
Wndbekumn (manspus, cucpunuc, renatut B u C, BAY)
3n0Ka4eCcTBEHHbIE 3a60/1€BaHNA (KapLnHOMa, TMMAQomMa)

[pyrue (anneprus Ha yKyCbl N4es, HaCNeACTBEHHbIN rTIOMepyNoHedpuT)

* Y neteit B 95% Cny4aes HePPOTUYECKHUIA CUHAPOM HABNIOAABTCS HA (DOHE NEPBUYHbIX
rnomepynoHedpuToB, y B3pochbix — B 60%. OcTanbHble Cy4an Hed)poTUHECKOr0 CUH-
[ipoma HabnoAatoTCa Ha (POHE CUCTEMHbIX 3a60NeBaHNIA.

Mem6panonponuepaTMBHbIA 1 Apyrue NponudepaTneHble rNOMepynoHedpUTbl MOryT
NPOSBNATLCSA COYETAHNEM HEPOTMYECKOrO U HeChPUTNHECKOTO CUHAPOMOB.

lg — ummyHorno6ynut; BUY — Bupyc ummyHogeduumta yenoseka; HNMBC — Hectepoma-

Hble NPOTMBOBOCNANUTENbHbIE CPEACTBA.

Mem6paHo3Hasa HedponaTus

MemGpaHo3Hast HePOMATUST YACTO SIBJSETCS MTPUIUHON
Hepornyeckoro cuHgpoma y B3pocJbix. Ona xapakre-
pusyetcs 1uddy3HbIM YTONIIEHUEM CTEHKU KAWL POB
KIy6oYKa 1M3-32 HAKOTUICHUST BJIOJb CyOIMUTETNATLHON
CTOPOHBI  Ha3aTbHON MeMOPAHBI AIEKTPOHHO-TIIIOTHOTO
BENIECTBA, cojiep:kariero komnoneHTs Ig, [30].

MeMmGpaHo3HY 0 HEGPONATHIO BBISIBJISIOT TIPH MHOTHX
CHCTEMHBIX 3a00JIEBAHUSIX U ATHOJOTHIECKUX (PAKTOPAX.
B atoM ciyuae memOGpaHo3Hast HepOMATHs SBJISAETCS
BTOpHuHOiT. Hanbosee BasKHBIMU 9THOIOTUYECKUMHE (hak-
TOPaMU SIBJISIIOTCS:

O sexapcmeennvle cpedcmea (MEHUTTMILTAMIHDI, Kall-
torpu, mpenapatsl 3os0ta, HIIBC). ¥ 1-7% na-
IIUEHTOB, CTPa/AIOIIUX PEeBMATOUJHBIM apTPUTOM
Y MPUHUMAIONINX TTEeHUIIMJIJIAMUAH WU TIpernaparhbl
3o0710Ta (B HACToOsIIee BPeMs JAHHbBIE Tpernaparbl
HA3HAYAIOT PE/IKO), Pa3BUBAETCS MeMOPaHO3HAs He-
¢pomarus. HIIBC moryT Takke ciipoBOIMpOBaTh
60J1e3Hb MUHUMAJIbHBIX U3MEHEHUI (CM. fajiee);

O 310Kauecmeentble ONYXoau, OCOOEHHO KaPIIMHOMBI
JIETKOTO, TOJICTOM KUTITKKA 1 MeJiaHoMa. [lo manHbiM
psilla MCCIAeOBAaHWH 3J7I0KauYeCTBEHHbBIE OIYXOJHN
BbIABISAIOT Y 5—10% GOJNbHBIX, CTPAJAIOLIMX MEM-
Opanosnoii nedponarueii [31];

O cucmemnas xpacuas eonruanxa. llpy CKB oxomno
10-15% riomepyIoHePUTOB SIBJSIOTCS MeMGpa-
HO3HBIMI;

0 ungexyuu (renatut B, renatut C, cuduimc, mmcTo-
COMO3, MaJISAPUA);

O Jpyeue aymoummyHHvle HAPYWEHUS, HATIPUMED TH-
PEOUUTBL.

B = 85% caryuaeB MmeMOpano3Has HepponaTus sBJseT-
CS UAMONATUYECKOH.

IMatorenes. MemGpaHosHass HedpoOIaTHI — 9TO XPO-
HUYeCKoe WMMYHOOTIOCpeioBanHoe 3abosneBanne. [lpu
BTOPUYHON MeMOpaHO3HOI HedpomaTuu WHOTAA B UM-
MYHHBIX KOMILIEKCAX MOKHO OOHApPYKUTh WHHUIIUUPY-
foruit arert. Harnpumep, /st MeMOpaHo3HOU Hedpora-
tun Ha (orne CKB TunmuHo oT/I0KEHHE KOMIJIEKCOB
ayroaHTureH—anturtesno. Cpeau aHTUTeHOB, BXOJSIUX B
COCTAB JICTIO3UTOB, BBISIBJISIOT 9K30T€HHbIE aHTUTEHBI (Ha-
npumep, supyc renaruta B, T. pallidum), sunoreHHbie He-
MOYEYHBIE AHTUTEHBI (HATIPUMEP, THPEOTTOOYJIMH) U 9H-
JIOTEHHbIEC TTOYEYHbIC AHTUTEHBI (HAIpUMep, Y HOBOPOXK-
JICHHBIX — HEUTPAJIbHYIO dHONENTH/Ia3y, OTI03HABAEMYIO
aHTUTENAMU  GepeMEHHON JKEHIUHBI, TTPOHUKAIOIIUMU
yepes TIAlleHTapHBIH Gapbep, a Y B3POCJBIX — PEIENTOP
ocdomumaser A2) [12].

XapakTrep HOBPEK/IEeHUN aHAJOTHYeH TaKOBBIM B 3KC-
NepuMeHTaIbHON Mojiesin HeppuTa XeliManHa, KOTOPBII
WHIYIUPYIOT aHTHUTEJIa K METaTMHOBOMY aHTUTCHHOMY
komiiekcy. /lo cux 1mop Heu3BeCTHO, IPUCYTCTBYET JIU
AHAJIOTUYHBIN AaHTUTEH [TPU UANOMATUIECKONH MeMOPaHO3-
HOIT Hedponatnm y Jojeil. BocmpunMYmBOCTb K pa3Bu-
tuio HepuTta XeliMaHHa Y KPBIC 1 MeMOPaHO3HOI He(hPO-
MaTUM y 4ejoBeka cBs3aHa ¢ jokycom MHC, kotopbiii
MOJKET BJIUATD HA TPOLYKIIMIO aHTUTE K He(hPUTOT€HHBIM
anTureHaM. TakuM 00pa3oM, MIMONATHYECKYI0 MeMOpa-
HO3HYI0 HedpomaThio, Kak u HehpuT XeliMaHHA, CIUTAIOT
AYTOMMMYHHBIM 3a00JIEBAaHUEM, CBSI3aHHBIM C T€HETHYE-
CKUMU U3MEHEHUSIMU 1 00YCIOBJIEHHBIM, 110 BCEW BEPOSIT-
HOCTH, aHTUTEJIAMU K TIOYCYHBIM ayTOAHTUTCHAM.

Kak crenka cocyzsa CTaHOBUTCS INPOHUIIAEMON TIpU
MeMOpaHo3HOH Hedponarnn? B kiaybouke KOJMYECTBO
HEATPOPUIOB, MOHOIIUTOB U TPOMOOIMTOB HEBEJIUKO, HO
MOCTOSTHHOE TIPUCYTCTBUE CUCTEMbBI KOMIIJIEMEHTA U pe-
3yJIBTAThl 9KCIEPUMEHTAIbHBIX UCCIEJOBAaHUN TTOKA3bI-
BaloOT TpsiMoe BiustHre Komiuiekca C5b—C9 na dhopmu-
poBanue MeMbGpaHoaTakytoIero kommiekca. Cunraercs,
uyro C5b—C9 akTUBUPYET ANUTETUATBHBIE 1 ME3AHTHAb-
HBIE KJIETKU KJIyOOUKa, [IPU 9TOM CTUMYJIUPYSI BbIIETCHITE
9TUMU KJIETKAaMU MPOTea3 U OKCUIAHTOB. B pesyibraTe
JAHHBIX TIPOIIECCOB MOBPEKIAETCS CTEHKA KAIMJIISPOB
U TIOBBINIAETCS €€ MPOHUIIAEMOCTD I OENKOB TIJIa3Mbl

[32].

Mopdonormua. Ha paHHMX cTagmsax 3ab6oneBaHns Kny6ou-
KW NPW CBETOBOM MUKPOCKOMUU BbITNSANAT HOPMaIbHbIMMU
MM Habnwpaercs paBHOMepHoe Anddy3HOe YyTosLe-
HUME CTeHKM Kanunnsapos kyy6ouka (puc. 20.12A). Mpwu
3/IeKTPOHHOM MWKPOCKOMUM OTMeYatoT yTojlieHue, oby-
C/IOBJIEHHOE HeperynspHbIMU MAOTHBIMU OTIOXKEHUAMU
MMMYHHbBIX KOMMAEKCOB MeXay 6a3asibHOM MemM6paHOm
M BbICTUNAIOLWMMKU €ee 3NUTeNIMaTIbHbIMU KeTKamu, npu
3TOM nocneAHue TepsioT CBOM MaJsible OTPOCTKMU (CcM. puc.
20.12b, T). bazanbHasi MemM6paHa, pacrnonarascb Mexay
3TUMM Aeno3ntaMu, opMUpyeT HeperyspHble Wunbl (3Tn
LWKMNbI Ny4ylle BCEro BM3yaNM3MpPyloTCs NMPU MMMperHaumm
cepebpom: 6aszanbHas Mem6paHa CTAaHOBMUTCS YEpPHOM, a
[eno3unTbl OCTAIOTCS HEOKPALLEHHbIMM). DTU LIKMbI YTONLLA-
1oTCs, POPMUPYIOT Kynosoo6pasHbie BbICTyMbl U B UTOre



