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O ITOPAJXEHHH TTOYEK IMPU MMEPUOOUYECKOM BOJIE3HHU

CoueraHHe NEePHOAHYECKO# GOJIE3HH C MopaKeHHeM I0YeK BIepBbie KOH-
cratupoBasn Mamy u Karrau [16]. B naneuefiem psig aBtopos [7, 3, 11, 22]
noATBepAM (akT HepponaTHH NpH 3ToH GoJae3HH (YacToTa MOparsKEeHHs IO-
yek cocraBaana 11—32%). Oxnako MHOrHe BOmpOCH natoreHesa Hedpoma-
THH H KJIHHHKO-MOD(OJIOrHdecKass xapakTepHCTHKa NMOPa’kKeHHsI II0YeK INpH
niepHOAHYECKOH 60JIE3HH OCTAIOTCS Hepa3peleHHBIMH-

Hacrosmas pa6Gora OCHOBaHa Ha H3y4YeHHH 272 GOJLHBIX IEPHOAHYE-
ckoit Gosesnbio. [Topaxenue noyexk (Hedponatus) ycranosaexo y 81 (29,7%)
6ONBLHOTO; MO THIY aMHJIOHAHOro Hedposa ¥ He)POTHYECKOTO CHHApOMA —
y 67, xponuueckoro Hepura — y 4. ¥ 10 6onbHEIX yCTaHOBJEeHA HeGOJbIIAS
(0,06—0,5%0) ¥ HecTo#ikas npoTenHypus. Kak BHAHO H3 NpHBEAEHHBIX HaH-
HBIX, OCHOBHOH ()OpMO# mopaKeHHsl MOYeK NMpH NMEepHOAHYEcKo# GoJIesHH sSB-
JIsleTCsl aMHJIOHIHBIA Hedpo3.

BosbHble 9TO# rpynnbl Mo BO3pacTy pacnpeieisuch CaefyiomumM o6pa-
3oM: ot 15 mo 20 ner — 17, 21—30 — 20, 31—40 — 18, 41—50 — 10, 51 u
Bhile — 2 6onbHbIX. CpepHui Bo3pacT GONBHEIX — 28 JIeT, Ha 3 roja HUXKe,
yeM y GOJIBHBIX MepHOAHYECKo# 6oesHbio 6es ocaoxuernn# (31 rox).

Cpokn pasBuTHA HepomaTHH C Hayaja NEpPHOAHIECKOH GOJe3HH pas-
JauuHb:oT 1 roxa mo 5 mer — B 34%, ot 6 10 10 et — B 28,6%, ot 10 u Goab-
me jer — B 36,0% cayuyaes. B3aumMocBA3H MeXAy NpPOMOKHTEIBHOCTHIO
nepHojguyeckod 60JIe3HH M Pa3BHTHEM TOPaXKEHHS NMOYEK He HabJ0xasoch.
HedponaTus yamie BOSHHKAET y MOJOABIX, 6OJEIOIIAX IE€PHOAHIECKOH 6o-
JIe3HBIO C HETCKOro BO3pacTa.

BonbHble ¢ aMHJIOHAHBIM He(PO3OM pacnpefessyIACh MO CTagusM CJe-
IylonuM obpasom: I (mpoTennypuueckas) — 29 GoapHbix; II (oTeuno-rumo-
nporennemMuyeckan) — 26; III (TepMuHanbHas Wam asoTemMuueckas) — 12
6GOJIBHBIX.

ITepexox B aMHJIOMAHBIA He(pO3 NPOHCXOAMT ABYMs NyTsmH: 1) yame
TNI0sIBJIEHHEM MAaCCHBHOX NMPOTEHHYPHH H OGLICTPHIM NpOrpeccHpoBaHueM 3a60-
JIeBaHHs; 2) pexxe — mosiBJeHHeM HeGoubwo# (or caexoB o 0,36 %) mpe-
XOMsILIEH NPOTEHHYpPHH, YCHIUBAIOWIEHCS BO BpeMs napoxcnsmoa C MeJJIeH-
HHIM IPOrpeCcCHpOBaHUEM 3a60J/IeBaHHA.

B I crapum yxe oTMeuaeTcs HEKOTOPOE YMEHbLIEHHE COAEpIKaHHS Gel-
KOB IJIa3Mbl KPOBH, B 9YaCTHOCTH 3a CYeT aJbOyMHHOB H 7-TJIOGYJHHOB, H
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yBelHuenne %-rao6yauHos. HaGmoaaercs Takxe HeGoJblIas ranepxoJjecre-
puHemus. OTeKH MOJHOCTBIO OTCYTCTBYIOT. IIpOAO/IIKATENLHOCTD NIEPBOH CTa-
Jiuu ot 3 o 5—12 Jer, B cpenHem 4 roxa.

Hacrynaenune II craguu Xapakrepusyercs BO3HHKHOBEHHEM OTeKOB,
ycusenueM npoTennypuu (B cpeaneM 7,2%o), runonpoTeHHEMHH (B cpemHeM
5,2 r%), pe3sKuM MOHHMKEHHEM COJAEp:KaHHA aJbGyMHHOB H Y-TJIOGYJHHOB H
Pe3KHM yBEJTHYEHHEM COJIepIKaHHs %-TI06YIHHOB-

Bo Bcex cayuasix npo6a BeHrospia oxasasach NOJIOXKHTENbHOH (OT
0 10 40% KpoBH CHyCTs Yac rnocJje BBeleHHs] KPaCKH KOHIopoT).

O6uiee KOJHYECTBO XOJIeCTEPHHA B KPOBH IPH NEpPHOAHYECKOA GOJIe3HH
Kose6asock oT 74 po 245 mrY%, (B cpemneM 177,5 Mr%), a mocje npHcoen-
HeHHsl aMHJIOHAHOrO Heposa HabJIORanach NPOrpeccHpyolas rHIepxoJe-
crepunemus — 90—472 mr% (B cpennem — 285 mr%).

[Ipo6a 3umuuuKoro, HaynHas ¢ I craguu, o6HapyXHBaeT NpH3HAKH He-
KOTOpO# IHIIOCTEHY pHH, YTO B AajbHEHIIeM NEePEXOJHT B PESKYIO H3OTHIOCTe-
Hypuio. C sToit ke crafuu Ha6GiiofaeTcss HEKOTOpOe IOHHXeHHe (HIbTpa-
IIHOHHOM M peabcopO6UHOHHON (YHKUHH NOYEK MO METOLY SHAOreHHOro Kpea-
tTHHHHA 1m0 PeGepry (®=35—56 ma/mMuH- npu Hopme 100—110 ma/mus.,
p=94—98% npu Hopme 98—99% ).

W3 9 ceKIUOHHBIX C/lyYaeB NMepHOAHYECKOH 60Je3sHH B TEepMHHAaJbHOH
cTafuu y 8 ycTaHOBJEH oOLIMi aMHJIOWA03 H aMHJIOHAHEIA He(po3 H TOJBKO
B OZHOM Cllyyae — XpOHHYECKHH He(puT. Bo Bcex ciyyasx HMeJOCh NOJHOE
COBNaJeHHEe KJHHHYECKHX H NaTOJIOroaHaTOMMYECKHX AHAarHo3oB. TakuM 06-
Pa3oM, NpU NepuHoAHYecKod 6oJiesHH OCHOBHOA (opMol mopaKeHHS IOYeK
AIBJISIETCS aMHJIOMAHBIA He(po3, YTO NOATBEPXKIAETCH CEKIHOHHBIMH JaHHbI-
MH psifia Apyrux asTopoB {17, 16, 12, 7, 21]. '

Amunouanpf Hepos npH nmepHOAMYECKOH GosesHH oOTIMYaercs Gosee
3710KaYeCTBEHHBIM TeYeHHEM, MEeHbIIeH BhIpaXKeHHOCTBIO OTeYHOro CHHAPO-
Ma, THIONDOTEHHEMHH H THIEpXOoJieCTepHHeMHH, 6oJibled BhIpaXKEHHOCTHIO
THIIepraMMariao6yIHHeMHH.

Hepenxo mnoueunas HepocratouHocTs (III cragus) Hactymaer cpasy
10cje NepBo# NpPOTEeHMHYpHYecKod, MHHYS HedpoTHueckyio (II cramuio).

OG6muii aMHIOHA03 NPH NEpHOAHYECKOH OoJIe3HH OTJAHYaercs oT Ga-
HaJbHOTO, 60Jlee H3YYEHHOrO0 BTOPMYHOIO, H T€M, YTO ILDH STOM OTCYTCTBYET
STHOJIOTHYECKHH IaTOMODP(]OJOrHIecKHH Cy6CTpaT, IPEeHMYyIECTBEHHO Mopa-
JKaeTcs cejle3eHKa, MOYKH H HAANOYEYHHKH, B HaHWMeHbIIed CTeNeHH — Ie-
4eHb, a CKeJIeTHAasi MyCKyJaTypa H cepAue o6HYHO He mopakaloTcs.

Psap aBropos (8] onucanu caydyan MakporeMaTypHH NPH IepPHOIHIECKOX
GonesHH, ofHAKO TakHe (PopMbl GOJIE3HH HAaJO HCKIIOYATH, TaK KaK Makpo-
reMaTypHsi BCerjla CBsi3aHa C NMOpaXkeHHEM apTepHH NOYEeK H yKashiBaeT Ha
aMHJIOHZI03 HJIH KOJIJIareHO3El, BOSHHKIIHE HA MOYBe NepHOAHYECcKOk G0JIesHH.

Ycrapesmue B3IVIsAbl Ha NAaTOreHe3 aMHJOHA03a, CBSSHIBAIOIIHE €ro
PasBHTHE TOJBKO C XPOHHYECKHM HarHOHTEJbHO-BOCHAJHTENbHEIMA NPONEC-
CaMH H pacnajoMm TKaHed, JesaloT MeXaHH3M DasBHTHS aMHJOHJ03a IpH Ie-
pHozHYecKok GosesHH HeoObsiCHHMBIM. IIpu mepHofuuecko# GOJIESHH MOJI-
HOCTBIO OTCYTCTBYIOT XDOHHYECKHE HArHOMTEJNbHO-BOCNAJHTENbHBIE, HHOEK-
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LIIHOHHBIE NIpOLeCChl H pacnazx TKaHeH, OJHAKO OHa ropasjo 4alle InepexoauT
B aMHJIOHZI03, YeM Bce 60JIe3HH 03HAYEHHOro Xapakrepa.

Pa3BHTHe aMHJOH03a NPH NEPHOAHYECKON GOJIE3HH MOXKHO CBA3aTh C
npepeHajbHBIM HapylieHnem GenKoBoro o6MeHa — HAKOIVIEHHEM B KDOBH
IJI0GY/IHHOB, B Y4CTHOCTH 7-IMOGY/HHOB, (MOPHHOreHa H IaparnpoTeHHOB,
KOTOpHIe B AajbHeilIeM OCeJaloT Ha IOMepyJspHOM (HILTPE H MOpaKaioT
GasanbHylo MeMGpaHy Kamnu/JspoB KiIyGOYKOB, BLI3bIBAsi &TJIOMEpYJIO-
He)po3», MPOTEHHYPHIO H JAPYrHe MPOSIBJIEHHS HE(PPOTHYECKOrO CHHAPOMA.

AHaJH3HpYs MCTOPHH GosiesHH GOJbHLIX nepHoAHYecKok GoJesnbio, I'en-
Jep ¥ coaBTophl [12] NPHXOAAT K 3aK/IOYEHHIO, YTO KakK IepHopuyeckas Go-
JIeaHb, TaK H CONYTCTBYIOLIHHA ef aMHJIOMJ03 SIBJSIOTCS CJEICTBHEM BPOXK-
JeHHOro Hapyluenuss GeakoBoro MeraGosusma. Ppengopd H coapropsl [15],
Topsuty # Ap. [13], o6HapykuBasi Gosbloe KojanyecTBO (uOpPHHOreHa H
MeHblle Y- I00yJIHHa B aMMJIOH/IC NPH NEpPHOAHYEcKo# GOJIe3HH, CYHTAIOT,
YTO aMHJIOHZO3 NpPH 9TOHK 60JIEBHH HEHMMYHHOrO reHe3a W 0GyCJOBJIEH, Kak
H nepHojHyecKas.60ae3Hb, BPOXKAEHHEIM HapyuieHHeM G6GenkoBoro merabo-
JIM3Ma, B YaCTHOCTH THnep-(hHOpHHOreHeMHes.

OpHako faHHasi KOHUENUHs He oObsicHAeT OypHOro pasBUTHSI MacCHB-
HO¥ NPOTEHHYPHH H HE(POTHYECKOro CHHApoMa B GOJBIUMHCTBE CJydyaeB
nepHoOAHYecKo# GOJIe3HH, NPH KOTOPOH [AMCIPOTEHMHEMHsI Tropasio ciabee
BbIpaXx<eHa, 4eM IpH KOJJareHo3ax, MHJOMHOH GoJIe3HH M ApPYrux 3abose-
BaHusaX- ONHAKO NpPH NepHOoAHYIEeCKO! GOJIe3HH aMHJIOH03 BO3HHKAET BO MHO-
ro pas yaiue, 9eM.IIpH O3HaYeHHLIX 3a6o/eBaHuAX. B3anuMocBs3u MexXay cre-
NeHbl0 HapylleHHus : 6eJKoBOro o6MeHa NpH NMepHOAHYECKOH OGOJe3HH U ee
OCJIOXKHEHHEeM — aMHJIOHAHBIM He()po30oM — He OTMeyaeTcs.

ITpu nmepHomuyeckod GOJNIE3HH MBI YCTAHOBHJIH DsZ BaKHLIX NOKasaTe-
Jiell HaJIHYus HalpsAXKEeHHOr0 HMMYHHTeTa M a/JIeprH3alud OpraHW3Ma: Ha-
KOIVIEHHE B KPOBH r IVIOOYJ/JIHHOB H aHTHTEN], IJa3MaTH3alLHs, apTPONATHS,
aJlJieprHYecKHe OTeKH, NapOKCH3Ma/IbHble: a/NIEpPTHYECKHE CEePO3HMTH H NMpOoY.

C noMolipi0 CHeNHaNbHO NMPHUTOTOBJAEHHOTO HAMH aMHJIOMAHOrO aHTH-
resa no merofy I'ac Mbl mocTaBuiu 92 peakuuy CBASHIBAHHA KOMIJIEMEHTa
(PCK) y 60JBHBIX C.aMHJIOHAHLIM HE(PO30OM NpPH NMEPHOAHYECKOH GOJE3HH H
Apyrux 3abosieBaHHSX, a Takxe B rpynne 3a6ojeBaHuii 6e3 aMHJIOHI03a.
OTH HCCIe[JOBaHHs, I0Ka3a/d, YTO NPH aMHJIOHAHOM He(dpo3e, He3aBHCHMO
OT XapakTepa NepBHYHOro 3a60J/ieBaHHs, B OpPraHW3Me BO3HHKAIOT CrenuH-
YecKHe TOJbKO AJI aMHJIOH03a ayTOaHTUTENA.

ITpuBenenHbie NaHHBIE NAIOT OCHOBaHHE NPEANOJaraTh, 4TO MOpaXKeHHE
OCHOBHOH MeMOpaHBI: KaNHJAASAPOB KAyOGOUKOB H PpasBHTHE He(POTHYECKOro
CHHAPOMA IpH TEePHOAHYECKOH GOJIE3HH CBS3aHBl C AKTHBHOM HMMMYHOJOTH-
YeCKOH peaKlHel aHTHIeH-aHTHTeO, a He TOJBKO C BRIEJIEHHEM [apanpo-
TEHHOB M ITaCCHBHOX nmpnnbrpauueﬁ KaK npepnojiaraer GOJBIIHHCTBO HC-
caefoBaTese.

Kiy60uku odnanalo'r no cpaanenmo C OCTaJbHOX NOYEYHOH TKaHBIO,
HaupuicIed (0kovw0; 20—40 pa3) aHTHreHHOM CIOCOGHOCTHIO, a O3HAYeHHAs
byskuus 6asanbHOi MeMOpaHB KanHAMsAPOB Kiay6oukoB B 20 pa3 akTHBHEe,
yeM KJy609KoB B, uesoM {4, 6].
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Paungs u Hau6oabluas JOKaJH3allHAd aMHJOHAA B OCHOBHOA MemGpaue
KanuaasApoB Kay6o4koB, 06/1aJaloluX CTOJNb BhICOKOH AHTHIEHHOH (yHKLH-
e, TOBOPHT B NMOJb3y HMMYHOJOTHYECKOTO MEXaHH3Ma OTJIOMKEHHs aMHJIOH-
/ia B 3THX y4YacTKax NpH aMHJOHAHOM Hedpose. -

Pan aBtopos [19, 20, 14, 5] ycTaHOBHJ JIOKa/JM3alUHi0 TaMMa-Tao6y/H-
‘HOB M KOMIIJIEKCOB aHTHI€H-aHTHTEJO B aKTHBHRIX y4acTKaX IOpaKeHHd
KJIyGOYKOB NPH NOYEUHOM aMHIOHAO3E.

HCTOXHMHYECKHe HCCJeNOBaHus, npoBeleHHble HaMHd y 110 >XHBOTHBIX
(MBILIK ¥ KpPBICHI) MpPH 3KCIEPHMEHTAaJbHOM (Ka3eHHAaTHOM) aMHJIOHIO3e,
KaK W JaHHble psifa APYTHX aBTOPOB, NOKa3biBaIOT, YTO BhIMAJEHHIO aMHJIOH-
Jla B KAy6o4kax NpealecTByloT riay6okne H3MEHEHHSI HX OCHOBHON MeMOpa-
Hbl («CHMITOM NpPOBOJIOYHLIX IETeJb», HaKONJIEHHE KHCJBIX MyKOIOJHCaxa-
PHIOB H IpOY.), TpaHCHOpMaLHs KJIETOYHHIX CTPYKTYP KJIyGOYKOB C NOSB-
JieHHeM NHPOHHHOQHAbHBIX PAS—NOJOXHTENBHBIX NJa3sMaTHYECKHX KJe-
TOK, KOTOpble aKTHBHO y4acTBYIOT B CHHTe3e aHTHTen H amuiouzaa [1, 10].
Mo3KHO TaK»Ke AOMYCTHTb, YTO NpPH aMHJOHAO3€ Pa3BHTHE He(PPOTHYECKOro
CHHJpPOMa CBfI3aHO C INEPBHYHBIM NMOpaX{€HHEM KanHJJIAPOB KJIyGOYKOB, KO-
TOpble B JaJbHEHNIeM NPOAYLUHPYIOT CrieH(pHYeCKHe NPOTHBONOYEYHEIE ayTo-
aHTHTeJNa H BelyT K ayTOHMMYHHOMY NOPa)KEHHIO KanHJIApPOB KiyGOuKoB,
Kak npu 6aHaJbLHOM IJIOMEpYJIOHe(]pHTE.

BecbMa BO3MOXKHO, 4TO COYeTaHHE aMHJIOHAHOTO Hedposa C JIHIOHIHBIM
1 He()pHTOM NpH NEPHOAHYECKOH OOJIE3HH CBSI3aHO C TEM, YTO HCXOXHBIC
MOp(OJIOTHYECKHEe H3MEHEHHA NPH 060HX 3a00JE€BaHUAX €NHHBl H CBOXSTCA
K ayToa/sIeprHYecKoMy MopakeHHi0 6a3aibHbIX MeMOpaH KIyGOuYKOBBEIX Ka-
NHJSPOB U MOBBILIEHAIO IOPO3HOCTH TJIOMEPYJISPHOro (uabTpa. JlHarHoCTH-
YeCKHe 3aTPy/IHEHHs NPH ONpeJeJeHHH XapaKTepa NopaX{eHHs TOYeK IpH Ie-
pHOAHYeCcKOX 60JIe3HH MOXHO OOBACHHTb TEM XKe. :

Kadenpa rocnutaabHOH Tepanu#
EpeBaHCKOro MEIHUHHCKOrO HHCTHTYTA [Mocrynano 25/V 1970 r.

U. U. U34U930%, 9. U. SbP-QURULMSLY, k. 2. ¥PPINPELY, b. 2. SNRSARURSBLY,
4. 2. ULPULBUY, 2. A, RUADMRDUPSDY

N0.LRBPULTY ZPUULUHNTRR3UL FUUTLLY bPPYLULLPP BhSULULLTUY
ULUbY
Udthnthnood

Neundiwufpdby bY  wpupphpolwh SpfwhigmPiuwdp wwnwmyny 272 Lf-
Juwlinhbp, npnghy 81~f Jnwn (29,7% ) Swymbimphpdby  bpplwdibpf wponw-
Swpnul® bpulghy 67-p dnn (24,6%) wihfynppugpti GhPpngh, 4-p S
(1,9% ) feprifiljulju Lh$ppunf dlmi], puly 10-f Snwm (3,3% ) Swpnlimphmiby £
my dhé vuypnwd pgmfinde 2bpddwh bufuplplwd 9 Swlmgmdihphy 8~f dnun
Swpmbwmpbpdby b plgfwhng widfynfigng ne wilfynfpught GhPpng bpgphi sfime-
(rud b gty Thlpfe Sren® fupndfolpu luf LbhPpfmn:

Yusin s pief e & bt frlyralynt, (upnpunnp b fdndingngfi g Sbhwmwgnumn-
Rynditihpp Swumwmnul b, np uhPpnnfly uphigpndf b bpplpudubph wilfynfpngf
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wnmgugnulp wwppbpulwh Spifwligmfyuli  dwdwhwly fwyuwd b ny of gl
pfruypmnbpingp, wylk whepe pdadimgnghwlut ypnghuf §hbn:

Uy Swumwmbpne Swdwp  oguugnpdiby b bwh  Suwmnd) wpunpuunfwd
wlhunpahlf dpgngny qpfwd qodvbdbimp fuydwl nhwlghw (PCK):
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