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HacnenctBenHsiii MuUKpoceponinTo3 ObLI BIEPBbIE OMUCAH 0oJjiee Beka Ha3aj
HeMelKuM BpadoM OckapoM MUHKOBCKMM M (paHIly3CKUM TeparneBTOM AHATOJb
[odbdapom, koTopble BbLACIUIN 3a00J€BaHUE U3 TPYNNbl TEMOJIUTHUYECKHUX
CUHIPOMOB, Kak 0co0yro Ho3zosoruio. JlaHHoe 3abojeBaHHME HE YTEpsJO CBOIO
aKTyaJdbHOCTh M B HAaIlM JHHU, TaK OHO JO CHX TOp SIBJISIETCS UIMPOKO
pacnpocTpaHEHHOM 00JIe3HBIO HACJIEICTBEHHOIO THUIA C YacTOTOM BCTPEYaeMOCTH
1:5000 poxk1eHHBIX KUBBIMU JI€TEN 000€T0 M0J1a, BKII0Yas JIETKUE U CYOKITMHUYECKUE
dopmbl — 1:2000 posxaeHHBIX KUBBIMU J1eTelt oboero moina [1, 3].

I'emonutndeckas anemusi MunkoBckoro-IIloddapa BcTpedaeTcst 10cTaTOYHO
4acTo B MPAKTUYECKOM paboTe Bpaya-miendaTpa, MOITOMY OCHOBHBIE MPUEMBI
JUArHOCTUKH JIaHHOTO 3a00J€BaHUs, OKAa3aHWE IMOMOUIM JETSIM B COCTOSHUHU
reMOJIMTUYECKOTO KPU3a, a TAK)KE PEKOMEHAALIMH B IEPUOJIE PEMHUCCHH JOJIKHBI OBITH
XOpOIIIO U3BECTHBI IEANATPY HA JIFOOOM ydacTKe MPaKTUUECKOil paboThI [4, 5].

B ocHoBe 3aboneBaHus JIEKUT TeHETHYECKUM JedekT Oenka MeMOpaHbI
SPUTPOLUTA, BCIAEACTBUE YETO MOBBIIIAETCS €€ MIPOHUIIAEMOCTD JIJIl HOHOB HAaTpHs, B
pe3yabTaTe IIPOUCXOJIUT HaOyxaHue SPUTPOLIUTOB, YKOpPaYUBAETCS
IPOJOJDKUTENBLHOCTh MX JKM3HM U pa3pyllieHue makpodaramu cene3éHku. CpenHss
IPOJOJDKUTEIBLHOCTh MPEObIBaHUS 3PUTPOLMTOB B KPOBEHOCHOM pYyCJl€ B HOpPME
nojkHa cocTtaBiATh 120 ngHeil. B cimywae Mukpocdepouuros3a IIUTENbHOCTD
MPUCYTCTBUS KPACHBIX TEJIELl COKpaIlaeTcs 10 OAHOro aHs. boiesHr MUHKOBCKOTO-
[Moddapa — 310 cemeitHoe 3aboneBaHUE, KOTOPOE HACIENyeTCS IO ayTOCOMHO-
JOMUHAHTHOMY Tumy [1, 2].

Heab wuccaegoBanusi — HAOIIOJEHUE W ONUCAHUE KIMHUYECKOTO Ciydas
HACJIEJCTBEHHOM MUKpPOCHEPOLUTAPHON TE€MOJUTUYECKOH aHEeMHH Yy CHOCOB
BO3pacToMm 3 u 8 JeT.

MarepuaJjibl 1 METOABI HCCIAEAOBAHUS

N3yuenue nepBuYHON TOKyMeHTanuu (amOysatopHas kapta, ¢popma 112/y) u
MIPOBEJECHNE KOMILJIEKCHOTO 00CTEeI0BaHus JIeTell B COOTBETCTBUU CO CTaHAApTaMU
okazanust MmeauiHCKo# momoru ot 01.01.2013 d3 Ne 323 O3 «O6 ocHOBax OXpaHbl
310pOBbs Tpaxaad B POy (HanmoHanbHbIE KIMHAYECKHE PEKOMEH/IAINN ).

Pe3yabTarhl Hcc/Ie10BaHUSA U UX 00CYKAECHHE

HacnenctBeHHbli MUKpOChEPOIUTO3 MPOSBISAETCA B KaXKIOM IOKOJEHUHU.
[ToaTBEpKAEHHBII IUArHO3 y ABYX JAEBOYEK M Y MaMbl (ITPOBEICHA CILUIEHAIKTOMUS), Y
0a0yIIKu aHEeMHUsI HESICHOM STHUOJIOTHUHU, TEHETUYECKHU He 00CIieIoBaHA.

[TarmenTtka E, 8 nmer, crapmmii cubc, Ha TpeTwid ACHb MOCIE POXKIACHUS
nepeBe/icHa OT/CJICHHE TATOJIOTMM HOBOPOXKACHHBIX B OOJIACTHOW  JIETCKOM
KkJInHu4Yeckor 6onbHULBI Nel 1. EkatrepunOypra o noBoay reMojIMTHYECKOTO Kpu3a.

N3 anaMHe3a U3BECTHO, YTO peOCHOK OT MepBOM OEPEMEHHOCTH, MTpOTeKaia 0e3
OCJIOKHEHUM, POl CPOYHBIE, CAMOCTOSITEJILHBIC, POAMIIACH JOHOIICHHON C Maccou
teama 2935 r, gmmHou 52 oM. HacnencTBeHHOCT, MAIMEHTKH — OTSTOIICHA:
reMOJIMTUYECKAs aHEMUSI ayTOCOMHBIN THI HACJIEIOBAaHUS Y MaTepu U 0aOyIIKH TI0
KEHCKOM JINHUU, IPYU TEHETUYECKOM HCCIIeIOBAaHUH BISIBJICH pUcK M mtoaa 50%. ¥V
MaTepu B Bo3pacTe § jieT OblLia MpoBeeHa CIIJICHOMET AU
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Uepes 12 yacoB nocie poxACHUS] OTMEUATUChH: UKTEPUYHOCTb /10 2 CTETICHH 10
Kpamepy, Oneqnocts cnuzucthix. [Ipu usukanbHOM 00cCienoBaHUN OOHAPYKEHBI
renaromeranus (+2,5 cMm) u crmeHomeranus (+1,5 cMm); B 00IeM aHaln3e KPOBH:
anemust 1 crenenu (HbL-951/n), sputponenus (3,83*10712), B OHOXHMHYECKOM
aHanuse: runepompyounemus 417 Mmxmonb/n. Pe6énok Obu1 nepeBenén B OPUT, rae
nosryunsia Goto- U MHGY3UOHHYIO TEpPAIUIo, TAKKE MPOBEACHA KOPPEKIUs aHEMUU C
noJIoKUTENbHBIM 3¢ dexkrom. Kopmienue, cmemanHoe ¢ mnepBbiXx cyTok. Cryn
MEKOHUH, PABHOMEPHO OKPAIIEHHBIN, AUYPE3 aACKBATHBIN.

B nunamuke Ha poHe IeUeHHUS OTMEUANNCh CHIDKEHUE (Ppakuuii OunupyonHa,
HOpMaJM3aIys moka3aTesei kKpacHou kpoBH. [1o qaHHBIM MOP(}OIOTHH SPUTPOIIUTOB
HaOMIOAAINCHh SMHUIHBIC MUKPOITUTHI, PETUKYJIOIUTHI 10 2%, aHU30IUTO3, aHEMUS
1 crenenu (100r/;m) mpu HOpMAaNBHBIX 3HAYEHUSX dpUTpouUToB (3,83 *10712). Ilpu
UCCJICIOBAHUM Ha OCMOTHYECKYIO PE3UCTEHTHOCTh JSPUTPOLUTOB OTMEYAIOCh
camwkeHue nokazareneit (0,6/0,35*1%NaCl - 0,85/0,5*1%NacCl). I1pu dusukansHOM
oOclieloBaHMM TalMEHTKH OTMEYaJIUCh He3HauuTenpHas remato- (+0,5¢cm) u
cruieHomeranus  (+0,5cM). Takue JaHHBIE CBUAETEIBCTBOBAIUM O «BBIXOJE U3
TeMOJIMTHYECKOTO KPU3a».

VYyuthiBasi HacleICTBEHHbIH (aKTOp, KIMHUYECKYIO KApTUHY M JIaHHBIX
71a00paTOPHO-UHCTPYMEHTAJILHOTO  00CJICIOBaHUSI TAIlMEHTKE ObLT  BBICTABIICH
JMarHo3 «HacJeICTBeHHAs: MUKpocdeponuTapHas reMonuTuieckas anemMus». Crnycrs
2 Helenu WHTEHCHUBHOTO JIEUYEHHUS pPEeOEHOK OBbLT BBIMHMCAH C PEKOMEHAALUSIMU
MPOAOIHKEHNUS 0a3MCHOTO JICUCHHUS C IENBI0 3aMECTUTEIBHON BUTaMUHOTEpanuu (A,
E, 1, B6, Bl2) nmon HaOmiojeHue remMarojora MW TeauaTpa C MPOBEJICHUE
OOIIEKTMHUYECKUX aHAJN30B B SMMUKPU3HBIE CPOKH.

Ha npoTsikeHne mocieyonmx CEMH JIET MallMeHTKa PETyJIIpHO HAOII0AaNach
CHELMATMCTaMH, BBIMOJHJINCh BCE PEKOMEHIAIMM, HO BCE XK€ TPWXKIbl ObLIN
reMOJINTHYECKUE KPU3bI, TOKAa3aTeIM KPOBH AOCTHrau 10 anemuu 2 crenenn (Hb=85
/1), spurponenun (Op 3,30*10%%/1;) aru3zonuTo3 +/-; MUKpPO-HOPMOC(HEPOLUTHI €]1.,
renatomeranus (+2,5 cm) u cruieHomeranus (+2,5 cm). B xaxaom snuzone kpuza
peOEHKY BBINOJIHSUIUCH TeMaTpaHC(Py3UH SPUTPOLIUTAPHON MACCHI.

B cBs3M ¢ TSHKECTbIO OCHOBHOI'O Ipolecca B 7-JIETHEM BO3pacTe MallMEeHTKA
Obuta HampasieHa B (enepanbubii 1ieHtp JI'KB r. MockBa, rae ObUIo MPUHSITO
penieHre 00 y1aJeHuu celle3eHKU Ha (DOHE HACIEACTBEHHOM cheporuTapHOi aHEMUMU.

[locne mnpoBENEHHOW CIUIEHODKTOMHHM JOCTUTHYTA PEMHUCCHS OCHOBHOIO
3a0oneBanus. KinHudeckue aHanmw3sl KpOBH B mpeaenax HOpMbL [lo maHHBIM
yJIBTPa3ByKOBOTO HCCIEAOBAHUSA OpIOIIHON TIOJOCTH TATOJOTUU HE BBISIBIICHO.
JlucmancepHoe HaOmoeHue peOeHKa MPOJOKACTCS Y TeMaroyiora 1Mo HacTosIee
BpeMSI.

Pe3ynbTaTsl OCIEIHEr0 00MEero ananusa Kposu nanuenTkn: WBS 15.3*1091,
RBC 5,54*10'%/l, HGB 156g/l, MCV 81,1 fl, RDW 15%, MCH 28,2pg, MCHC 347¢l/I,
HCT 44,9%, PLT 507*10%1, RTC 8%. Y31 OpromHOil He BBIABUIO HU KaKHMX
oTkioHeHHH. Takum 00pa3oM, MOXKHO TOBOPUTH O CTaOWJIM3alMd OCHOBHOI'O
MATOJIOTUYECKOTO MpoLiecca B OpraHu3Me peOeHKa.
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[TanmenTka A., mmammuii cube, 3r. 3 mec. M3BecTHO, 4uTO peOEHOK OT 2
OepeMeHHOCTH, 2 POJOB, POJAUIACH JOHOIICHHOM, Macca pu poxaeHuu 3190 r., poct
50 cm. bepemenHocTh poTekasia Ha (poHE aHeMHUH | CTENEeHU BO BTOPOM U TPETHEM
cemecTpax. HacneAacTBEHHOCTh OTArOINEHA, y cuOca M MaTepu HacleACTBEHHAas
FEMOJIUTUYECKAs] aHeMus. Poabl CpOYHBIE CAMOCTOSITENBHBIE B 3aJHEM BUIE
3aTBUIOYHOTO MpeieKanus mioga. OTMeqyaioch paHHEE U3JIUTUE OKOJIOIIIOIHBIX BOJI.

B nepBble CyTKH MOCIE POKIAEHUS COCTOSIHUE PEOCHKA yIOBIETBOPHUTENIBHOE,
HaxOJMJIUCh COBMECTHO ¢ MarTepbto. Ha 2 CyTKM JKM3HM Hadajga Hapacrartb
UKTEPUYHOCTh KOKM BHUJIUMBIX CIM3UCTBIX 0o0osouek A0 2 crenenu no Kpamepy c
HapacTaHUEM CUMIOTOMATHKU A0 5 cTeneHu. B aHamm3ax KpoBM OTMEUEHA aHEMHUS
(HGB 143 r/n, RBC 4,43*10'%/;1, PLT 258*10%1, GR 64%, LY 23%, EO 5%, BA 0%,
MON 7%, RTC 9,74%), mo pe3syiapTaTaM yJIbTPa3ByKOBOTO HCCIEAOBAHUS
renaTtocrieHomeranus +1,5 cM). B cBsI3u ¢ yem peGeHOK ObLT IepeBe/ieH B OTICICHHE
natosioruu HoBopoxaeHHbIX OJIKBNel r. ExarepunOypra, rie o uTory noiay4eHHbIX
pE3yIbTaTOB o0cieoBaHus BBICTaBIICH JTNarHo3: HaCJIEICTBEHHAS
MukpocheporuTapaas anemus. HezamemnurtenbHo Hayata (OTO- U HMH(Y3MOHHAS
Tepanus 1o MPOTOKOIY.

Ha 10 neHp XH3HM COCTOSIHME YXYAIIMJIOCh B CBSA3H C NPUCOCAMHEHUEM K
OCHOBHOMY TMIPOLIECCY KIMHUKH HHQPEKIHUOHHOIO SHTEPOKOJUTA, OTMEYAIIUCH:
muxopanaka g0 39°, ONemTHOCTh KOKHBIX MPOIECCOB M AKPOLMAHO3, SBJICHUS
SHTEPAIIbHOM HEJIOCTaTOYHOCTU OOWJIBHBIM TMEHUCTBIA CTYJ C HENepeBapeHHBIMU
(¢parMeHTamMu B Kajie. 10 OAKTEPHUOJIOTUYECKOMY aHAJIU3Y Kajla BBISABICH OOMJIBHBIN
poct nakto3oHeratuBHOM E.coli. TeueHne reMonMTHUeCcKOro Kpu3a ycyryousaoch 10
Tspkenoro teuenus (anemus 3 crenean HGB 67 g/l, RTC 4,22%). Beuio npuHATO
penieHre o TpaHcy3un 3pUTPOLIUTAPHON MACChl M POBEICHNN aHTUOAKTEpUaATIbHOM
W cUMITOMaThueckoi Ttepanuu. Ha ¢oHEe mNpoBOIMMON Tepanuu COCTOSHUE
HOPMaJIN30BaJIOCh.

Ha 17 cyTku k13HU BHOBb Pa3BUJICA T€MOJUTUYECKUN KpU3 aHEMUS 2 CTEIICHU
(HGB 79 g/l RBC 2,98*10'%/n, sputpoumtos. Bbuia mposemeHa Tpancdysus
DPUTPOIUTAPHON MACChl C TOJIOKHUTEIbHBIM 3I(P(HEKTOM, TEeMOIJIOOMH KpOBU
ormeuanicsi 145 g/l, HO coxpaHsiiach HH3Kas OCMOTHYECKas pPE3UCTCHTHOCTb
spurporutoB  (0,85-0,55-0,65  Ha 1%  NaCl). Taxxke  oTmeyanach
renatocryieHomeranua (+2 cm). [IoBTOpHO OCMOTpeHa remMaToJIOrOM — JUarHo3
MUKpochepoTapHas reMOJIUTHYECKasi aHEMUS ObLIT OJITBEPAKICH.

Ha tpetbeM mecse *u3Hu peOeHOK BHOBb noctynuia B cranronap OJIKb Nel
r. ExarepunOypra ¢ TeMOJUTUYECKUM Kpu3oM. KiMHUYECKH HaOII0AAINCh
WKTEPUYHOCTh KOXKHBIX MOKPOBOB 10 2 creneHu no Kpamepy, aHemus 2 cTeneHuU
(HGB 70 r/n, RBC 2,66*10%/n, PLT 376*10%x; EO 3%, BA 0,4%, GR 22%, LY
61,7%, MON 12,5%, RTC 2,7%, aHu30114T03 *+/-; MHUKPO-HOPMOC(HEPOIUTHI €/1.).
Takxe ormeueHa renarociieHoMmeranus (+3,0 cm). CocTosiHuE paCIEHUBAIOCHh KaK
CpEIHETSDKENIOE 3a CUeT OCHOBHOrO mpoiiecca. BHOBb mpoBeneHa TpaHchy3us
SPUTPOLIUTAPHOM MACCHI ¢ TON0KUTeNbHBIM 3P dexTom (Hb=145 r/n, Dp 4,87*%10'%/1).
[locne nedyenust peOeHOK ObUIa BbIMMCAaHA Ha aMOyJaTOpPHOE HAONIOJEHUE C
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PEKOMEHJAIUsIMU O TPOBEJECHUU OA3UCHOTO JIEYEHUS C IEJIbI0 3aMEeCTUTEIbHOU
ButamuHoTepanuu (A, E, I, B6, B12), nox HabmoaeHue remartosiora U rneagarpa ¢
POBEJICHUE OOIIECKIMHUYECKIX aHAJTU30B B SITUKPU3HBIE CPOKHU.

Ha nepBoM rojty ®u3HHU eIie JBaX bl ObLIIM OTMEUYEHBI TEMOJIUTHYECKUE KPU3bI:
6 u 7,5 Mecs1ieB, KOTOpbIE MPOTEKAIHM C TUTUYHOM CUMITOMATHKOM, IO TIOBOJLY YETO
pebeHOK MojTyyasna CTal[MOHAPHOE JIYEHUE COTJIACHO MPOTOKOIY.

[To MuMO, OCHOBHOrO JAWarHo3a y peOeHka B 3 Mecsia >KU3HH Oblia
JIMarHOCTUPOBaHA BPOXKACHHASA JAKTa3Hash HEAOCTAaTOYHOCTh. KIIMHMKAa KOTOpOM
MaHH(ecTHpoBaja B MEPBbIC THA M COXPAHIACH B TCUCHUHU TEPBBIX MECAIICB KU3HU
pebenka. B cBs3m ¢ uyeM OBUIO TPOBENECHO TEHETHYECKOE WCCIICAOBAHHUE IIO
pe3yiabTaTaM KOTOpPOro BhIsIBICH mosuMopdusMm rera MCM6, accormmupoBaHHOTO C
HapymeHusiMu ooMeHa nakto3bl (CC nmomumopduszm 13910T > C rena MCMS6). C
yKa3aHHOTO BpEMEHHM peOCHOK Haval TMOoJdydaTh JAUETY M 3aMECTHTENIbHYIO
dbepmenTayto Tepanuio (1000 ME nakrassl B CyTKR).

[Io COBOKYNMHOCTH T€HETHYECKUX MATOJOTUH PEOCHKY MPUCBOEHA KaTETrOpHs
«pebenok uuBanuay. ['pynmna 3moposbs 1V.

C KoHIIa MEPBOTo Toja *U3HU Y JCBOUKH KpU3bl HE HAOIIOAINCH, aHATHU3BI
KpPAacHOM KpOBU B IpeAeiax BO3pPaCTHOIO HOPMAaTHBa, HO IO YJIBTPa3BYKOBOM
JMarHOCTUKE COXpaHsAeTcs crieHoMeranusi (+1,7 ¢cM) U yBeJIMYEHHE TPaBOM JOJIH
neyeHu (+ lcm). B HacTosimii MOMEHT peOeHOK NoJy4yaeT BUTaMuHoTepanuio (A, E,
I, B6, BI12), nabmogaeTrcs TremaToIorOM U MEeAHaTpOM C MPOBEICHUEM
OOIIEKTMHUYECKUX aHAIM30B B SIIUKPU3HBIE CPOKH.

BoiBoabI:

1. JlmarHo3 BpOXAEHHOTO MHUKPOC(hHEpPOIMTO3a HMEET TPYIHOCTH IIPHU
HaOJII0/ICHUH JaHHON KaropThl MAlIMEHTOB, TOATOMY HE0OXO0IUMO MPOBOIUTH MEUKO-
TeHETUYECKOE KOHCYJIbTHPOBAHUE POJUTEINCH, B 0COOCHHOCTH MIPU HATMYUU JUArHO32
Yy OJIHOTO M3 OJMKAMIIUX POJICTBEHHUKOB, C MOCJEAYIONIUM TUIAHUPOBAHUEM €I1Ie Ha
ATare NpearpaBuIapHON MOArOTOBKH;

2. Ilpy reMONUTHYECKHX AHEMHUAX Y JI€Ted NPUMEHSIOTCI B OCHOBHOM
CJIEYIONME BUJIBI TE€paAIUU: TeMOTPaHC(Py3UH, TOPMOHAIBHBIE W IIMTOCTATUYECKUE
METOJIbl JICYEHUSI, HYy U HAKOHEL, CIUICHIKTOMUS MPU HE BO3MOMKHOCTU KOPPEKLIHH
TeUYCHHS OOJIC3HU,

3. IonoxutensHplii 3QPEKT CIICHIKTOMUU Yy OOJNBHBIX CO chepounuTapHOH
FeMOJIMTUYECKOM aHeMuel OTMEUEeH B TIepBbie JHU, MPEKPaAIaeTCs TEeMOJIN3,
YMEHBIIIACTCSl HAMPSHKEHHAs! JEATEIbHOCTh T€MOMOITHUECKON CUCTEMbI, TEM CaMbIM
YBEJIMUMBACTCS CPEIHSS MPOJOJDKUTEIIBHOCTD JKU3HU SPUTPOLIUTOB,;

4. 3aboJsieBaHrE BPOXKAEHHOTO MUKPOC(HEPOIIUTO3a MOAAAETCS KOPPEKIMH MTPU
CBOEBPEMEHHOM OOHAPYKEHUU U TPAMOTHOM BEJICHUH MAIlMCHTOB;
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AHHoOTanms. B crarbe NMpeacTaBlieH KIMHUYECKUN CIIydall TEUEHHS TSKEIION
HedponaTnu ¢ pa3BUTUEM XPOHUUYECKOU OO0JIE3HU MOYEK Ha Pa3HbBIX dTalax pa3BUTHUS
pebenka. Hedponatust umeeT ynopHbIii peLMANBUPYIOIINNA XapaKTep, HE CMOTPS Ha
MIPUMEHEHNE UMMYHOCYITPECCUBHOM TEPAITUH.

Annotation. The article presents a clinical case of severe nephropathy with the
development of chronic kidney disease at different stages of child development.
Nephropathy has a persistent recurrent character despite the use of immunosuppressive
therapy.

KaoueBbie cjoBa:  MeMOpaHomnpoivdepaTuBHBIA  TIoMepyioHe]purT,
CUHJIpOM AJbIIOPTA, HEUPOCEHCOPHAsl IITyX0Ta, BUPYC reprieca.

Key words: membranoproliferative glomerulonephritis, Alport syndrome,
sensorineural deafness, herpes virus.
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