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PE3IOME

Llenb cTaTbu: onucaHue KanMHUYeckoro cayyas runodocdarasum (M), maHudectuposaslueit B LETCKOM BO3PACTe, U BbiABEHWE KTMHUYECKUX
CUMMNTOMOB, Hanbonee TUNUYHBIX ANs JeTcKon hopmbl TOD,

OcHOBHble nonoxeHusa. PP — BpoxaeHHOe paxuTonofoGHoe 3aboneBaHue, 0OYCIOBNEHHOE CHUXEHMEM AKTUBHOCTM TKaHeHecneuudu-
yeckoii wenoyHoi docdarassbl (LLP). B 3aBMcUMOCTH OT BpeMeHU MaHUbecTauuu 3a60oneBaHNs BLIAENSIOT NepUHATaNbHYI0, MHDAHTUNbHYIO,
AEeTCKyto 1 B3pocnyto hopmbl [OD,

B cTaTbe NpUBOAMTCA ONUCaHWe KIMHMYECKOro ciy4as AeTckoit dopmbl MOP y manbyuka 3,5 net. [uarHos OO ycraHoBieH Ha OCHOBAHMK
HU3KOro ypoBHA LLU®P 1 xapaKkTepHbIX PEHTTeHONOrMYECKUX NPU3HAKOB, NOATBEPKAEH NPU MONEKYNAPHO-TEHETUYECKOM UCCNe0BaHNUN: 06Ha-
py)eHa KomnayHA-reTepo3urotHas mytauus c.571 G>A/c.144_148dup B reHe ALPL.

3aKnioueHue. XapakTepHbIMU NPOABNEHUAMU LETCKOI hopMbl PP ABAAIOTCA 3ahepiKKa POCTa U MbllIeYHAA TMNOTOHUSA, 3aepXKKa MOTOPHOTO
pasBuTHsA; HapyLIeHNe NOXoAKM, 60NN B MbIWLAX, BbIPAXEHHAs YTOMASEMOCTb, OrpaHUYnBaloLLMe BpeMs XOfAbObI; paxuTuyeckue aedopmalny,
paHHee BbiNafieHne MONOYHbIX 3y6OB C HEU3MEHEHHbIM KOPHEM, AbIXaTe/ibHble PacCTPOMCTBA U YacTble GPOHX0NeroyHble 3aboneBaHus.
Knwoyessle cnosa: runodocdarasus, 4etu, wenoyHas docdarasa.
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ABSTRACT

Objective of the Paper: to describe a clinical case of paediatric hypophosphatasia (HPP) and identify clinical signs, most characteristic of
the paediatric HPP form.

Key Points. HPP is an congenital rickets-like disease caused by reduced activity of tissue-nonspecific alkaline phosphatase (ALP). According
to the time of manifestation, there are perinatal, infant, paediatric, and adult HPPs.

The article describes a clinical case of paediatric HPP in a 3.5-year old boy. HPP was diagnosed due to reduced ALP and characteristic X-ray
findings. The diagnosis was confirmed with DNA testing: compound heterozygous mutation in c.571 G>A/c.144_148dup of ALPL was found.
Conclusion. Typical findings in paediatric HPP are growth retardation and muscular hypotonia, motor retardation; gait disturbances, myalgia,
marked fatigue causing limited period of walking; rachitic deformations, premature loss of milk teeth with unchanged roots, respiratory
disturbances, and frequent bronchopulmonary disorders.
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BBEAEHUE

Mnodocdarasus (MPP) — pepkoe BPOXOEHHOE PAXUTOMO-
nobHoe 3aboneBaHue, 0OYCNOBNEHHOE CHUKEHMEM AKTUBHOCTM
TKaHeHecneuuduyeckoi wenouHoi docdarassl (WD), Ons G
XapaKTepHbl HapylleHWe MWUHepanu3aluu CKeneta, KOCTHble
pedopmauuu, BbinafeHne 3y6oB B paHHeM AETCKOM BO3pacTe,
AbIXaTeNbHble PaCCTPOMCTBA U HEBPOJIOTUYeCkue HapyleHus [1].

B 3aBucMMOCTH OT BpeMeHU MaHUecTal M 3a60neBaHus Bblae-
NS0T NepuHaTasbHylo (NepBble NPOABNEHUS BO BHYTPUYTPOOHOM
nepuoge Uau Npu poxaeHun), HbaHTUNbHYIO (MaHUdecTaumus fo
6 Mec), geTckyto (c 6 mec go 18 net) n B3pocnyto (18 net u ctap-
we) dopmbl MO CreneHb TAKECTN NPOABNEHNI 00bIYHO 0OPATHO
nponopLMoHansHa Bo3pacTy aebiota 6onesHu [2].

Lenbto Haweit paboTbl CTano onucaHue KAUHUYECKOrO Chy-
yas [®®, maHutecTMpPOBaBILETO B AETCKOM BO3PACTe, U BbisBNE-
HUE KINHUYECKUX CUMNTOMOB, Hanbosiee TUMUYHBIX 1S [ETCKOM
thopmbl [OD,

KNUHUYECKUWA CNYYAN

MauneHT — manbuuk 2016 roga poxpeHUs, oT GepemMeHHOCTH,
npoTeKaBlWen Ha (hOHe XPOHWUYECKOH BHYTPUYTPOOHOI rUMoK-
cuu. NoABMNCA Ha CBET NOC/IE CPOYHbIX CAMOCTOATENbHBIX POJOB
C HOpManbHbIMM Macco-pocToBbIMW nokasaTtensamu (3800 T,
52 cM), OLeHKa no wkane Anrap — 8/9 6annos. Ha rpynHom
BCKapmauBaHuu fo 3 mecaues. [podunakTmyeckne npuBMBKM
no HauMoHanbHOMY KaneHaapto, 6e3 peakuuit. Tpasm 1 onepa-
LM He BbIN0. AnneproaHamHes He oTaroweH. Pogutenu cpeg-
Hero pocta (Matb — 160 cm, oTel, — 170 cM). JHOOKPUHHbIE
3aboneBaHus y GanKallinX POLCTBEHHUKOB He BbiABJEHBI.

PebeHok c poxpaeHus Habniogancs opTonesoM no noBogy
BPOXAEHHON 1eBOCTOPOHHEN KOCONanoCTy, B CBA3M C YeM Npo-
BOAWNOCH KOHCEPBAaTUBHOE JieYeHWe C MONOXKUTENbHON AWHa-
MUKoi. Kpome 3TOro, nauueHT 6bl1 HEOAHOKPATHO OCMOTPEH
HEBPOJIOTOM MO NOBOAY AUMOY3HON MbIWEYHO! TUNOTOHMUH,
Ha (hOHe KOTOpOM OTMeyanach 3afepxKa MOTOPHOrO pasBUTUA.
Ha nepBoM rofly Xu3HW Takxe obpalanu Ha cebs BHUMaHWe
YacTble pecnupaTopHble MHEKLUK U OpoHxUTEI, B 1 rof 1 Mecsl
pebeHOK nepeHec MHEBMOHMIO.

Ha BTOpOM rofly u3HU POAUTENU NaLMeHTa CTanu oTMeyaTb
CHUXeHWe TeMnoB poCTa, Mporpeccupyrollyio  fedopmauuio
HUXHUX KOHEYHOCTEN W rpypHoi KneTku. CamocTosTenbHas
xofbba — ¢ Bo3pacTa 1,5 roaa, 0fHaKo B CBA3M C BbIPAXeEHHOI
YTOMASEMOCTbIO M OONEBBLIMU OLYLEHUAMI MANbUUK NPOXOANT
He 6onee 10 MeTposB.

B 1,5 roaa Hayanu Bbinafatb MONOYHbIE 3y6bl C HEU3MEHEH-
HBIMU KOPHAMU.

B 2 roga Ha 0030pHOI peHTreHorpamMme rpyAHOW KNeTKu
BMepBble ONUCaHbl U3MEHEHUSA B BUAE BbIPAXKEHHOTO YTOJLWEHMA
rPYOMHHBIX KOHLOB BCex pebep; MeTadu3apHble POCTKOBbIE 30HbI
nneyeBbliX KOCTENM C HEYETKMMU KU3bEAEHHBIMU» KOHTYPaMMU.

B 2,5 rofa pebeHKka BmepBble MPOKOHCYNbTUPOBAN [AeTc-
Kuii aHpoKkpuHonor B [leTckoi ropopckoit nonavknuHuke N2 6
r. Kanuuunrpaga, BbisBneHo cHuxeHue yposHs LL®, n no coso-
KYMHOCTW KJWHUYECKUX, PEHTTEHONOIMYECKUX U 1ab0paTopHbIX
BaHHbIX AuarHoctupoBaHa T®®. B pganbHeiiwem AuarHos 6bin
NOATBEPKLEH MONEKYNAPHO-reHeTuYecku: B reHe ALPL HaiipeHa
KOMMNayHA-reTepo3nroTHas Mytaumus ¢.571 G>A/c.144_148dup.

MoBTopHOe o06CneoBaHWe, MPOBELEHHOE B  [ETCKOM
IHAOKPUHONOTMYECKOM OTAeNeHUn YHUBEpPCUTETCKOW pJeTc-
KOit KnuHuyeckoi GonbHuusl ®TAQY BO «[epsbit MTMY
um. N.M. CeyeHoBa» B deBpane—anpesne 2020 r. B Bo3pacte
3,5 rofa, NOATBEPAMIO BbIPAXEHHYIO 3afepKy pocTa — pocT
87 cM cooTBeTCcTBYeT —2,55 cTaHAapTHoOro oTtknoHeHus (SD),

Macca Tena COOTBETCTBYET BEPXHell TrpaHuLe HOpMbl —
14 kr (WMT — 18,5 kr/m? unu +2,04 SD). Mpu ocmoTpe obpawyaet
Ha cebs BHUMAHME OTCYTCTBUE 7 3y6OB.

Bonbwoi pogHnyok oTkpeIT 0,5 x 0,5 €M, Kpas He 3anajator.

BbisiBneHbl paxutuyeckue pecdopmauuu ckeneta: B obnac-
TU Jly4e3anscTHbIX CYCTaBOB Mo TUMy «6pacneTok», gedopma-
UM pebepHbIX fyr No TUMY «4YeTOK», BanbrycHas fedopmayus
HWXHWUX KOHEYHOCTel, BanbrycHas ycTaHoBKa CTon. MbllweyHbIi
TOHYC CHUXEeH, 0CO6EHHO B HOTax, NOX0AKa NepeBanuBaioLascs,
MaJbyMK CaMOCTOATENbHO npoxoauT Ao 10 meTpos. Mo ocTanb-
HbIM OpraHam u cuctemam 6e3 ocobeHHocTeil.

06cnenoBaHue NOATBEPAUNIO CHUKEHWe ypoBHaA L. B aHa-
NN3aX, NPOBEAEHHbIX B Pa3NUYHbIX JlabopaTopusx, 3Haye-
Hue konebanocb ot 48 fo 109 En/n (Hopma pns ManbyuKoB
ot 1 roga po 10 net — 156-369 Ea/n [3]). B To xe Bpems
Apyrve nokasarenu Kanbluit-ochopHoro oOMeHa 0CTaBanuch
B npefenax pedepeHcHbIX 3HayeHWit 1Mb6O yMepeHHO MOBbI-
WeHHbIMU: COofiepXKaHue KanbLusa WOHM3MpOBaHHOrO — 1,26-
1,27 mmonsb/n (Hopma: 1,15-1,35 mmons/n), hocdopa — 2,36-
2,38 mmonb/n (Hopma: 0,81-2,26 mmonb/n); 250HD — 34 Hr/mn
Ha ¢oHe npuema ButamuHa D B fo3e 1000 ME/cyT n 64 Hr/mn
nocne yeenuyenus posbl fo 3000 ME/cyt; naparropmoHa —
1,3 nmonb/n (Hopma: 1,3-10 nmons/n).

Mpu wWcCnefoBaHUM TOPMOHANbHBLIX MOKasatesneil narosio-
rMs He BblsiBNeHa: ypoeHb TTI — 2,19-3,2 mMEn/n (Hopma:
0,5-3,5 mEp/n), csobogHoro T4 — 17,5 nmonb/n (Hopma:
11-23 nmonb/n), uHcynuHonogo6Horo caktopa pocta 1
(NDP-1) — 68-104,4 Hr/mn (Hopma: 15-189 Hr/mn).

MpoBefeHo MHCTpyMeHTanbHoe obcnefoBanmne. Y3N nouek
He noka3sano naronoruu. Mpu peHTreHorpadum KUCTeil, konexei
U FONEHOCTOMHBIX CYCTaBOB 0GHAPYXKEHbI OTCTaBaHUE KOCTHOMO
Bo3pacta Ha 1,5 rofa, NpM3HaKkW perMoHapHOro OCTeonopo3a,
KpaeBoW y3ypauuu AUCTaNbHbIX META(U30B KOCTEN npeannednii
U rofieHel, BanbrycHas fedopMalus KofeHeid n roNeHoCTOMHbIX
cycTaBoB (puc. 1, 2).

MayMeHT OCMOTPEH HEBPONOTOM W OPTOMEAOM, KOTOpble
NOATBEPAUAN Hanuune AUQQY3HOA MbIWEYHOWH TUNOTOHWY,
HapyLeHWUs MOXOAKM NO MapanapeTuyeckomy TUMY, BajbryCHO

Puc. 1. PertrenorpamMma KncTei marueHTa.

HManroempayus asmopos

58 | Doctor.Ru |

Pediatrics. Vol. 19, No. 10 (2020)



KAVMHUUYECKHUE HABAFOAEHUA |

Puc. 2. PCHTI’CI{()TPIIMM‘A A€BOI'O KOACHA ITAITUECHTA.

HMoanrocmpayus asmopos

petopMaLnm HUKHUX KOHeYHOCTel (GonbLue cnpasa), NOCNeAcT-
BWI neYyeHns BPOXKAEHHON NEBOCTOPOHHEN KOCOAAMNOCTU.

C yyeTOoM TAXECTM COCTOSHMA ManbyMKy peKOMeHfO0BaHa
3aMecTuTenbHas Tepanua npenaparom acdortassl anbda.

OBCYKAEHUE

B pyccKos3blYHOW NuTepaType Mbl HaWwAW onucaHue 17 Kau-
HUYeckux cnydyaes MP®: 10 peteit ¢ nepuHaTanbHON U UHDAH-
TUAbHOW (hopMamu, 8 U3 KOTOPbIX MOAYYAIOT 3aMECTUTENbHYIO
Tepanuio [4-10], a gBoe ymepnu [o ee Ha3HayeHus [7, 11];
5 NaLMeHTOB C AeTCKOil GOPMOiA, MoayyaloLue 3aMecTUTENbHYI0
Tepanuio (2 U3 HUX OblaK ONMCaHbl 40 JIeYEHUsA U Ha PoHe 3amec-
TUTenbHoM Tepanuu) [5, 6, 9, 10, 12, 13], u fBoe — Co B3poC/ON
thopmoit 6e3 neyenus [14].

Tak Kak y Halwero 601bHOTO AMAarHoCTUPOBaHa feTckas popma
3ab0neBaHus, Mbl MOMbLITANCh BbIABUTL KIMHWYECKWE NpoOsBIe-
HUS W CPOKM MX MaHWU(ecTauun y ONUCAHHbIX paHee nayueH-
ToB. COrnacHo faHHbIM AnTepatypsl, Ans feTcKon dopmbl PO
XapakTepHbl fiethopMaLMn CKeneTa, MbilleyHas cnabocTb, HU3-
Kas MUHepanbHas MJOTHOCTb KOCTHOW TKaHW, HU3KOPOCIOCT,
peuuanBUpyiolMe Nepenombl, 3afiepKKa MOTOPHOTO Pa3BUTUS,
npexneBpeMeHHas noteps 3y6oB, paxutuyeckue aedopmavuy,
CHWXEHME MUHEpanu3aumMmn KOCTHOI TKaHU, XpoHuYeckas 6onb
B MblWwLax 1 Koctax [2].

Y Hawero nauueHTa auarHo3 6bin 3anofo3peH Ha OCHOBa-
HUWN KNMHWYECKUX NPOSABNEHWIA W MOATBEPKAEH MONeKynsp-
HO-TEeHeTUYECKM HEeCKONbKO paHblie (OKOHYaTeNbHO YCTaHOB-
NIeH B 3 ropa), yem B ony6aMKOBaHHbLIX paHee HabnlogeHUAX
nauMeHToB C fieTckoit dopmoii TOD (4, 6, 7, 8 u 17 net) [5,
6,9, 10, 12, 13]. OTHOCMTENbHO paHHAA NOCTAHOBKA LMArHO3a,
BEPOATHO, ABNAETCA OTpaxKeHueMm Gonblueidl MHDOPMUPOBAH-
HOCTU Bpayeill B NOCNeAHUE oAbl 0 TakoM opdaHHOM 3abone-
BaHUM, Kak [P0,

Mpu aHanu3e ony6IMKOBAHHbIX KIUHUYECKUX CIIy4aEB BblAC-
HUOCb, YTO Haubosiee paHHUM KIMHUYECKUM nposiBneHnem OO
Ha MepPBOM roAy XU3HU, Kak W y Hallero nalueHTa, 6bina 3agepx-
Ka pocTa, HabnofaBwasca ¢ 6-MecAYHOro Bo3pacTa, KoTopas
4acto, Ho Heobs3aTeNbHO coyeTanacb C MAOXOW NpubaBKOil

maccel Tena [5, 6, 9]. Kpome 3toro, mornu obpawarb Ha cebs
BHUMAHWE CHUXEHUE MbIWEYHOrO TOHYCA, 3afepXKa MOTOPHO-
ro passutus [5, 6, 9, 13] v AbixatenbHble HapyweHus [12]. B
nepeble rofibl XKU3HU TakKe ObIM TUNNYHBI YacTble pecnuparop-
Hble UHMEKLUU U BPoHXUTLI [5, 6, 9, 12], @ OAMH U3 NaLUEHTOB
HEOHOKPATHO NepeHec [BYCTOPOHHWI 3KCCYRATUBHBIA Cpep-
Hui otuT [10].

OpHOM M3 OCHOBHbIX Xanob B MepBble FOAbl XU3HU MOTIU
ObITb 60U B HOrax U ObicTpas ytomasemocTts [9, 10], a nocne
Hayana CaMoCTOATEeNbHOW XOAbObl — HeycTOM4YMBas NOXOAKA
u vactele nageHus [10]. Y ofgHOro U3 GOMbHbIX UMENU MeCTo
3Nn304bl HEMOTUBMPOBAHHOW PBOTHI [6].

PaHHee BbiNafeHne MONOYHbIX 3yOOB C MHTAKTHBIMU KOPHAMM
0TMeyYanoch y nauueHTos ¢ 1-2 ner [5, 6, 9, 10].

Ha nepBom rogy »u3Hu HekoTopble GosbHble HabnofanuCh
no nosoay AucCnnasuu TasobeapeHHbIx cyctasos [5, 6, 9, 10].
HaunHas co BTOPOro rofa }u3Hu BbIABAAANCH KPAHMOCUMHOCTO3,
NNoCKo-BanbrycHasa pecdopmauua cton, BanbrycHas fedopma-
LMA KONEHHbIX CYCTaBOB, CKONMOTUYECKas AedopmaLims no3Bso-
HOYHWKA, NoppoTuyeckas pAedopmauus MNOACHUYHOrO OTLeNa
NO3BOHOYHUKA, KuNeBuAHas AehOpMaLMa TPYAHON KneTky,
Knho3 NOACHMYHOrO OTAena no3BoHOYHMKa [5, 9, 12, 13].
NHTepecHO OTMETUTb, YTO HU B OAHOM U3 OMUCAHUN HE ynoMU-
HAeTCA KOCONANoCTb, YTO HE MO3BOJMAET HaM C YBEPEHHOCTbIO
rOBOPUTb O TOM, IBAAETCA JIN 3TO COCTOSIHME nposBieHnem OO
WU COMYTCTBYIOLMM 3a60N1EBaHNEM.

0pHaKo OCHOBHOW Kanoboil, B CBA3M C KOTOPOI NaLUeHTb
nonaganu K 3HAOKPUHOJIOrY, Yalle Bcero Gblna 3aepKa pocTa,
KOTOpas Ha MOMEHT MOCTAaHOBKW [AWarHo3a COOTBETCTBOBA-
Na 3HayeHusMm ot —2,66 po —2,37 SD y peteit 4-8 net [5, 6, 9,
10, 12] n -3,24 SD y nauueHTa, ,UarHo3 KOTOPOMY Obla YCTaHOB-
neH B 17 net [13]. MNpu peHTreHorpaduu KucTei onpesensinnch
3ajepKa KOCTHOTo Bo3pacTta v octeonopos [9, 12].

Hu y koro u3 6GosbHbIX, KOMY NPOBOAWNOCH TOPMOHasb-
Hoe obcnepoBaHue, He ObIM CHUXKeHbl mokasatenu WOP-1
M MUKa CeKpeuun COMATOTPONHOro rOPpMOHAa Mpu NPOBEAEHWUU
NpoBOKaUMOHHBIX TecToB [5, 9, 10, 13]. Y opHoro pebeHka
BbISIBIEH NMEPBUYHbIA FMNOTUPEO3 C MOBbIlWeHNeM ypoBHa TTI
po 12 Ep/n, B cBA3M C YeM HA3HAYeHa 3aMeCTUTENbHAA Tepanus
NeBOTUPOKCMHOM [9].

Y Bcex nauMeHTOB Habofancs CHWXEeHHb yposeHb LLU®:
y feTeit 4—8 neT oH coctaenan 38-108 Ex/n [5, 6, 9, 12] npu
HWXHel rpaHuue Hopmbl nns Bo3pacta ot 1 roga po 10 net
156 En/n [3], a y GonbHoro 17 net — 18-20 Eg/n [13] npu
HUXHE rpaHnLLe HOpMbl Ans MyxuuH 17-18 net 59 Ep/n [3].

Mpu NpoBefeHUN MONEKYNAPHO-TEHETUYECKOTO UCCNef0Ba-
HUSA Yy BCEX OMUCAHHbIX MALMEHTOB BbIABNEHbl MyTaLUKU B reHe
ALPL, npuyem Haubonee yacto BcTpeyanach c.571G>A p.E191K
(3aMeHa ryTaMMHOBO KMCNOTLI Ha IN3WH B no3uuun 191) [5, 6,
9, 12, 13], npuBOAAWAN K CHUXEHUIO hEepPMEHTATUBHON aKTUB-
HocTu LW®, koTopas 6bina onucaHa paHee y GONbHBIX C pasiny-
HbiMK opmamu TOD [15].

Ins neyeHns naymentos ¢ [P ¢ 2012 r. B MMPOBOW NPaKTU-
Ke NMpUMeHAeTCA natoreHeTWyeckas (epMeHT-3aMecTUTeNbHas
Tepanus npenapatom acdoTassl anbda [16]. B Hawei ctpaHe
nepsble CTaTbu, 0600Lal0LME ONBIT UCMOAb30BAHUSA [AHHOMO
npenapara, ny6aukytoTca HaumHas ¢ 2016 r. [6].

Mocne Ha3HaYeHWs 3aMeCTUTENbHO Tepanuu y BCex nauu-
€HTOB OTMEYascs perpecc KIUHUYECKUX U PEHTreHosoruyec-
KMX CMMNTOMOB 3ab0/ieBaHNs, NepecTaBanu 6ecnokouTb 6onu
B MblWLAX, HEMOTMBMPOBAHHAA PBOTA; y/yyllanacb NepeHocu-
MOCTb (DM3MYECKUX HArpy3oK, YBeNWYWUBANUCh ANUTENbHOCTb
1 paccTosHue neweil xoabosl [6, 9, 10, 13].
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3AKJNIIOYEHUE

XapakTepHbiMK nposiBieHUAMU Aetckoi dopmbl runodocda-
Ta3uu ABNAIOTCA 3afepxKa PocTa U MblleYHas TFUNOTOHMUSA,
KOTOpas MOXET MPUBOAUTL K 33[epXKKe MOTOPHOrO pasBuTus
1 HApYLWEHMIO MOXOAKM; BOIM B MbILWLAX U BbIPAXKEHHAS YTOM-
NIIeMOCTb, OrpaHMyMBalOLLME BPEMS XOAbObI; paxuTUdeckue
pgedopMmanumu, B TOM YUCIe BanbrycHble AedopMaunm HUKHUX
KOHEYHOCTEl; paHHee BbiNafeHne MOOYHbIX 3y60B C HeusMme-
HEHHbIM KOPHEM, AblXaTeNbHble PACCTPOMCTBA U YacTble BPOH-
X0eroyHble 3abonesaHus.

[lnarHo3 MoxeT 6bITb YCTAHOB/IEH HA OCHOBAHUM JAaHHbIX aHa-
MHE3a, XapaKTepPHOW KNUHWYECKOW KapTUHBI, Pe3y/IbTaTOB PeHT-
reHoI0rn4YecKoro 1 1abopaTopHOro UCCNe0BaHMiA (BbIpaXeHHOe
CHWXeHWe YPOBHs WenovHoit dhocdotassl (LP) n nogTeepxaeH
AaHHBIMWU MONIEKYNAPHO-TEHETUYECKOTO UCCNEeA0BaHNS.
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JIOBNIEHA CHWXeHuem yposHsa LU, onurogoHTHelt (C MOMeH-
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3a[1ePXKKON POCTa, BbIPAXKEHHLIMU paxuTudeckumn pedopma-
UMAMMU TPYLHOM KIETKM, KOTOPbIE MOBLIWAIOT PUCK PeLUAMBU-
PYIOLMX pecnupaTtopHbix 3a6onesannii; fedopMaLueint HUKHUX
KOHEYHOCTEN, MbILIEYHON FMMNOTOHWEN, OrPaHUYMBAIOLMMU BO3-
MOXHOCTb CaMOCTOATENbHOMO NepeABUMKeHUs pebeHka (Hapy-
LWeHWe MOXOAKM N0 NapanapeTuyeckomy TUMY, CAMOCTOATENbHO
npoxoauT He 6osiee 10 METPOB), TAXKENbIM HAPYLIEHUEM MUHEPA-
NU3aLMU KOCTHOW TKAHW, COTAacHO peHTreHorpaduu.
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Ha3HayeHue NatoreHeTMYeCKon GepMeHT-3aMecTUTENLHOI Tepa-
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