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IMOPA’KEHUE MOYEBBIJIEJINTEJIbHOM CUCTEMBI ¥ PEBEHKA
C CUHAPOMOM JIOY: KIMHUYECKHUHU CIYYAU
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B nanHoif cTathe paccMaTpUBaeTCs KIIMHUYESCKUH ClIydall HeHpOreHHOH TUC(YHKINH MOYEBOTO ITy3bIps BO3-
HUKIIeH y pebenka Ha (one cunapoma Jloy. Cunnpom Jloy — X-cuerieHHoOe 3a00JIeBaHIE € PELECCHBHBIM THIIOM
HACJIC/IOBAHNS, CJIE/IOBATEIBHO, JAHHOE 3a00JIeBaHHE BCTPEYACTCS TOJNBKO Y JIMI] MY)KCKOTO moja. JlaHHas aHOMa-
JIHSL BCTPEYASTCsI OCTATOYHO peKo. CHHAPOM XapaKTepU3yeTcs HOIUCHCTEMHBIMHI PacCTPOHCTBAMHE C OCHOBHBIMU
AHOMAJIMSMH IV1a3, HEPBHOI CUCTeMBI U 1o4ek. B ocHoBe pasButus cunapoma Jloy nexut myramus OCRL-1 rena,
KOTOpasi IIPUBOHT K HAPYIICHUIO METaboIM3Ma HHOZUTHOTO (ocdara, B pe3yabTaTe 4ero BO3HUKACT AC(EKT BHY-
TPUKIIETOYHOTO TPAHCIOPTA OelKa, HapyLIICHHE YHAOLHUTAPHOTO KaHAIBIHEBOTO TPAHCIIOPTa, HapYIICHHE IIePBHI-
HOH IUIMapHON (yHKINH U METa0ONU3Ma B XpyCTaIUKe I71a3a, a TAKKE yXyAIaeTcs Iepeada HepBHBIX HMITY/IbCOB.
Pa3BuBaOTCS XapaKTepHbIe KIMHUYECKUE PU3HAKN 3a00JICBaHUS: C POXKACHHA GQOPMUPYETCs IIOTHAsK KaTapakTa,
KOTOpasi CKJIOHHA K PELUANBAM; C POKACHUS Y TAKHUX NTAIIUEHTOB OTMEUAETCs! MBIIIIEYHAs! TUIIOTOHUS, KOTOPas IPH-
BOAUT K 3al€pKKe MOTOPHOTO Pa3BUTHSA; MMEETCSl PA3IMYHON CTEHNEHH IPOKCHMAIbHAs MOYEYHO-KaHANIbIIEBAs
JMCcYHKIUS 110 TUITY peHanbHOTO cuHApoMa DaHkoHH. JIeueHHe TaKnX MaIlMEHTOB BKIIKOYACT TaTOrCHETHYECKYTO
¥ CHMIITOMATHYECKYIO TePalluIo, C IeJIbI0 YIyUIIeH s HX KauecTBa KH3HH. Vcxo 3a001eBaHms HeOIaronpusTeH.

Kirouessle ciiopa: Cunapom Jloy, pocornani-unosunron-4,5-6udocdar-5-gpocharasa, Bpoxaennas karapaxra,
NPOKCUMAJIbHAs TYOYyJI0NaTHs, yMCTBEHHAS 0TCTAI0CTh, THIIOTOHUS

DAMAGE OF THE URINARY SYSTEM IN A CHILD
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This article examines the clinical case of neurogenic bladder dysfunction that occurs in a child with Lowe
syndrome. Lowe syndrome is an X-linked disease with a recessive type of inheritance, therefore, this disease is
found only in males. This anomaly is quite rare. The syndrome is characterized by polysystem disorders with major
abnormalities of the eyes, nervous system and kidneys. At the heart of the development of Lowe syndrome is a
mutation of the OCRL-1 gene, which leads to the disruption of inositol phosphate metabolism as a result, there is a
defect in the intracellular transport of protein, a violation of endocytic canalic transport, a violation of the primary
ciliary function and metabolism in the lens of the eye, and transmission of nerve impulses is also impaired. The
characteristic clinical signs of the disease develop: from birth, a dense cataract forms, which is prone to relapse;
from birth, such patients have muscle hypotension, which leads to a delay in motor development; there is varying
degrees of proximal renal tubular dysfunction according to the type of renal Fanconi syndrome. The treatment of
such patients includes pathogenetic and symptomatic therapy, in order to improve their quality of life. Treatment of
such patients is a symptom to improve their quality of life. The outcome of a disease is adverse.

Keywords: Lowe syndrome, phosphotidyl-inositol-4,5-biphosphate-5-phosphatase, congenital cataract, proximal
tubulopathy, mental retardation, hypotonia

Jloy cuHApoM BHEpBbIE OBIT OHHMCAaH
B 1952 rtony yueneimm U. Lowe, M. Terry
n E.Mc. Lachla. 3a0oneBanue cBs3aHO
¢ X-XpOMOCOMOH € peLEeCcCUBHBIM THUIIOM Ha-
CJIEJIOBaHUS M TIOTOMY BCTPEYAETCS TOJIBKO
y ManbuukoB. CHHAPOM XapaKTepH3yeTcs Io-
JIMCUCTEMHBIMH paccTporcTBamMH. Ha mepBslit
IUTaH BBICTYNAIOT H3MEHEHUS CO CTOPOHBI
HEPBHOW CHCTEMbI, OPI'aHOB 3pPCHMS, IIOUEK.
COOTBETCTBEHHO  BEAyIIHME  KIMHHUYECKHUE
MPOSIBIICHUST BKIIIOYAIOT B CeOsi YMCTBEHHYIO
OTCTAJIOCTh, BPOXKICHHYIO KaTapakTy, AHC-
(YHKIMIO TOYEYHBIX KaHalbLeB. 3aboieBa-

Hue BcTpeuaeTcs kpaiiHe penko 1:500 000 [1,
c.348;2,c.1].

B ocnoBe pasButusa cusjapoma Jloy ie-
kuT myrtamuss OCRL-1 rema, xoropas mpu-
BOJUT K  HEJOCTAaTOYHOCTH  (epMeHTa
bochoruaunuuoszuton-4,5-6udocdar-5-
docdarassl, a, ciie10BaTENBHO, U K HEJOCTATOY-
HOCTH (pochoTUAMINHO3UTON-4,5-0udocdara.
Takum o6pazom, cuHapoM Jloy mpencras-
nsier co0oi HapymieHne MeTaboiu3Ma WHO-
3utHOTO  (ochara. DocHOTHIUITUHOZUTOI-
4,5-ouduocdar-5-pocdaraza npucyrcreyer
B TpaHc-l onbaKeBOl ceT M 9HI0COMATIBHOM
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U JIN30COMAbHOM KOMIApTMEHTE Pa3IMYHbIX
TUIIOB KIIETOK, BKJIOYAasi KJIETKH TOJIOBHOTO
MO3ra, CKeJIETHON MYCKyJaTyphl, cepala, Imo-
4yeK (KYJIbTUBHUPOBAHHBIE IPOKCHMaJIbHBIE
[MOYEYHBbIE KaHAJbIEBbIE KJIETKH), JIETKHX,
ANYHUKOB, CEMCHHHUKOB, KYJIbTUBHUPOBAHHBLIC
(puOpoOIaCThl, KJIETKU IUIAIICHTHI, 00pa3iibl
XOPUOHUYECKUX BOPCUHOK M KYJITHBHPOBAH-
Hele aMmHuouuThl. Mytamuss OCRL-1 reHa,
B KOHEYHOM CY€Te, MPUBOAUT K aHOMAIBHOI
nmudepeHInpoBKe, MUTPAITUN U HAPYIIICHHIO
(YHKIIMOHMPOBAHUSI B OIPEJCICHHBIX THIIAX
KJICTOK, 4all€ 3MMHUTCINS ITOYCUYHbIX KaHAJIbIICB
win xpycrtaivka. Takum oO0pa3oM, BO3ZHUKAET
nedeKT BHYTPUKIETOYHOTO TpaHCIOpTa Oel-
Ka, HapyIIeHUe SHONNUTAPHOTO KaHAIBI[HEBO-
TO TPAaHCMOPTAa, HAPYIICHNE IEPBUYHON ITHIIH-
apHO# QyHKIMK U METabOIM3Ma B XPYyCTaTUKE
1a3a, a TaKkKe yXy/IIlaeTcs Iepeaada Heps-
HBIX MMITyJbCOB. Takue U3MEHEHUs TPUBOJIST
K BPOXJICHHBIM Jie(peKTaM U APYTHUM KIIMHUYE-
CKHMM IposiBiieHusIM cunapoma Jloy [1, c. 349-
350; 3, c. 335-338].

VY Bcex JHII MYXKCKOTO MMOJia PETUCTPH-
pYeTCs MaToNOTHs CO CTOPOHBI IJ1a3, KOTopast
MPOSIBIIICTCS TJIABHBIM 00pa3oM (QopMUpPO-
BaHHWEM TUIOTHOW KaTapakThl. BpoxaeHHas
KaTrapakTa SBISIETCS CIEICTBHEM HapyIle-
HHAsI OOMEHa BEMIECTB W MHTpAIlUd SMOpH-
OHAJIbHOI'O0 OJIIUTEIUA XpPYCTaJIMKa. I/IHOF,[[a
OTMEYaloTCsi MUKpO(TaibM M dHO(TAIBM,
CBs3aHHBIC C aHOManued xpycranuka. [py-
TUM TIPOSIBIIEHUEM I1aTOJIOTHU TJIa3 SIBISIETCS
vH(AaHTHIIPHAS TIIAyKOMa, BCTPEYAIOIIASICS
npubnuzurensHo B 50% ciaydaeB, KoTtopas
TPYIHO TOJIaeTCsl JICYCHHIO M YacTo TIpH-
BOIUT K Oy(dTanbmy (yBelHYeHHE Pa3MepOB
[JIa3HOTO 510JI0Ka) ¥ IPOrPEeCcCHPYIONICH I0-
Tepe 3penus [2, c. 3].

Taxxe cunapom Jloy xapakrepusyercs na-
TOJIOTHEH CO CTOPOHBI IIEHTPAJIbLHON HEPBHOMU
CHCTEMBI. YK€ B TIEPHOJ] HOBOPOXKJICHHOCTH
pa3BHUBaeTCsl TCHEPAIU30BaHHAsS WH()AHTHIIb-
Hasi MbIIICYHAS THIIOTOHUS, KOTOpas HMeEeT
LIEHTpaJbHOE TpOUCXOoKaeHHe. [ myOokue cy-
XOXKWIbHBIE peIeKchl OOBIYHO OTCYTCTBY-
T [4, c.299]. CHmWwKeHHE IBHUTATEIIEHOTO
TOHYCa IMPUBOJMT K 33/IeP’KKE MOTOPHOTO pas-
Butusa. K CaMOCTOATCIIBHOMY IMCPEABUKCHUTIO
CHOCOOHBI PUMEPHO 25 % MaJBYMKOB, CTpa-
Jarommx cuHapoMoM Jloy, B Bo3pacTe OT Tpex
[0 mectu JeT u 75% B BO3pacTe OT LIECTH
mo 13 7et. [2, c.4]. OcranbHble TAMCHTHI
00 HE MOTYT XOIWTb, JIUOO IMEPEIBUTAIOT-
Csl TOJBKO C MOMOLIbIO MHBAIHMIHBIX Kpecedl.
[Toutn Bce GonpHBIE ¢ cuHApoMoM Jloy ume-
0T Ty WIM WHYIO CTETIeHb YMCTBEHHOW OT-
cranocty. I[Ipu stom y 10%-25 % nanueHTos
HaOImIomaeTcsl MHTEJUIEKTyajbHas HeJoCTa-
TOYHOCTH JIETKOM CTCIICHH, HpI/I6.III/I3I/ITeJ'II)HO
y 25% — ymepennoit, y 50 %-65 % — Tsxenoi

crereHu (TiIyOOKasi MHTEJJICKTya bHas Heo-
CTaToYHOCTH) [4, c. 300].

VY manueHToB ¢ cuaapomoM Jloy, kak mpa-
BUJIO, OTMEUAETCS U ITaTOJIOTHS CO CTOPOHEI 110~
YeK, KOTopasi TPOSIBIISETCS PA3INYHON CTere-
HBIO TPOKCUMAJIbHOW MMOYeYHO-KaHAIbIIEBOI
JUCHYHKIIMU 10 THITY PEHAJIBHOTO CHUHApPOMA
®ankonu. OCOOEHHOCTH CHUMIITOMATHYECKOTO
cunipomMa dDaHKOHH OOBIYHO HE TIPOSIBIISIOT-
cs 0 TeX TOp, MOKa He MPONAYT MepBhie He-
CKOJIBKO MECSIIEB JKU3HHU, 32 HCKIIOYEHUEM
MPOTEUHYPUH C HU3KUM MOJIEKYISIPHBIM Be-
coM [5,c. 6-10; 6, c. 11-13; 7, c. 7]. [loueunslii
TYOYJISIpHBIN allu03 CIIY)KUT MPUIUHON OCTE-
0TI0pO3a, YTO CO3/aeT BHICOKUN PHUCK B OTHO-
meHny mieperomoB. [laTomorus co cTopoHBI
CKeJleTa Ha PEHTTCHOTPaMMax KOCTEH MOXKET
MIPOSIBIIATECA KAaK KIACCHYCCKUE W3MCHCHIS
paxwura [5, c. 11-15; 8, c. 8-11].

Takum oOpazom, cunapom Jloy nHave Ha-
3BIBAIOT OKYJOIEPeOpOpEeHATBHBIN CHHAPOM,
YUHATHIBast, YTO Ha TIEPBBIN TUIAH BBICTYIAIOT
CUMITOMBI CO CTOPOHBI MOYEBBIACITUTEIb-
HOM, HEpPBHOW CHCTEMBI U IIAaTOJIOTUSI Opra-
HOB 3pEHUs.

IIpuHuunel geueHus AETe ¢ CUHIPOMOM
Jloy BKITIOYAIOT TIATOTEHETHUYECKYI0 M CHM-
MTOMAaTHYEeCKyl0 Tepanuio. PanHee ynaneHue
KaTapakThl CIOCOOCTBYET MPABWIBHON BH3Y-
aTBbHOW CTUMYISLIIUA U HEPBHO-TICUXUYECKO-
My pa3BuTHiO. C IENbI0 MaTOreHeTH4YeCcKoi
TEpaIny MPUMEHSIOT OUKapOOHATHI, IUTPATHI,
Tperaparbl Kaiblvs, aKTUBHBIE METa0OIHTHI
BuTamuHa J. PanHee Havano jgedeHust, COCTaB-
JICHWE WHAWBHUIYaJbHBIX Pa3BUBAIOIINX M 00-
pa30BaTEIBHBIX MPOTPAMM MOXKET YMECHBIIIUTD
CTEeNeHb YMCTBEHHOH 3a7lepKKu pa3BUTHS [0,
c. 15-20; 9, c. 13-16; 10, c. 490].

Hwxe npuBogum KIMHUYECKUH Ciydail
cunpoma Jloy y pebeHka 8 mer.

Lens nccnenoBaHus: U3ydUTh O0COOEHHO-
CTH TIOpaKEHHUSI MOYEBBIJCIUTENLHON CcHCTe-
MBI y pebeHka ¢ cuHapoMoM Jloy.

[MTaument A., mampuuk 10.10.2010 rp.
(Ha &maHHBIH MOMEHT BO3pacT peOeHKa Co-
CTaBISIT § JIET) HAXOAWJICS Ha JIEYEHUH B TIe-
quatpudeckoM  otaenennu  DemepaabHOrO
TocynapcTBeHHOTO OOPKETHOTO YUPEKACHUS
3npaBooxpaHeHus «LleHTpanbpHas Meauko-ca-
nutapHass dactb Ne 91» ®DepepanbHOro Mme-
JTUKO-OMOJIOTHYECKOTO ~ areHTcTBa  Poccum
¢ 08.04.2019 r. mo 16.04.2019 . ¢ OCHOBHBIM
nmuarao3oM: OKymmo-1iepeOpo-peHaIbHBINA CHH-
JipoMm Jloy ¢ X-clieniIeHHbIM pelleCCUBHBIM TH-
noM HaciuenoBaHus. TyOylIOMHTEpCTHLIHAIIb-
HBIA HEe(PUT, CMELIAHHBIA BapUAHT, TSKEIOH
CTETICHH C DJIEKTPOJIUTHBIMUA HapyIICHUSIMHU
(rumokanmueMus). XPOHUYECKHH BTOPHUHBIN
MUEIIOHE(PPUT,  HETPEPHIBHO-PEIIUIUBUPYIO-
niee Tedenue, obocrtperne. OCTphIii remMop-
parvyeckuii UMCTUT, akTUBHas craaus. He-
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(hpokanbIMHO3 C ABYX CTOpoH. HeitporenHas
IUCyHKIMS MOYEBOTO MY3BIps: JETPY30-
pocduHKTepHas aucceHeprus. DHiedarnoma-
THS CMEIIAHHOTO TEHEe3a, TSHKEIIOW CTETeHH.
[locneacTBust TMEpUHATATBHOTO TIOPAKEHHS
HHC. TlepuentpukynsipHas jelikodHmeda-
nomansiua.  LlentpanbHas — nepeOpanbHas
arpousi. Arpoduueckue M3MEHEHHS MO30-
JUCTOTO Tella, XWUa3Mbl, 3PUTEIBHBIX HEPBOB
(mo manaeIM MPT ot 25.04.2019 roma). Cme-
MaHHBIA TeTpamape3. [yOokas yMmMCTBEHHas
OTCTAJIOCTb.  XPOHUYECKOE  PacCTPONCTBO
nuTaHus. benkoBo-sHepreTuueckas Hemocra-
TouHOCTb. [leduuut maccel tena 68 %. Ane-
MU CPEIHEH CTENeHH TSKEeCTH, CMEIIaHHOTO
reHeza. XpOHUYECKHH KompocTad Ha (oHe
METa0OMMYECKNX HapyIICHUH (THIOKane-
Musi) ¥ MerakoioHa. [lomyTHeHne Xpycranu-
KOB 00omx Tia3. Meraboanueckue Cymaoporu
(Ha poHE rUNOTIMKeMHUN ).

locrmranu3anmst B HacTosIIEee BpeMsi 00-
YCIJIOBJIEHA OCTPOH 3aJEPKKOM MOYH.

W3 anamnuesa 3a0omeBaHus M3BECTHO, YTO
COCTOSIHME peOeHKa Iocie pPOXKACHHA ObLIOo
TSDKEJIOe, IPEXK/Ie BCEro 3a CUET HeBPOJIOTUYe-
CKOHl CHMIITOMAaTHKH (OTE€K TOJOBHOI'O MO3ra,
CUHJIDOM YTHETEHHWs). YK€ B OT/CICHHU TIa-
tosiorun HoBopoxkAeHHBIX JII'b Ne 10 r. Eka-
TEpUHOYPT TIOMHMO TATOJIOTUH CO CTOPOHBI
HepBHOﬁ CHUCTEMBI GBI.HI/I YCTAaHOBJICHBI OHa-
rao3el «TyOynonarus. Hedporuueckuit cun-
apoM.  Octeoxonaponarusi.  BpoxaenHas
Karapakta oboux mia3». To ecTh, MO CyTH,
OBUTH BBIABIICHBl XapaKTEPHBIE CHMITTOMBI
OKYJIOIIepeOpOpEeHaIEHOTO CHHIpOMa. TOYHBI-
MU JIaHHBIMHA O CPOKaX YCTaHOBKH JHarHo3a
cuaapom Jloy mbl He pacnomaraem. Ha mpo-
TSDKEHUH KU3HH PEOCHOK HEOAHOKPATHO ro-
CIUTAIIM3UPOBAJICS B CTAIMOHAPHI PA3TMIHBIX
ypoBHeid. C 03.03.2011 r. naxonuics B I'KY3
CO «Crennanu3upoBaHHBIA JOM peOeHKa
Ne 6» B 1. Ekarepun0Oypr. C 16.01.2015 1. pe-
Oenok Obu1 epeBeneH B I'KY «HwuxHeTypuH-
CKUI JETCKUH IOM-MHTEpHAT Ui YMCTBEHHO
OTCTaJIBIX JIETCH».

[locnennee yxyamieHue — B ampene
2019 roma, pebeHOK OBUT TOCHHUTATH3UPO-
BaH B meguarpuyeckoe otraenenne [[MCU
Ne 91 B cBA3M ¢ OCTpOIf 3a1€pKKOI MOYH B Te-
YEHUE CYTOK, PBOTOM M JUIMTEIBHOHN 3aaepiK-
KOil cTyna.

W3 anamHe3a KW3HM M3BECTHO, YTO Mallb-
YUK POXKICH OT 2 OEpEeMEHHOCTH Ha (hOHE OTS-
TOIIEHHOTO  aKyNIePCKO-TMHEKOJIOTHYECKOTO
aHaMHe3a, HEHPOLUPKYJISATOPHON IUCTOHUU
[0 CMEIIAaHHOMY THUILY, MUONHUHU 3 CTEIEHH,
JyTHpeo3a, BTOpu4HOro Lues c mpemmytie-
CTBEHHBIM TMOPAKEHHUEM KOXXH H CIU3HCTHIX,
OakTepHaIbHOTO BarmHo3a, aHeMHuH | crerre-
uu. Ponel 2, oneparusuble B cpoke 30-31 Hene-
51, AMXOopHanbHas ABOMHA. Macca rpu poxae-

Huu 1750 1, rHa 45 ¢M, OKpYKHOCTB TOJI0BbI
30 cM, OKpY)KHOCTb TPYJHOW KJIETKH 26 CM.
Takum 00pa3oM, MalBdUK POTUICS HEIOHO-
IIEHHBIM, 3TO TIEPBBI PeOEHOK W3 IUXOpH-
aJbHON TMAMHUOTHYECKOW ABorHU. OT mereit
POJIUTENN OTKA3AJINCH EIIE B POJMIILHOM JIOME.

JlaHHBIMU O HACJIEICTBEHHBIX 3a00JICBAHH-
SIX MBI HE pacroynaraem. M3BecTHO, 4To y Opa-
Ta peOeHKa TaKXKe ObLI JUarHOCTUPOBAaH CHH-
npom Jloy, ymep Becnoit 2016 roga Ha (oHe
MTHEBMOHUH.

Cpenn mepeHEeCeHHBIX 3a00JIeBaHUI Clie-
JIyeT OTMETUTh YaCThIC CIKETOHbIE (JI0 BOCKMU
pa3 B rofi) OCTpbIC pecrluparopHbie 3a00IeBa-
HUS, OOCTPYKTUBHBIA OPOHXUT, OCTPBIN Cpe/l-
HUH OTHUT, BETPSHYIO ociy. Tarke peOeHOK
HAOIIOAeTCs IO TIOBOLY XPOHHYECKOTO ITHe-
soHedpuTa ¢ YacThIMU 000CTPEHUSIMHU.

CornacHo JTaHHBIM OOBEKTHBHOTO O0CIIe-
JIOBaHUs, COCTOSIHUE TI0 3a00JICBAaHUIO HA MO-
MEHT TOCTYIUICHHUS TSDKENOe 3a CUET OCTPOi
3a/IEP’)KKH MOYH M METa0OJTMYECKHX Hapylle-
Hul (THmokamueMus). Macca peOeHKa CoOCTaB-
qsuta 9350 rp, aeduIMT Macchl Tela paBeH
63 %. nuna tena — 95 cM, TOBOPUT O HUBKO-
pocnoctu. Temneparypa Teiia HopMaibHasl.

Koxa u crnusucteie 000M04YKH OJemHBIC,
yucThle. OTMeYaeTcsi MPaMOPHOCTh KOYKHBIX
MTOKPOBOB, NIEPUOPOUTATIEHBIC TEHHU, TIPH KPH-
Ke — [IMaHO03 HOCOT'YOHOTO TpeyrojbHuKa. Typ-
TOp KOXH CHMKEH. 110IKOKHO-)KUPOBOM CIION
pa3BUT HEJIOCTATOYHO.

Jlumdarndeckue y3i1bl He YBEITHUEHBI, IIPU
naipranuy 0e300J1e3HEHHBI.

®dopma rooBel ruapornedansHas. Hadmro-
JTAIOTCSL 00Iasi TUMOTPO(HS MBIIIL, CHUXKE-
HUE MBIIIEYHOTO TOHyca. B Ta300eqpeHHbIX
U KOJICHHBIX CyCTaBaX AaKTHBHbBIC JBIIKCHUS
orpannyeHsbl. [lomokeHne Tena BBIHYXK/ICH-
HOE: HOTH COTHYTHI M TIPHBENEHBI K JKUBOTY.
Mansunuk He TepeBOpadnBacTCs, HE CaJUTCA,
HE BCTAaeT, HE XOMUT. PeOCHOK HE KOHTAKTEH,
HE pa3roBapyBacT; HA BHEITHUE Pa3paXKUTEITU
pearupyeT KpuKOM, IIOBOPOTOM T'OJIOBBI.

Jpixanne yepe3 HOC CBOOOIHOE, BBIJIENE-
HUl 13 Hoca HeT. YacToTa bIxaHus — 24 B MU-
HyTy. [Ipn ayckynpTamuu JeTKuX — JbIXaHUE
BE3UKYJIIPHOE, XPUITBI HE BBICIYITUBAIOTCS.

OOnacTh cepaua He M3MEHEHa. | paHUIbI
OTHOCHUTEIILHOW CEpJIEYHON TYINOCTH HE pac-
mupeHsl. TOHBI cepalna siCHblE, PUTMUYHBIE,
y pebOeHka HaOIrOmanach TaxWKapAHWs C 4Ya-
CTOTOM cepaeuHbIX cokparieHnuii 120 ymapos
B MUHYTy. OTMEUYanoch BBICOKOE apTepHalb-
HOE JIaBJICHHE KaK CHCTOJIMYECKOe, TaK U JHa-
CTONMYECKOe. ApTepUabHOE JJaBICHUE HA MO-
MEHT NOCTyTUIeHHs cocTaBmiio 153/117 mm. pT.
CT., Ha ()OHE MTPOBOUMOTO JICUEHHSI CHU3HIIOCh
1o 90/70 MM. pT. CT.

JKuBOT HE3HAYUTEIBLHO B3/IYT, TIPH MajbIia-
1y 0e300JIe3HEHHBIN; Ha KOJKE )KUBOTA YCHIICH
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BEHO3HBIH pUCYHOK. Hampsbkenus OpromrHoit
CTeHKU HeT. IleyeHp U cene3eHKa He Majblu-
pyroTcs. 3ajepikKa cTysna 0oJiee HeIeH.

[Touku He manenupyrorca. B Tedenue cy-
TOK peOeHOK He Moumics. C IMOMOIIEI0 MOUe-
BOTO KareTepa BeIBeaeHO 820 MII MOUH.

B craunonape pebeHKy mpoBeneHbl Ja0o-
PaToOpHO-MHCTPYMEHTAJIbHBIE HMCCICIOBAHMS.
B o0miem ananuze KpoBU HAOTIONATHCH JISHKO-
uto3 (nekormtel 12,8 x 10%/1), yckopeHHast
CO3 (32 mm/4). B munamuke HaOIIOMaIoCh
CHIDKCHHUE reMOTIo0nHa J10 85 /1. DpuTponu-
TBI B IpEJIeNIaX HOPMBI.

B OuoxumuyeckoM aHanu3e KpOBH ObUIN
BBISIBIICHBI runokainemus (1,44 MMoIb/n mpu
Hopme 3,8-5,0 MMOIIB/IT), HAOIIOMAIOCH TIO-
BBIIIICHUE yYPOBHS MOYCBUHBI (12,65 MMOIB/I
npu HOpMme 70 9,2 MMOJB/M) M KpeaTHHHUHA
10 129 mxm/it (Hopma 80-115 MKM/i1), CHUKEHHE
obmero omupyouna a0 0,9 MKkMoJb/1 (HOpMa
8,3-20,5 MKMOIB/1T), YBEINYCHHE aKTUBHOCTH
(hepMEeHTOB TTOKETYIOYHOH JKEeIe3bl — aMHJIa-
361 (480 en/n mpu HopMme mo 100 exn/im), Tumasel
(515 en/n pu Hopme g0 190 exn/n).

B oOmiem ananuze MOYM OTMEUAIHUCh MH-
kporemarypust 25-30 B mosie 3peHust U Ipo-
teunypus 1,0 rp/n. Beuio mpoBeneHo Oakrte-
puoJornueckoe wuccienoBanne Mouu. llpm
roceBe OblIM BbIneieHbl kojgonuu Esherichia
coli B tmarnoctudeckom tutpe 103/mit.

14.04.2019 roma Obui0 mpoBeneHO Y3U
OpraHoB OPIOIIHOHM MOJIOCTH: TOJIOBKA MOHKe-
JYIOYHOM JKeJIe3bl HE YETKO BU3YaTH3HPYeTCs,
18 MM; TruIOdXOTeHHa, HEeoJHOpoaHa. Teno
1 XBOCT He Busyanusupyiorcs. C aumarHocTu-
YEeCKOW I1eTbI0 ObUIa MpOBe/ieHa KOMITBIOTEp-
Hasi ToMorpadusi OpraHoB OPIOIITHON MOJOCTH
1 3a0pIOLUIMHHOTO MPOCTPAHCTBA — TOKETY-
JTIOYHAS Kelle3a He BU3YaTH3UPyeTcs U3-3a BbI-
PaXEHHOTO METEOPHU3Ma, BBISBIICH METaKOJIOH,
He(PPOKATBITNHO3 00CUX MOUEK, JBYX CTOPOH-
HSISl TIMEJIOOKTA3HSI.

VYuuThiBas aHHbIE OMOXUMHYECKOTO aHa-
JM3a KpOBHU U pe3ynbrarsl Y3, Obul ycTaHOB-
JICH TUArHO3 «ITAHKPEaTUuT».

PebGeHok ObLT HEOTHOKPATHO KOHCYIBTH-
pOBaH XUPYpPrOM: OCTpas XUpyprudeckas Ima-
TOJIOTHS HE BBISBJICHA.

Taxoxe peOeHOK ObLT OCMOTPEH O TaTBMO-
JIOrOM, 3aKJIIoueHue: OeJIbMO POTrOBUIBI JIEBO-
IO TJIa3a, BpOXKJIeHHAas KaTapakTa 000uX TIias.

[IpoBonmmiock ciemyromiee JedeHHe: HH-
(hy3moHHas Teparus, BKIIOYasi pacTBOP KaJIus
XJIOpU/Ia U3 pacuera 3 MMOJIB/KI/CYT Jis KOp-
PEKIMH DIEKTPOIUTHBIX HAapyLICHUH; aHTH-
OakrepuanbHas Tepanusi LeTPUAKCOHOM B/B
2 pasa B JIeHb, B CBSI3M C 00OCTPEHUEM XPOHHU-
YeCKOTo MueoHe(puTa; Ui JISICHNS TTaHKpe-
aruTa ObUT Ha3HAYEH OKTPEOTH/I.

B cBs3M ¢ TSDKENBIM COCTOSHHEM pe-
OcHKa, MeTabOJIMYECKUMH  HapyLICHUSIMH

B BHJE YINOPHOH THIIOKalUEeMUH, HapacTa-
HUEM AaKTUBHOCTH (PEPMEHTOB IOKEIYH0U-
HOW Kele3bl, peOeHOK ObLT TMepeBe/ieH B OT-
nenenue peanumanuu [IMCY Ne 91. Ilocne
CTAaOMIM3AINHN COCTOSIHUSA TOCTIHTAIN3UPOBAH
B TracTposHTeposoruueckoe otaeienue OO-
JIJACTHOM JETCKOM KIMHUYECKON OOJIbHUILIBI
Ne 1 . Exarepun0Oypra.

B OJKB Nel Obuio mpoAoimKeHO Jede-
Hue: WH(Y3UOHHAS Tepamus I KOPPEKIUU
SNEKTPOJUTHBIX HApyIIEHWH (pacTBOp TIIO-
ko3bl 10%, 4% pactBop KCI, 25% pactBOop
MgSO4, rmokoHaT Kalblysi) 1 aHTUOMOTHKO-
Tepanus — uepenum S50 MI/Kr B/B; Tepanus ra-
CTPOPHTEPOJIOTHUECKUX HapylIeHnH (KBaMa-
TeJ B/B MUKPOCTPYHHO; KPEOH). A Takyke OBLIO
JTOTIOJTHUTENIFHO HAa3HAYEHO: TapeHTEepanIbHOE
nutanue — AmuaoseH 10% — 100 mut; mpotu-
BorpuOkoBasi Tepanus ((iaykanason, audiro-
kaH). 19.04.2019 1. Obu1 yCTaHOBJIEH KaTeTep
®Dones Ne 8.

IToce mpoBeneHHOTO JIeYeHUsT COCTOSTHUE
peberka ymydmmiock. [lociie BeITUCKH OBLIO
PEKOMEHJIOBAHO: TOCTOSIHHASI KaTeTepH3allus
MoueBOro my3bipst karerepoM @Domes Ne §,
JUINTENIbHBIA TpHEeM Kalusi WM MarHusi acra-
parvHara mepopaibHO 1Mo 2 TablneTku 3 pasa
B JICHB, [UTHTEIBHBIN ITPHEM BOJHOTO PaCTBOPa
konekaneindepona mo 1000 ME B cyTkn.

Uepes 5 MecsiieB Obljla OTMEHEHA MOCTO-
SIHHAsI KaTeTepu3als MOUYEBOTO My3bIps, TaK
Kak peOCHOK HayaJl CaMOCTOSTEIbHO MOYHTh-
cs. Manpunk cran Ooyiee OOUIMTETHHBIM, Ha-
YaJ U31aBaTh HOBBIE 3BYKH, TIOSBUJICSI HHTEPEC
K OKPY>KaIOIIIUM TIPEIMETaM.

Ho, HecMOTpsi Ha TIOJIOKUTENBHYIO JTUHA-
MUKY, IPOTHO3 TP JaHHOM 3a00JieBaHUU He-
Onaronpusiter. [lpuunHamu cMepTH B paHHEM
BO3pacTe Yallle BCEro SIBISIOTCS PecIuparop-
HbIe 3200JIEBaHMSI, SIMMICTITHIECKIE MPHUITAI-
KM, a Takke BHE3aIllHasi CMEpTh, Yallle BCEro
BO BpeMsi cHa. B Ooree crapmiem Bo3pacte
K JIETAIBHOMY HCXOIy NPUBOAMT IOYEUHAS
HEJIOCTaTOYHOCTh BCJIEJICTBHUE NPOIPECCHPY-
fomeit TyOynomatuu. KauecTBo KW3HU Maru-
€HTOB 3aBHCHUT OT BBIPAKEHHOCTH CHMIITOMOB
CO CTOPOHBI HEPBHON M MOUYEBBIICIUTEIbHON
cuctemsl [11, c. 1-2]. JluHaMudeckoe NUCIIaH-
cepHoe HaOmofieHNe, CBOEBPEMEHHasl TOCIIH-
TaIM3alusl TO3BOJISIOT YIYUYIIUTh KayecTBO
JKU3HU TIAIMEHTOB, CTPAJAMOIIUX CHHAPO-
MoM Jloy.

3aKkjIioueHue

TakuM 00pa3oM, MOXKHO CIIENIATh CIEIYI0-
1€ BBIBOJbI:

B mamem xiMHHYECKOM HaOIIOLEHUU
y manueHTa ¢ cuHupomoM Jloy oTMedanuch
BpOXKJICHHAs] KaTapakra, TyOynomarus, BbIpa-
JKCHHAs! HEBPOJIOTHYECKAsT CHMIITOMATHKA, YTO
HE TIPOTUBOPCUHUT JIUTEPATYPHBIM JTaHHBIM |1,
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c. 350]. TspxecTh cocTosiHUS ObLIa 00YCIIOBIIE-
Ha TIyOOKMMHU HApyLICHUSMH 3JIEKTPOIHUTHO-
ro oOMeHa, HapyIIEHUSMHU CO CTOPOHBI ITOYEK
U OpraHoOB JKENYJOYHO-KHUIIIEYHOTO TPAKTa.
B nanHOM ciiyyae npUYMHOW roCHUTANN3AUN
sIBUJIACh OCTpasi 3ajJiep)KKa MOYM y peOcHKa
U Pa3BUTHE OCTPOM MOYEYHOH HENOCTATOYHO-
cti. OJHaKo, YYUTHIBAsl, YTO y NalMEeHTa He-
(pOKaIBIIMHO3, XPOHUYECCKUH NHETOHEPPHT,
TyOyJIOMHTEPCTUIIHAIBHBI  HEPPUT HENb3s
HUCKJIIOYUTH PA3BUTHE XPOHUUYECKON MOYEUHOU
HEJ0CTAaTOYHOCTH B jaibHeimemM. COBOKyII-
HOCTb COYETAaHHOW MAaTOJIOTUU CO CTOPOHBI
OpPraHOB MOYEBBIJEINUTENBHON CHCTEMBI yBe-
JIMYUBAET PUCK HEOIAroNpUsATHOTO MPOTHO3A.
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