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NEPHROTIC SYNDROME IN THE FRAMES OF POLYCYSTIC KIDNEY
DISEASE: DESCRIPTION OF TWO CASES

'Kadenpa yponorum n Hedbponoruv 6enopycckoin MeamumMHCKon akaaemMmmn NnocneamnioMmHoro o6pasosaHms, 2fopoackoe KnH1MYeckoe naTto-
fioroaHatomMmu4yeckoe 6topo, *oTaeneHve Hedbponornm 1-in ropoackon KNMHMYecKom 6onbHULEI, T. MuHcK, Benopyccus

PEDEPAT

MpencTaBneHbl ABa cnyyas passuTus HePpPOTUHECKOro CUHAPOMA Y MAaUMEHTOK, CTPAAAIOLLMX aYyTOCOMHO-A0MUHAHTHBIM MOAN-
KMCTO30M noyek. Mpn Heppobroncusax Obn ycTaHoBNEHbI MOpPdOornyeckne auarHo3sl: IgA-Hedponatnm n MeEMO6PaHO3HOM
HedponaTun. M301MPOBAHHOE HA3HAYEHWE MHIMOUTOPA aHrMOTEH3UH-NPEBPaLLatoLLero GepMeHTa HE NMPUBENO K CHUXEHNIO
NPOTENHYPUIN, OAHAKO ero KOMOMHMPOBaHME C METUNNPEOHN30IOHOM M UMTOCTaTMKaMM1 B TEHEHME Pa3SINyHbIX CPOKOB NO3BOSM-
110 LOCTOBEPHO YMEHbLUUTbL NMPOTEVHYPUIO U AOOUTLCS CTabUNn3aLmm nodeyHomn GyHKLMK. Hawm cnyyam nokasanu Lenecoob-
Pa3HOCTb BbINOJIHEHNSI HePOOMONCUKN y 6ONbHbBIX C MOSIMKMCTO30M MoYek 1 HePPOTUHECKMM CUHOPOMOM C LiESbIO ONpeneneHns
JanbHenLwen TakTUKN neveHns n npodunakTUKy NPorpeccmpoBaHms MOYEYHOM HeAOCTaTO4HOCTU.

KnioueBble cnoBa: HeppPOTUHECKNI CUHOPOM, 8yTOCOMHO-A0MUHAHTHbIV MOANKUCTO3 NOYEK, IOKOKOPTUKOWAbI, LUTOCTaTUKK,
IgA-HedponaTtus, MembpaHo3Has HedponaTus.

ABSTRACT

Two cases of nephrotic syndrome in patients suffering from autosomaldominant polycystic kidney disease is
described. During nephrobiopsy were the following morphological diagnoses were stated: IgA-nephropathy and membranous
nephropathy. Isolated appointment of ACE inhibitor did not lead to a reduction in proteinuria, but its combination with methyl-
prednisolone and cytotoxic drugs for different periods allowed significantly reduce proteinuria and stabilize renal
function. Our cases showed the appropriateness of the nephrobiopsy in patients with polycystic kidney disease and
nephrotic syndrome in order to determine further management treatment and prevention of progression of renal failure.

Key words: nephrotic syndrome, autosomal dominant polycystic kidney disease, glucocorticoids, cytostatics,

IgA-nephropathy, membranous nephropathy.

BBEAEHUE

AyTOCOMHO-TOMHHAHTHBIM MOAUKUCTO3 MOYEK
(AAIIKIT) — maciencTBeHHOE 3a00JIEBaHHUE MTOYCK C
pacnpoctpaneHHoctbio 1:700 — 1:1000 yenoBek, xa-
PpaKTepU3yIOLIEeCs] MPOrPECCUBHBIM JIBYCTOPOHHUM
(hopMupOBaHNEM KUCT B TOYEYHOMN MMTApEHXUME, KOTO-
pO€ BEIET K pa3BUTHIO XPOHUUYECKOI MOYEUHON HEJ0-
cratouynocTH (XIIH) [1]. OqHUM U3 CHUMIITOMOB 3TO-
ro 3a00JIeBaHuUs ABISETCS yMEepeHHast IPOTEHHY PHA,
KOTOpast PeIKO AOCTHUTAeT HE(POTUIECKOTO YPOBHS [2,
3]. Cpenu onucaHHBIX COMYTCTBYIOLIMX TUCTOIOTHYEC-
kux w3MeHeHnd y marmueHToB ¢ AJIITKIT manGomee
YacTBIM SABJSETCS (hOKATHHO-CETMEHTAPHBIN TIIOMe-
Komuccapos K.C., 220116, benapycs, MuHck, yn. Anuberosa 18 —
12, benopycckast MeAUIUHCKAs aKaJeMuUs TTOCIEAUITIOMHOTO 00pa3o-
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pynockiepo3 (PCI'C) [4]. OcHOBHBIMY KITHHUYE CKH-
mu oTiinyusiMu BropuyHoro ®CI'C ot uanonaTuyec-
KOTO OyIyT SIBIATHCS Oollee HU3KHU YPOBEHD POTEH-
HYPHH, HOPMAJLHBIN YPOBEHB allbOyMHUHA KPOBH U He-
BBIpa)XCHHBIE OTEKH, TOT/Ia KaK ISl HINOTTaTHIECKOTO
OCI'C Oyner xapakTepHa THITHYHAS KapTHHA pa3Bep-
HYTOTO HE(hPOTHUECKOTO CHHIpOMA [5].

B cBoeM coo011IeHuN MBI TTpeICTaBIIsIEM /1Ba KITH-
HIYeckuX ciydas codetanus A AITKIT u mvedpoTmdec-
koro cuaapoma (HC), rucronornuecknMu npuanHa-
MU KOTOpOTO siBHIHCE [gA-Hedpomnarns n meMOpaHo3-
Has Hedpomatus (MH).

Cayuaii 1. bonenas A., 1970 rp., noctynuina B otaene-
Hue Hedposoruu B despane 2009 r. ¢ xxanobamu Ha OTEKH
HW)KHUX KOHEYHOCTEH, 00IIyt0 ¢1aboCTh, MOBBIIICHUE TEM-
nepatypsl Tena g0 37,2 °C. Cuuraer cebs 60IbHON OKOJIO
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Puc. 1 A. B rnomepynax nponudepaumns Me3aHrmanbHbIX KIeTOK
C pacluMpeHneM MaTpUKCca, y4acTku CerMeHTapHOro ckieposa.

(maccoH+Tpuxpom x 200).

Puc. 2 A. B knyboykax — yTonweHve 6asdanbHbeix MembpaH, 6e3
CyLLecTBeHHOM runepknetTodHocTn (PAS x 200)

3

Puc. 2 B. CBeuyeHune MenkorpaHynsipHoe no 6asanbHbiM MemM0-
paHam rnomepyn (MnmmyHodnopecueHumns ¢ C3 x 400)

Puc. 1 B. 3HaunTenbHblie OTNOXeEHUS IgA B 30HaxX
Me3aHrnsa 1 napamMmesaHrnansHo (MMMyHobNopec-
ueHums c IgA x 400)

Puc. 2 b. MenkoTo4ye4dHoe ceeveHune IgG Boonb 6asasnb-
HbIX MeMOpaH kNy6o4YKkoB (MMMYHODNIIOOPECLEHLNS C
1gG x 400)

1 Mecsia, Koraa Mocie NepeoxaKAeHUs MOSBUINCH BhILIe-
ykazaHHble xano0bl. Habmonaercs ¢ 1993 r. no nosoay
AJITIKII, cemeitnblii anHaMHe3 — pOAHAs cecTpa CTPaAaeT Mo-
JIMKKACTO30M TIo4ueK. [IpH MOCTYINICHUH COCTOSIHUE CpeIHei
TsokecTr. Temneparypa tena 36,9 °C. KoxHbie TOKpOBbI O11e/1-
HbIE, OTMEUAIOTCS OTEKH HYDKHHX KOHEUHOCTEH N0 cpemHei
TpeTu roneHeld. TOHBI cepAna MPUTIYLIEHbI, PUTMUYHEIE,
yacrtoTa cepreuHbix cokpaumenuit (UCC) 74 yn/muH, aprepu-
anbHoe aaeneHue (AJl) 140/90 mm pt. ct. dKuBoT Msrkui,
6e300se3HeHHbIH pu nanbnauuu. [Touku yepes nepeaHIow0
OpIOIIHYIO CTEHKY He ManbnupyroTcs. CUMITOM MOKOIAdH-
BaHMA CIIA0OMONIOXKUTENBHBIA ¢ 00enx crtopoH. Juypes 1o
1,5 n/cyt. B obuiem aHanu3e KpoBHW BbIsSBICHA aHemus (re-
Moro6uu 80 1/, spurpountsl 3,22x10'2), nefikouuThl
5,9x10°, Tpomboruter 183x10', COD — 32 mm/4. B 6uoxu-
MHYECKOM aHallu3e ChIBOPOTKM KPOBHU: INTHOKO3a 5,16 MMoIb/
1; MoueBWHA 3,6 MMoJb/J, kpeatuHuH 0,06 MMOJIB/JT; Mode-
Bast kucnota 0,37 MMoub/n; xonectepuH 8,2 MMOJIB/IT; 00-
i 6enok 40 1/n; ansbymuH 55,5%, ACAT 27, AJIAT 21,
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ceIBOpoTOUHOE *kene30 3,3; C-peaktuBHbIi Oenok (L[PB) or-
puuarenbHbd. KnvpeHc sHAOTeHHOro KpeaTMHWHA COCTaB-
astiet 89,3 mu/muH. CyTouHas nporeunypus 5,7 . OTHocu-
TeJbHAS MJIOTHOCTH MOuH HU3Kast 1007, MoueBoif 0cagok CKya-
HbIH — Oenok 3,22 r/n, nedkouuTsl 5—7 B 1oOJe 3peHHUs,
sputpounthl 2-3, 6akTepuii HeT. UMMyHoOJOTHYEeCKHE HC-
cinenoBanus Oe3 narosorun: ANA nu ANCA — orpuuarens-
Hble, LE-kieTkn He oOHapykeHbl. MapKkepbl BUPYCHBIX Te-
natutoB B u C orpunarenshbie. [Ipu ynbTpa3ByKOBOM HC-
cJeoBaHUM MOYKM paBHOBenWKH 130 — 62 MM, mapeHxnMma
MOBBIMICHHOW HXOT€HHOCTH 10 16 MM ¢ MHOXECTBOM KHCT
ot 20 no 25 MM B auametpe. C 1eNbl0 CHIKEHUS TPOTEUHY-
pyH ObIT HA3HAYCH WHITMOMTOP aHTMOTEH3WHIPEeBpaIlarolie-
ro pepmenTa (MATID) snananpun B 1o3e 20 Mr/CyT U Junu-
pugamon B go3e 150 mr/cyT. B Teuenue 1 mec nporenHypus
ObuTa B mpezienax 5 r/cyT, coxpaHsuics HepPOTUUYECKHIA CHH-
JIpOM, OTMEYEHa IUI0Xas MEePeHOCUMOCTh Tepanuu, CHUXKe-
Hue naBieHus Hke 90/60 MM pT. CT., 1032 3Hananpuia Oblia
cHIKeHa 110 5 mr/cyT. Uepes 2 mec BBUAY OTCYTCTBHS 3(-
¢dexTa oT nedeHust ObUIa BBHINIOJHEHA MyHKLUMOHHAs 4pec-
koxxHast HeppoOuornicus (puc. 1, A, b). [Tocie ycranosieHus
nmuarHo3a [gA-Hedponaruu Oblila Ha3HAUCHA MATOTEHETHYEC-
Kasi Teparnusi: MEeTWINPEIHU30JIOH B 03¢ 0,5T/Kr B CyTKH (B
MaKCUMalIbHOW J103¢ 36 MI/CYT) B TeUeHHE 3 MeC C MocTe-
MEHHBIM CHIKEHHEM 103kl 10 4 mr/cyT. Uepe3 6 mec mpuem
KOpTHKOCTepoua OblT mpekpaiieH. [IpoTennypust CHu3Mmach
1o 0,8 r/cyT, oTMeueHO yBenrueHue o0uiero 6enka KpoBH J10
60 /1, OTEeKH MOJHOCTBIO Nponutd, AJl CTaOMIU3UPOBATIOCH
Ha ypoBHe 110/70 MM pT. cT., modyeuHast pyHKIMsI OCTaeTcst
COXPaHHOM, KIIMPEHC M0 KPEaTMHUHY 78 MII/MHH.

Cayuaii 2. bonbnas K., 1973 r.p., okono 10 et Habnrona-
etca amOynaropHo no nosogy AJIIIKIL. Vxyamenue camo-
qyBCTBHS B TeueHue 2 Hea. [loctynmna B cranmonap ¢ xano-
6aMy Ha OTEKM HM)KHUX KOHEUHOCTEH, JIMla, YBEeJIMYeHHE B
pa3Mepax kuBoTa, Temreparypy ao 38 °C. B anamuese: moc-
ne 6epeMeHHOCTH B TedeHue S5 net nossimaerces AJl no 150/
100 mm prt. cT. [Ipr OOBEKTUBHOM OCMOTpPE — KOXKHBIE T10-
KpOBBI YHCTBbIE, OTMEYAETCs OTEK BEK, NMEpeJHeil CTeHKH
KMBOTa ¥ HWKHUX KOHeYHOCTeH. TOHBI cepaua mpuriyme-
Hel, putMuuHble, YCC 90 B 1 mun, AJ] 135/90 MM pT. CT.
JKuBOT MArKHMii, yBeNIUYEH 3a c4eT CBOOOIHOM KUIAKOCTH W
YBEIUYEHHbIX 1movyek. CHMIITOM MOKOJauYMBaHusl ci1aborio-
JIOKUTENbHBIA ¢ 00eux cropoH. CyTouHsldi auypes mo 700
Mi/cyT. JlaHHbIE J1a00paTOPHBIX HCCIIEJOBAHUN BBISIBUIIN
yckopennoe COD 34 mm/u, sputporutsr 4,23x10'2, remor-
no6uH 128 r/n, nefikorutsl 5,7x10% neiikonurapHas Gpopmy-
na 6e3 ocobennocteit. CyTouHas MPOTEUHYPUS COCTaBUIIA
11 . B o0mem aHanm3e MOYM — OTHOCHTENbHAS TUIOTHOCTh
1013, 6enok 7,22 r/n, aputpouutsl 25-30 B nojie 3peHusl, Jeii-
KOLUTBI 5—7 B 10JI€ 3peHMs, THaTMHOBBIE IMHAPbI 0-1. bro-
XUMHUYECKOE MCCIIeIOBAaHNE CHIBOPOTKH KPOBH — TITIOKO3a 5,7
MMOJIb/JT; MoueBUHA 6,4 MMonb/it; kpeaTrHuH 0,079 MMois/
1; obwmmit 6enok 48 r/n, obmuit xonecrepud 11,4 MMoOIb/.
KnupeHc snporenHoro kpeatuHuHa 74 mia/muH. ANA, pes-
MaTouaHbId (akrop, LE-kietku otpunarensheie. [To naH-
HBIM YJIBTpPa3BYKOBOro ucciienoBanus cepaua (Y3U) BwisiB-
JIeH TPOMOOIHIOKAPIUT a0PTAIBHOTO KJIalaHa, CUCTOINYec-
kKass QyHKUUs coxpaHeHa ((¢ppakuus BbIOpoca JeBOro
xenmynouka 58%). PeHTreHomorndeckas KapTuHa JErkux u
cepaua 6e3 ocobennocteil. IIpu Y3M obGHapyxkeHO, 4TO
nouku 170-50 MM, KOHTYpBI HEPOBHBIE, B TAPEHXUME KPYTI-
HbIe KUCTHI 110 50—-60 MM 1 cneBa o 25-30 MM B 1uaMertpe.
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B OpromHoii moiocTr cBOOOIHAS KUIKOCTh. [leueHb u cene-
3eHKa 0e3 ocoOeHHocTel. HazHaueHHass cuMnToMarnyeckas
tepanusi HATI®D, HU3KOMOJICKYJISIPHBIM TeapUHOM TTOJIKOXK-
HO, aHTUOMOTHUKAMH HE MPHUBENTH K YIYUIISHHIO CaMOYyB-
CTBUsI. YUHUTBIBasi BBIPAKEHHBIN HEQPOTHUSCKUI CHHAPOM
C LENbI0 ONPe/IeNIeHNs] TAKTUKY JallbHEHIIero JeyeHusl, Oblia
BBIMTOJTHEHA YPEeCKOXKHass MyHKIMOHHAs He(hpoOuomcus
(puc. 2, A, b, B). [IpunumMas Bo BHUMaHUE HaIUuue MeMO-
paHo3HON Hedponartuu, ObUT HA3HAYEH METWIIMPEIHU3O0IOH
B MaKCHMAJIbHOM 7103€ 24 MI/CyT W TIPOBEACHO 3 MyJbca IMK-
nopocdana B 103e 600 Mr oJMH pa3 B MecsL, YTO MPUBEIO K
CHIDKEHUIO MPOTEMHYPUH 10 | I/CYTKH, NCUE3HOBEHHUIO ac-
[UTa U YMEHBIICHUIO OTEKOB HW)KHHUX KoHewHocTel. Coxpa-
HsJlach TUMonpoTrenHeMus (oOwmui 6enok 45 /1), KIMpeHe
10 KpeaTUHUHY B Ipenenax 68 mi/mMuH, koHTpois Y3U cep-
Jlla OTMETHJ yMeHbIleHus Beretaunii. A/l cHu3mmoces 10
120/80 mm pr. cT.

OBCYXAEHME

[ToTepst 6emka ¢ MOYOM 110 2 T B CYTKH, HapsAIy C
reMatypuell u TOBBIIIEHHBIM apTepHaIbHBIM JaBlie-
HUEM, SIBIISIETCS YacTO BCTPEYAIOIIMMCS KIMHUKO-JIa-
6oparopabM cumnromom AJITIKII [6]. PactipocTpa-
HEHHOCTH ITPOTEHHYPHUH Y MAIeHTOB 6€3 HapyIIeHus
dhyHKIAH oYek, mo qaHHeM AB.Chapman u coasr.,,
koneonercs ot 14 no 34% wu mocturaer 80% y 60b-
HbIX ¢ npuzHakamMu XITH [2]. TTosisaenne HC nis aToit
KaTeropyuy MalrueHTOB HeXapaKTepHO U MOXKET OBITh
CUMITOMOM APYTOTO HAaKIAJBIBAIOIIETOCS TIOMEpY-
nsipHOTO 3a00NeBanus [2, 3].

Bnepsrie B 1957 1. O.Z. Dalgaard omcan tpu ciny-
Yast MPOTENHY PN HEPPOTUIECKOTO YPOBHS Y TAllAeH-
toB ¢ AJIIIKII, omHako HePOOHOTICHS STUM TTalleH-
TaM He BBIOJTHIACH [6]. [1epBrIif caydaiit Mopdosto-
ruyeckn moxaTtBepxaenHoro HC B pamkax
MUHUMAITBEHBIX MOP(OJIOTTIeCKNX N3MEHEHUH Y TTaIfi-
enta ¢ AJIIIKII 6pur omyonukoBan B 1972 1. [7]. B
1995 1. G. Contreras 1 coaBT. MpoaHaIM3UPOBAIH JaH-
Hble nutepatypsl, kacatromuecs HC u AJIIIKII, u mo-
Ka3ali, 9TO 3TO COYeTaHne OBII0 onrcano y 14 nmamm-
entoB [3]. CymmupoBaB manuble T. Hiura u coasr,,
MOJy4YeHHBIE B SIMIOHMH, CO CITydaeM, ONTMCaHHBIM 103~
»ke R.K. Wan u coaBT. 1 HalunMMu HaOMIOAEHUSIMH, MBI
pACUTUPHIIA PETUCTP, KOTOPHIH BKJIIOUMI B cebs 24
narenTa (tabnuma) 3, 8, 9].

B tabmuiie otMedeHo, 4To, HECMOTPS Ha OTHOCH-
TeJbHBIE POTHBOTIOKA3aHSI 111 OMOTICHH TTPH TIOJTH-
KHCTO3€ MOYEK, Y 7 U3 24 MalMeHTOB, BKIKOYAas HAIIN
CiTydau, oHa Obli1a BBITTOJTHEHA YPECKOKHBIM METO/IOM,
y OCTaBIIMXCS OOJNBHBIX MOYeYHas! TKaHb ObLIa MOITY-
YeHa OTKPBITHIM XUPYPTrUYECKIM METOIOM HIIH C T10-
MOIIIBIO JTarapoCKONHH. Bo3pacT marmeHToB HaXowII-
¢ B nuamnasone oT 14 go 70 met, n3 HUX 11 KeHIIWH 1
13 MyxunH. [To maHHBEIM MOP()OJOTHIECKUX HCCIIe-
JoBaHM, HanOos1ee yacToi mprauHoit HC 6p1mn @CI'C
1 HepomnaThs ¢ MUHIMATLHBIMU n3MeHeHnsMU (MU):
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Yucno knuHnyeckux cny4vaeB covyetanua AANKIM n HedppoTmnyeckoro cuHgpoma,
noAaTBEepPXAEHHOro Mopgdonoruyecku

Ne ABTOp Bos- Mon| AnbbymuH | CCr (mn/muH)/| Np/Y | MeTton Mopdosnoru- Ncxon

cnyyasi| HabnogeHus | pacT(ner) kpoBwu (r/n)| Cr (monb/n) (r/cyT)| 6Guoncun |yeckmiiamarHos

1 Contreras 65 X 37 47 5,8 (0] dCrc CCr 38 mn/mMuH

2 Murphy 44 M 34 Cr0,88 7 (0] dCrc IO yepe3 32 mec

3 Montoyo 35 M 24 22 14 O dCrc I’ 4epe3 3 mec

4 Dionisio 58 M H/Y CHUXEH 8 (0] dCrc IO, yepes 6 net

5 Maeshima 23 M 22 Cr0,43 17 n dCrc 'K, ctabuneH

6 Kida 34 M H/Y 32 53 (0] MK K, UC, Mp/Y < 1 r/cyt

7 Nakahama 14 M 17 114 23 n MK 'K, Mp/Y < 300 mr/cyT

8 Kuroki 18 X 34 64 54 O MU 'K, UC, pemuccus

9 Nishimura 62 M 27,9 Cr0,10 7.4 (6] MU 'K, pemuccus

10 Kurosu 50 XK 15 104,8 6,8 (0] MN 'K, pemuccus

11 Abe 55 XK 30 103 7,7 (0] MH H/Y

12 Shikata 53 XK 22 56 6 (0] MH H/Y

13 Oguro 24 M 18 77 4,6 n MH 'K, Mp/Y 2,6 r/cyT

14 Panisello 19 XK 44 Cr0,55 4,2 (0] IgA-H Cr0,813

15 Hiura 70 M 22 31,5 5,76 (0] IgA-H 'K, CCr 40,9 mn/MuH,
Mp/Y 0,08 r/cyT4/35 net

16 Licina 69 XK H/Y Cr0,44 3+ (0] n/nrH KF, UC, Cr 0,212
yepes 3 mec

17 Hariharan 44 M 25 Cr0,114 11 n OH I yepes 1 rog,

18 Villar 25 M 27 Cr 0,486 12 (0] MMOrH nA vepes 10 mec

19 Villar 28 M H/Y Cr0,50 47 0} N/wmrH NAa yepes 1 rop

20 Mizutani 50 X H/Y 59 4 (0] Amunoungos |H/Y

21 Okubo 51 M H/Y Cr0,32 6,3 (0] Man rH H/Y

22 Wan 49 X 27 40 6,4r/n| N JIH (5 knacc) |TK, UC, CCr 33,4
MJ1/MUH 4yepes 2 Mec

23 Cnyyan 1 39 X 28 89,3 57 n IgA-H 'K, yepes 1 rog, MNp/Y
0,7 r/cyt, CCr 78 mn/MuH

24 Cnyvaii 2 36 X 30 73,9 11,3 n MH K, LIC, yepe3 3 mec
Mp/Y 1r/cyt, CCr 70 Mn/MuyH

MpumevaHune. H/Y — He yTouHeH; CCr — knupeHc kpeaTuHuHa; Cr — kpeaTUHUH CbIBOPOTKM KpoBu; Mp/Y — npotennHypus; O —
oTKpbITas onepaums; M — NyHKUMOHHAsS YpeckoxHasa Hedpobuoncus; GCIC - dpokanbHO-CerMeHTapHsblii Fomepynockiepos; M
— MUHUMAabHbIE MOpdonoruyeckne nameHenns; MH — membpaHosHas Hedponatus; IgA-H — IgA-HedponaTus; M/ TH - rnome-
pynoHedput ¢ nonynyHuamu; AH — onabetnyeckasa HepponaTtusa; MMMH — Mmem6paHO3HO-NponMdepaTUBHLIA rMomMepynoHed-
puT; M/n TH — noCTUHPEKUNOHHBIN rnomMmepynoHedpuT; M3MTMH — me3aHrnonponndepaTuBHbI rnomepynoHedpuT; JIH -
nonyc-rnomepynoHedput; I — remoananus; MO — neputoHeanbHbit ananna; MK — rmokokopTukonasl; LLC — umMtoToKCaH.

OHU OBLITH BBISIBIICHBI B paBHOM OTHOIIeHNH y 10 ma-
LHUEHTOB. Y 4YeThIpeX, ¢ y4eTOM Hallero HalOmrome-
Husl, Obina BeisiBieHa MH. IgA-Hedponarust BcTpe-
THJach, BKIIOYAs U Hall ciaydvail, y 3 6onbHbIX. Onu-
caHo 2 ciaydas aMHJIONJ03a MOYeK M MO0 OZHOMY
cllyyaro rioMepyinoHedpuTa ¢ moaynyHHsIMH, Trade-
THUYECKOTO IIIOMEPYJIOCKIIep03a, MEMOPaHO3HO-TIPOJITH-
(epaTrBHOTO IIIOMepyIOHEe()PUTA, OCTPOTO MOCTCTPEI-
TOKKOBOTO ¥ ME3aHTHOPOIU(EPaTUBHOTO TIIOMEPYII0-
Hedpura [3, 8, 9].

AHanm3 KIMHIYECKHUX CIyYaeB MpUBeN Hac K MHe-
HHIO, KOTOPOE comiacyercs ¢ nmpeanonoxenuem J.L.
Olson u coasT. 0 ToMm, uT0 @CI'C MOXKET ABIATHCH
THCTOJIOTHYECKUM MPOSIBICHUEM BHY TPUKITYO0YKOBOM
rUNepUIBTPALK HePPOHOB, OCTABIIUXCS (DYHKIHO-
HUPYIOIIUMH, HAPS/Ty ¢ TOTMOLIMMHU B pe3ynbTaTe JJ1-
TEJNBbHOW KOMITPECCHUH NAapEHXUMBI [TOYEK YBEITHYNBa-
romumucsa kuctamu [11]. JlokazarelbCTBOM STOMY
MOXKET CIYy>)KMTh dKCIEpUMeHTalbHas pabora B.M.
Brenner, monyuuBiiero cxoxxue Mop(onornyeckue
W3MEHEHHS B 3I0POBBIX MTOYKaX MOCie CyOTOTaIbHOM

HEPPIKTOMHUH, KOTOPBIE COMPOBOXKIATUCH YMEPEHHOM
nportennypueii [12]. Takum obpazom, nossnenre HC
y manuenTtoB ¢ AJIIIKII gomxHO paccmaTpuBaThCs
KaK BO3MOJKHOCTb HallMuusi BTOPOTO HE3aBUCHMOTO
3a0oneBaHus MOoYeK, KOTOpoe OyleT YCKOpsTh pa3Bu-
THE MOYEYHO! HEAOCTaTOYHOCTH, €CITM HE Ha3HAYATh
crenn(puIecKoro NaToreHeTHYeCKOro JeYeHHsI.
Coueranue [gA-nepponaruu ¢ AAIKII, npexne
OIMCaHHOE B IBYX CIIy4asiX, XapaKTepru3yeTcs INIOXHUM
nporuo3om. HebmnaronpusitHoe Teuenue [gA-uedpo-
NaThH ¢ OBICTPONPOTPECCUPYIOIIEM CHUKEHHEM (QYH-
Kuuy mnoyek omnucado J.M. Panisselo u coasr., Torga
kak T. Hiura u coaBT. B cBoeM HaOIOeHUH MOKa3a-
JIM, YTO, HECMOTPS Ha UCXOHOE CHIKEHUE CKOPOCTH
KITyOOuKoBOM (hunbTpanuu, HazHauenue 30 Mr npen-
HH30JI0HA [TPUBEJIO K CHU)KEHHUIO YPOBHS IPOTEHHY PUH
Y CTAaOMIM3AIMH IOYSYHOM (DYHKIMH TP CPOKE HAOJTFO-
nenus S5 net [§8, 13]. B Hamem ciyuae Ha3HaueHUe
METUJIPETHU30JI0HA B MAKCUMaJIbHON Ha4alIbHOM J103€
36 Mr B TeueHHe 6 MeC O3BOJINIIO CHU3UTH MPOTEHHY-
PHIO 10 MUHUMAJIBHBIX 3HAYEHUH, a MPH TOCIeayIo-
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mux 12 Mec nmoueuHas hyHKIIHMS HAXOAUIACh B Ipeie-
J1aX HOPMBL.

Bribop TakTuku neuenuss MH nocraTodHo cio-
JK€H, C OJTHOM CTOPOHBI, CAEAYET YUUTHIBATH BBHICO-
KW MPOLIEHT CIOHTAHHOM PEMUCCHH, & C APYTOM — Ipo-
TEUHYPHUIO HE(POTHUUECKOTO TUTIA, KOTOPAs ABJISICTCS
HE3aBUCUMBIM (DAKTOPOM pHCKa CHIIKEHHUSI TTOYSUHOM
¢$yHKUMHM 1 HauanoM auanuza [ 14]. HemHorouuncnen-
HBIE JTUTEepaTypHbIE TaHHBIE, Kacalolleecs COUYCTaHUs
MH u AJIIKII, cBUAETENHCTBYIOT, UTO Ha3HAUCHUE
TITIOKOKOPTHUKOUIOB BMECTE C IIUTOCTAaTUKAMU BEJET
K CHIDKEHUIO IPOTEUHYPUH U IMKBUAALIUH POSIBIICHU T
HC, a B cnyuae R.K.Wan u coaBT. uMMyHOCyTIpec-
CUBHAas Teparus 03BOJIMIIA MOJaBUTh IMMYHHOH OT-
BET, KOTOPBIA pa3BUIICS B paMKax CHUCTEMHOM Kpac-
Ho¥ Boyuanku [9, 15-17].

Ha3nauennast HaMy KOMOWHUPOBAHHASI UMMYHO-
CyNpecCHBHAs Tepamus MO3BOJIUIA CHU3UTh dKCKpe-
1o OejiKa ¢ MOYOH, a TAKIKEe TUKBUUPOBATH BHEIIO-
YEeUHbIe CUCTEMHEBIE TIPOSBICHUS 3a00JIEBaHUS CO CTO-
POHBI cepala U KpoBU. [T010KUTENBHBIA Pe3yNbTaT OT
Ha3HAYEHUS CTEPOUIOB U IIUTOCTATUKOB COTIIACYETCS
C BBINIETIPUBEICHHBIM HaOmoneHneM R.K.Wan u co-
aBT. U MOXKET OBITh CBSI3aH C MPOSIBICHUSIMH MeMO-
paHO3HON HeponaTuu Ha O0JIee paHHUX CTAJUIX CH-
CTEMHOW KpacHOM BOJYaHKH, €11I€ /10 MOSBJICHUS MO-
JIO)KUTETHHBIX IMMYHOJOTHYECKUX TecToB [9, 18].

3SAKJTIONMEHUE

MoskHO JIMIIb MpeAronaraTh, YTO HE BCe ClIydan
HC, coueraBmmecs ¢ AIIKII, 6pu11 omyOIuKoBaHbI
B MEJULIMHCKOM tuTeparype. IIoHATHO, 4TO CyliecTBO-
BaHHe MapajyieNIbHO MOJUKUCTO3HOM IereHepaIiy 1o-
YeK UM IJIOMEpYJIoNaThM yKa3blBaeT Ha BO3MOXHOCTh
B3aMMHOTO YTSKEJICHUs TeUeHHS JIBYX Pa3IUYHBIX 1O
MaToreHe3y Mo4yeuHbIX 3aboneBanuii. Kinaccuuecku-
MU (akTopamu niporpeccupoBanust XITH npu nonuku-
CTO3€ SIBJISAIOTCS HEeKOHTponupyemass Al u uiemu-
YyecKasi KOMIIPECCHsl TOYeYHOW MapeHXUMBbI yBEJINYH-
BaIOLIMMHUCS B pa3Mepax kuctamu. OHaKo U3 TaHHbBIX
JUTEpaTypbl, CyMMHUPOBaHHBIX B TaOJHIIE, XOPOILIO
BUIHO, YTO HalIMUUe MPOTEMHYPUH HEPPOTHIECKOTO
YPOBHSI CIIOCOOCTBYET MPOTPECCHBHOMY CHM)KEHHIO
CK®. Tak u3 24 nanueHToB 7 uepe3 6 jeT Halmoe-
HUS HAXOJWJINCh Ha JIEYeHHE JIUATU30M WU UMENn
KITUPEHC KpeaTuHUHA HUKe 10 MJI/MUH, a ocTaBIIMeCs
rpymmna OOJBHBIX YK€ B Hauayle HaONIOIeHHs UMena
camxkennyto CK® — menbme 60 Mi1/MuH.

B »TOM CBSA3M y NAMEHTOB C MMOJIUKHUCTO30M I10-
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YeK U HePOTHYECKHM CHHIPOMOM HEOOXOIMMO CO-
U3MEPSTh MOTEHINATBHOIO MOJIb3Y OT MaTOTeHeTHYec-
KOIl Tepanuy, Ha3Ha4aeMol ¢ LeNbl0 CTaOuIn3aluu
NOYeYHOH (DYHKIIMH, C BO3MOKHBIMHU OCIIOKHEHUSIMH
HedpoOuoncuu u modoyHbIME 3 dhekTaMu HIMMYHO-
JeTIPECCUBHBIX MPEMapaToB.
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