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PE3IOME

Tunogocpamazus (FPP) — pedkoe mynpmucucmemMHoe HACIEOCMBEHHOE MeEMABOIUHECKOe 3A00IE8AHUE, 8bI3bIBAEMOE MYMAYUAMU 8 2EHE
ALPL, komopublli kooupyem gepmenm, omeedaowjuli 3a MUHEPANU3AyUI0 KOCMHOU MKAHU, — MKAHEHeCneyu@uuecKyto Weno4Hyo ocpa-
masy (LL®). FPPD xapakmepuzyemcs HapyweHUeM MUHEPANU3ayuU Kocmell, GHOMAIUSMU CKeJiema u CUCIEMHbIMU OCTIONCHEHUSIMU, 4mo
npusooum K UHEANUOU3AyUU U JemanbHoMy ucxody. Cumnmomsl 'OP 3nauumensro sapvupyrom. Haubonee msacenas KIUHUHECKAS CUM-
nmomamuxa nposensemcs npu paHHux gopmax I'OPD, nepunamanvHoll u UHPAHMUNBHOU, 20e HA NEPBbIli NJIAH BbIX00M ObIXAMEJIbHbIE
U He8POoJI02UHeCcKUe HaPYWeEHUS, KOMOopble S6AS10MCs OCHOBHOL nputiuHol cmepmuocmu. Jns demckoli popmbl 60.1€€ XapakmepHo npozpec-
cupyroujee nopasceHue cKkeaema ¢ HapacmarWuMu paxumono0oOHsIMU 0epopMayuaMuU, 02pAHUHEHUEM NOOBUNICHOCIU U MANCEIOl UH8A-
sauouzayueli nayuenmos. OcHo8HbIM Ouoxumuyeckum mapkepom I'dD sensemcs nuskuti yposens akmusHocmu LL®. [Juaznos ycmanasnusa-
emcsa npu HAAUYUU KIUHUYECKUX CUMNIMOMOS 6 COHemanuu cO CMOUKUM CHUMCeHUeM ypoeHs akmusHocmu L@ (¢ yuemom 6o3pacma u nona
pedetika). [pu Heobxo0umocmu npo8oOUMcs MONEKYISPHO-2eHemuteckoe uccaedosanue 0s 8visieaeHus mymayuu 6 eene ALPL. B cmamoe
onuckleaemcs Haw onvlm OUa2HOCHIUKU U JiedeHus nayueHmos ¢ PP e mpex KNUHUHECKUX HAOIIO0EHUSX.

KimoueBble cioBa: 2unogocpamasus, cepus cay4yaes, weaovHas pocamasa, HApYwWeHUe MUHepaIu3ayuu Kocmell, acgpomasa alpspa.

s yuruposauus: boiikos C.A., Yepusk U.IO., LLlamoxuna H.C. u 0p. lunogocpamasus y demeii. Tpu auya ooxoti 6oneznu. PMXK. Mamo
uoums. 2020;3(2):136—141. DOI: 10.32364/2618-8430-2020-3-2-136-141.

Hypophosphatasia in children. Three faces of one disease
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ABSTRACT

Hypophosphatasia (HPP) is a rare multisystem inherited metabolic disorder caused by mutations in ALPL gene that encodes tissue nonspecific
alkaline phosphatase responsible for bone mineralization. HPP is characterized by impaired bone mineralization, skeletal abnormalities, and
systemic manifestations which result in significant morbidity and mortality. Clinical presentations of HPP vary greatly. Early (perinatal and
infantile) HPP is characterized by the most severe symptoms, i.e., respiratory and neurological disorders are of crucial importance being
the leading causes of death. Progressive skeletal impairment, rickets-like deformities, reduced mobility, and severe disability are typical
of childhood-onset HPP. The biochemical hallmark of HPP is low alkaline phosphatase (ALP) activity. HPP diagnosis is verified by clinical
symptoms in combination with persistently low ALP activity (adjusted for age and sex). Molecular genetic test to identify ALPL gene mutation
is performed as needed. Three case reports addresses authors’ experience with the diagnosis and treatment for HPP.

Keywords: hypophosphatasia, case series, alkaline phosphatase, impaired bone mineralization, asfotase alfa.
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BBEI[EHI/IE JUTb KaK 10 ayTOCOMHO-JOMUHAHTHOMY, TaK 1 110 ayTOCOM-

I'nnodocdarazus (FPP) — ato MynbTUCHCTEMHOE NPO-
rpeccupylolliee HaclenCcTBeHHOe Merabonnueckoe 3aboe-
BaHMe, 324aCTYI0 IPUBOJSILLIEE K YTPOXKAIOLUM KU3HU COCTO-
SIHUSIM W MHBanuau3auuu nauueHtos [1]. TO® passuBaetcs
BCJIeACTBME MyTaLuii B rene ALPL, xoTopblil KogupyeT ¢pep-
MEHT — TKaHeHecneyupuuecKyr Lienounyo ¢ocdarasy
(LLP), npyHMMaIOLLYO aKTUBHOE y4acTHe B MUHepalu3aLmn
KOCTHOI1 TKaHU ¥ MeTaboIM3Me BUTaMUHA B, B ueHTpasnbHoit
HepBHOI1 cucTeMe. HacnenoBaHue myTauuit MOKET MPOUCXO-

HO-peLiecCMBHOMY Tumy [2]. Hanuuue naToreHHoi MyTauuu
NPUBOJUT K MaZeHUIO aKTUBHOCTU TKaHeHecreLnUUecKoi
LLI® 1 BHeKJIETOUHOMY HaKOIMIEHHIO pepMEHTHBIX CyOCTpa-
TOB: [7IaBHBIM 00pa3oM, HeopraHuueckoro mnupodocdara
(uHrubuTOp 00pa3oBaHMsl KPHUCTAJIOB TMAPOKCHANATHTA
M MHHepanu3aluuu KOCTel) M Nupuiokcasnb-5’-docdata
(ocHOBHasg uMpKynupyowas ¢opMa BUTamuHa B, KOTO-
past 6e3 aktuBHOCTH LLId He MOXKeT NpeonoseTb reMaTo3H-
uedanuyeckuii 6apoep) [1, 3].
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Hapywenns npouecca MuHepanuMsaluy KOCTHOM TKa-
HM 1 OOMeHa BUTaMKHa B, B LieHTpasibHOIt HEPBHOIA cUCTeMe
ONpenessioT KIMHUYECKYIO KapTuHy 3aboneBanus. [nsg [OP
XapakTepHbl AedeKTbl (POPMUPOBAHUSI W PA3BUTHSI ONOP-
HO-JIBUTAaTeNIbHOTO arnmnapara — yKOPOYeHHsl, BCeBO3MOKHbIe
JedopMaLMd KOHEUYHOCTel, rpynHOi KkieTkd, yepena. Kak
TNpaBWUIIO, y JeTell HabIOAAeT sl HU3Kasl Macca Tena U 3afepK-
Ka pocra. C BO3pacTOM pacTeT pUCK BO3HUKHOBEHMSI TaTOJIOTU-
YeCKHX, MJI0X0 KOHCOTMANPYIOLIUXCS IEPEIOMOB, TPEOYIOLLMX
XMpYpruveckoro sieveHus. M3-3a 60iu B MbIILILAX M KOCTSIX
TNaLMeHTbl MCTbITHIBAIOT HAapYLLEeHHe OXOAKH, NPOrpeccupyio-
lllee OrpaHUyeHKe MOABMKHOCTU C HEOOXOAMMOCTbIO MpHUMe-
HEHMsI KOCTbUIEH U KOJISICOK [1, 3].

ViameneHus cTpykTypbl peGep 1 GOpMbl IPYAHOM KIETKH
NPUBOZAT K HApYLIEHUIO aKTa AbIXaHWsl, BTOPUUHOI TUIoIa-
31M JIETKKX U TSDKEJbIM JbIXaTesIbHbIM PacCTPONCTBAM C HEoO-
XOIMMOCTBIO NMPUMEHEHHS] METOI0B UCKYCCTBEHHOI BEHTUIIS-
uum nerkux (MBJT) [4].

['mnepkanbuyemus, oOYCIIOBJIEHHAs: HApYLIEHHEM Kallb-
umit-pochopHoro o6MeHa, 3a4acTylo CONMPOBOXIAETCS pas-
BUTHEM OYaroB 9KTOMUYECKON KanbLU(UKALUK, 1 B MeEepBYIO
ovepenb HeppOKaJbLMHO3A C pa3BUTHEM MPOrPeCCHUPYIOLIEro
nioBpexzieHust noyexk. [o 3Toii xe npuuKHe y B3POCIIbIX NaLU-
€HTOB BO3MOXXHbl PEBMaTOJIOrM1YeCcK1e MPOsIBJIeHHs B BUIe ap-
TPUTOB U NceBAONOAarpsl [3, 4].

HeBposornueckue cMMITOMBI BKIIIOYAKOT: BUTaMMH-B, -3a-
BUCHMbIE CYJIOpPOTH, BHYTpUYEpEeIHble KPOBOM3JMSIHUSI, Mbl-
LIEYHYI0 TMIIOTOHMIO, 3a[epXKKy MCUMXOMOTOPHOrO Pa3BUTHSI.
Hapyiienne npouecca popMrupoBanus KOCTell uepena MOXeT
MPUBOANTL K KPAHUOCHHOCTO3Y C TMOBbILLIEHUEM BHYTpUUEper-
HOTO aBJIEHHs], UTO MOKET NOTPeOOBATh HEOTIOXHOI XUPYP-
ruyecKoit koppekuuu [5].

OnmvH 13 xapakTepHblx npusHakos ['Gd — mnpexnaespe-
MEHHOe BbiNajieHle MOJIOUHbIX MM MOCTOSIHHbIX 3y06OB, NMpH-
yeM uallle BCero ¢ HeM3MeHEeHHbIM KOpHEM, BCJIEAICTBUE Hapy-
LIeHNs MpoLiecca MUHepalIu3aliyd OpraHuyecKoro MaTpHUKCa
IeHTHHA ¥ LileMeHTa B 3yOHbIX anbBeosnax [6].

Knaccuduxauusa 'O ocHoBbiBaeTcst Ha BO3pacTe MOSIB-
JIeHUs TIepBbIX CMMIITOMOB, BbIIEJSIIOT 4 OCHOBHbIE (POPMbI:
TNeprHaTaIbHYI0 — MY BbISIBJIEHUH TIPU3HAKOB BHYTPUYTPOO-
HO WM HEeMOCPeICTBEHHO MPU POXAEHUH; UH(PAHTUIIbHYIO —
ot 0 no 6 mec.; nerckytro — ¢ 6 Mec. no 18 ner; B3pocnyo —
noce 18 nert. [Ipy M301MpOBaHHOM NOpaskeHUH 3yOOB OTAENb-
HO BbIIENISIIOT oftoHTOorunogocdarasuio [3).

Hanbonee Tsikenast KMHUYECKasi CHMIITOMATKKA NPOSIBIIS-
eTcst npu paHHnx popmax OO, nepunaTanbHON 1 MHGAHTUIIb-
HO¥A, I7le Ha NepPBbIii MJ1aH BbIXOJST JbIXaTeJIbHbIe X HEBPOJIOTU-
yecKMe HapyLleHusl, KOTOpble SIBJISIOTCSI OCHOBHOM MPUYMHOM
JleTanbHbIX UCXOMOB. 11t ieTckoit GopMbl 60J1ee XapaKTepHbI
nporpeccupylolliee nopaxkeHne CKejleTa ¢ HapacTaloLMU pa-
XUTOMOAOOHBIMK fepOPMALMSIMH, OrpaHNYEHNEM MOIBXKHO-
CTH U TSKeJION UHBanuausauueii [1, 4].

Juaeno3 DD ycraHaBIMBAETCS HA OCHOBAHWMK COYeTa-
HUS KJIMHUYECKUMX CHUMIITOMOB C HM3KOWM akTMBHOCTbIO LLID
(c yueToM BO3pacTa ¥ 1osa MalLMeHTOB), TUnepKanbLueMnun;/
runepdocpareMun W XapaKTepHON PEHTreHOJIOrMYecKoi
KapTuHbL [Ipy peHTreHorpaduu AJMHHBIX TPyO4aThiX KOCTEN
BBISIBJISIOT pa3HoOoOpa3Hble fedopMaliii, OCTEONOPO3, yuacT-
KU TMIIOMMHEPan13aUny, Yepeaytolmecs: C 0CTEOCKIJIepo30oM,
a TakxKe pacliMpeHne, H3belleHHOCTb 30H poCTa; B MeTadusax
OMNpeNeNsiioTCsl TaK HasblBaeMble «SI3bIKM MJIAMEHH» — yyacT-
K1 MPOCBET/IeHHUS], YXOAsLIMe OT 30Hbl POCTa B HANpaBJleHUU
ouadusa. [lpn paHHux ¢opmax TUNMUHBIM Npu3HakoMm [OO

SIBJISIETCS HaJIMuMe OCTEOXOHIPaJIbHbIX BHIPOCTOB Ha Auadusax
(wmoper Boynuiepa). Y Bcex meTeii, Kak NpaBUiIO, KOCTHbII BO3-
pacT oTcTaeT OT NacMopTHOro [3].

[lpy HEoOXOZMMOCTH IJis1 OKOHYATENbHOTO MOATBEPIKIe-
HUS IMarHo3a JOMOJIHUTENIbHO NPOBOASAT MOJIEKY/ISIPHO-TeHe-
TUYECKOe UCCIIeJOBaHNME [Isl BbIsIBJIEHUSI MyTaLuK B rene ALPL.

Jlo HenaBHero BpemeHM JieweHue '@D Oblo0 UCKIIOUH-
TeJIbHO CUMITOMAaTHYeCKUM: JIMeTa C MOHMKEHHBIM COZlepsKa-
HUEeM KaJlbLysl, Ha3HaueHre BuTaMuHa D npu ero meduuure,
BUTaMMHa B, mpu cymoporax, Xupyprudeckas MoMoLlb Mpu
BO3HMKHOBEHWM TEPEeIOMOB WJIM Pa3BUTMM KPaHMOCTEHO-
3a, ¢pusnoTepanys U jeyebHasi TMMHACTHKA A7l YKPEIuieHus!
OIMOPHO-/IBUTraTeNIbHOro anmnapara [3, 7].

[lpennpuuumanuce noneiTku nedenuss 'O npu nomo-
M BBICOKMX 703 BuUTaMuHa D, HaszHauenus OucdocdoHa-
TOB MK Tepunaparuna. OnHako HU OMH M3 TaKUX MOLXOMOB
He TpHUBeJ K 5KeJlaeMbIM pe3yibratam. Butamun D mosker ycy-
ry67aTb yske CYLIECTBYIOLLYIO F1epKasbLeMHI0, B 0COOEH-
HOCTH Y JieTeil paHHero Bo3dpacra; OuchocdoHaThl, SIBISSCh,
0 CyTH, aHAJIOTOM HeopraHu4eckoro nupodocdara — HaTy-
panbHoro cy6crpara LL®, yrHetaoT npoLecc MuHepanusaLmH,
yXyziuas TeueHuie 3a60s1eBaHusl; TepunapaTiz (PeKOMOMHAHT-
Hblil 1eIoBeYeCKUit MapaTMPEOUIHbIi TOPMOH) B HCCIENo-
BAHMSX Ha KpbICax B BBICOKMX []03aX MHAYLMPOBAaJ pa3BUTHE
OCTEOCAPKOMbI B 30HAaX POCTA KOCTell ¥ MPOTUBOIMOKA3aH J71s
npuMeHeHus y fereii [7].

B 2019 r. B PO saperucTpupoBaH jeKapCTBeHHbIi Nperna-
par nns ¢pepMeHT-3aMecTuTenbHoi Tepamun PP — pekoM-
OvHanTHast yenoBeveckas LLI®. MexnyHaponHoe HemaTeHTO-
BaHHOe HaMMeHoBaHKe — acdoTasa anbda.

B I'BY3 IIKKB r. KpacHonapa nabmoparorcs 3 mauyeHTa
¢ auarHozom ' ¢ nepuHaranbHON W AETCKOM KIMHUYECKU-
MM popmamu. Mbl IPUBOAMM HALl OMBIT JUATHOCTUKM U Tep-
BBbIX Pe3yJIbTaTOB JieYeHHsl B NAHHBIX KIMHMYECKUX Habmoze-
HUSIX.

KN1MHWYECKOE HAB/TIOAEHUE 1

Hesouka O., poxxneHa 13.10.2018. V13 anamHe3a U3BECTHO,
4TO pebeHOK OT 2-X pozioB, 4-it 6epementoctH (1-s1 B 2003 .,
OT Apyroro Gpaka, PORWICS MaJbuKK, 6e3 OTKJIOHeHWit; 2-s
M 3-1 — MeoMUMHCKMIT abopt). BepemenHoctb mporekana
Ha (OHEe XPOHMUECKOro nuenoHedpuTa U MHOroBoaus; Gepe-
MeHHasl HaGmonanach B ofHoii u3 crpad CHI. B 32 Hen. npu
Y3W-cKpuHUHTe BbISIBIEH BPOKIEHHbIN MOPOK Pa3BUTHS LIO-
Ia: ykopoueHue TpyOuaTbix Kocteil. Ha cpoke GepeMeHHOCTH
38 Hen. sxeHumHa npubbina B KpacHomapckuii kpaii. Pozbl
Ha 42-ii Hezl. recTaLMK, Ha4aJIo POJIOB €CTECTBEHHOE, HO B CBSI-
31 co cnaboCTbi0 PONOBOIl JESITENbHOCTH POROpa3peLleHie
TPOBEZIeHO ONepaTHBHLIM MyTeM. [leBouka poauiach B repu-
HaTaJbHOM LieHTpe I. ApMaBupa Maccoit 3565 1, poctom 48 cm.
IMo wkane Anrap 4—6 6annoB. PeaHnMalLMOHHbIE MepOpHs-
THS B POOMWJILHOM 3aine: jyuucroe Tero, VIBJI uepes macky,
3aTeM uepe3 MHTYOALMOHHYIO TPYOKy. COCTOsIHME C pOXKIe-
HUSI PaCLIEHMBAETCS! KaK TSDKEJIoe 33 CUeT BPOKIEHHOTO I10-
pOKa pa3BMTHS TUIOZA, AblXaTeJIbHOM, CepliedHO-COCYAMCTOM
HEeZIOCTaTO4YHOCTH, LiepeOpasibHoil ienpeccun. B nepsble cyTku
Ha VIBJ1 naGmonancs reMopparuueckuii CMHAPOM B BUIE Jie-
rOYHOrO KPOBOTEUeHus! (IpoBezfieHa reMoTpaHcysusl, TPaHC-
dysusi cBexke3aMOPOKEHHO! MiasMbl). 1o 1aHHBIM KOMIIbIO-
TepHoit Tomorpagun (KT) rosioBHOro mosra guarHocTupoBaHO
NapeHXMMaTO3HOe KPOBOU3JIMSIHME B MPABO TeMEHHO-3aTbl-
JI0YHOI 0671aCTH.
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Puc. 1. PeHtreHorpadus koctert yepena: A — 14-ii oeHb Xn3Hu, B — 6 mec., C — 12 mec.
Fig. 1. Skull X-ray: A — 14 days of age, B — 6 months of age, C — 12 months of age

Ha 10-e cyr sxusuu nepesenena B ['bY3 «[Ib ropona Ap-
maBupa» M3 KK. [lpu nocrynnenun cocrosiHue TsKesoe,
CO3HaHue conoposHoe. [Ipu nanpnauum ceona yepena KocTu
OuYeHb MSITKHe, MPOAaBIMBaOTCs, GOpMHUPYs «<MeMOPaHO3-
Hblii» ueper, GOJIbLLIO POJHUYOK He ONpeeNnseTcs; rpyaHast
KJIeTKa Msrkasl, pebpa oueHb ToHkue (puc. 1, 2). Haxoaurcs
Ha MBJI. Koctu npennneubs Takke oueHb ToHKKE. KoHCyb-
TMpOBaHa OPTOMENOM: MHOXXeCTBeHHas JUCXOHAPOIIa3us
ckenera. JIByCTOpOHHSS JlyueBasi KOCOPYKOCTb. AMiasust Te-
MEHHBIX KOCTeil. B GMOXMMMUM KPOBH BbISIBIEHO pE3KO€e CHU-
skenue copepskanus LLI® no 37 En/n (Hopma: 90-274 En/n),
CHMKEHME COJlepsKaHusl maparropMoHa 1o 8,3 nr/mn (Hop-
ma: 15—65 nr/mi) 1 noBblieHe COflepKaHusl 0OLLEero Kasb-
uus fo 2,72 mmoib/1 (HopMma: 1,03—1,29 mmonb/i).

C yderoM BbIsIBIEHHbIX M3MeHeHuii 3anonospeHa PO,
B3sITbl 00pa3Libl KPOBM 1 OYKKAIbHOTO SMUTENNS AJls TeHe-
tuueckoro uccnenosanus. 01.11.18 nposeneHa Tenemenu-
uuHckas KoHcynbrauus ¢ @by «HMUL um. B.A. Anmaso-
Ba» Munsgpasa Poccuy, mo COBOKYNMHOCTM KJIMHWMUYECKHX
NpOSIBNIEHNI M NaHHBIX 00CJIe0BaHNS YCTAHOBJIEH AMArHo3
«runodocdarasusi», MOATBEPKAEHHbI BIOCTENCTBUM re-
HeTHuecKu: BbisiBieHa myTauus c.508A*G B romo3uroTHom
cocrosiHum B rene ALPL. C 03.11.18 no >KM3HEHHbIM MOKa-
3aHUSM MHULMHMPOBaHA (pepMeHT-3aMeCTUTesIbHas Tepanus

JleKapCTBEHHbIM NpenapaTom acdorasa anbda B fo3e 2 Mr
Ha 1 Kr maccel Tena 3 p./Hel. MOAKOXHO.

B TeueHne nepBoro roaa skusHu cocrosiHie pebeHka pac-
LIeHMBANIOCh KaK TSKesnoe 3a CUeT KJIMHMKM IblXaTesbHOi
HeZ0CTaTOUHOCTH, 10 9 Mec. Haxoaunach Ha MBJI, no mepe
YKpernjeH1s: KOCTHOro ckesera, Kk 10 mec. ynanoch nepe-
BecTH peGeHKa Ha BCIOMOraTesibHYI0 BEHTUJISILMIO JIETKMX,
BbICOKOMOTOUHbIE Ha3albHble, a 3aTeM M 0ObIUHbIE HOCOBBIE
KaHionu. B Bospacre 12 Mec. KUCI0pPOA03aBUCUMOCTb Oblsia
KYMMpOBaHa.

Co CTOPOHbI KOCTHO-MbIILIEYHO! CUCTEMbI: Ha (oHe Te-
panuu y pebGeHka chopMupoBanicb KocTu uepena (60b-
110/ pOAHUYOK 2x2 cM), pebpa, PEHTIeHOIOrM4YeCKH YMeHb-
LIWIOCh paspeskeHne KOCTHOM TKaHW TPyOvaTbIX KOCTel
(puc. 3). B pocre npubaska 20 cm. B 12 mec. Bec — 8600 T,
pocT — 68 cMm.

KoHncynbruposaHa Hesposiorom B Bodpacre 12 mec.: ypo-
BeHb Co3HaHus no wkane Cummncona u Peiinu 10-11 Gan-
noB. Peakuus Ha ocMOTp anekBaTHas. 3pUTENbHOE U CIly-
XOBOE COCPELOTOUEHHE HOCTAaTO4YHOe. Yibl6aeTcs, TyJiuT,
Urpaer ¢ norpemyiukoil. [TOABMXHOCTb T71a3HbIX S6JIOK
B no7IHOM oO6beme. 3pauku S=D, cpenHeit Beln4MHbI, ped-
JIEKCBI K1Bbl€, paBHble. OO0'beM aKTHBHBIX M MaCCUBHBIX JIBU-
’KeHMi1 He orpaHnyeH. MbllieyHast cusa cCHUkeHa. MblileyHblii

_

Puc. 2. PeHtreHorpadus opraHoB rpyaHon knetkun: A — 14-i4 geHb xusHu, B — 6 mec., C — 12 mec.
Fig. 2. Chest X-ray: A — 14 days of age, B — 6 months of age, C — 12 months of age
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Pwuc. 3. PeHtreHorpadusa Tpy64aTtbix Kocten: A — 14-11 aeHb
Xn3Hu, B — 6 mec.

Fig. 3. Tubular bone X-ray: A — 14 days of age, B — 6 months
of age

TOHYC CHUXeH. CyxoskusbHble pediieKCbl C KOHEYHOCTEN:
KOJIeHHble XXuBble, S=D, ocTanbHble He BbI3bIBAIOTCSI BBUAY
130bITOYHO Pa3BUTOI MOAKOKHO-KMPOBO Kietuatku. Han-
cerMeHTapHble MO30TOHMUYEeCKHe pedieKchl He BbI3bIBAIOT-
cs. [po6y Ha TpakuUMiO He BbIMOJHSET. [07I0BY He HEpPKUT.
He nepeBopaunaercs. [IcuxomoropHoe pa3Butie pebeHka
OTCTaeT OT Bo3pacTa. UyBCTBUTesIbHble HapyLIeHHsl, KO-
OpAMHATOpHbIE MPOObI HEBO3MOKHO NOCTOBEPHO OLIEHHTb
BBUJY BO3pacTa, p1 OPMEHTUPOBOYHOM HCCIIENOBAHUN —
0e3 naTonoruu.

B OGuoxumuueckux mnokasarensx Ha ¢oHe Tepanuu ac-
¢dorazoit anbda OTMeudeHO MOBbllleHHe cofepxkaHus L
B cbiBOpPoTKe KpoBu A0 25 000 En/n, B Bo3pacte 10 mec,,
10 Mepe yKperuieHus: ckenera — coziepxkanue LLd cumsnnoch
10 12000-15000 Ex/n. B nuHamuke HaOmonaercs najibHeii-
1iee cHukenue a0 6500 Exn/n.

[Mokaszatenu Kanbuuii-pochopHoro obMeHa B mpenesnax
HOpPMaJIbHbIX 3Ha4eHUil (ypoBeHb MOHU3MPOBAHHOTO KallbLUsl
Ha BepxHei, a pocpopa — Ha HWKHEN IpaHulle BO3PACTHOM
HOpMbl). YpOoBeHb NapaTropMoHa HopManuaosacsi. Conepska-
Hue BUuTamrHa D — 42,4 ur/mi, B npezenax BO3pacTHOI HOPMbI
(Hopma: 30—100 ur/mi).

C 13 mec. pebeHOK HAaXOAMTCS AOMa, MOJIHOCTBIO HA CaMO-
CTOSITEJIbHOM [IbIXaHUM, NIPOM3HOCUT 3 CJIOBA, YUMTCS Iepe-
BOpauuBaThcsl. JleBouka mponosKkaer nonay4yarb GpepmeHT-3a-
MECTUTENIbHYIO Tepamuio B 1ose 2 Mr Ha 1 kr 3 p./Hen.
JleKapCTBEHHbIM NpemnaparoM acpoTasa anbda.

KNMHUYECKOE HABIONEHUE 2

Mampunk I, poxzpen 18.04.2007. bepemeHHOCTb
y Marepu mpoTekana 6e3 ocoOeHHOCTeil, pombl — Ha 39-it
nen. Poct pebetrka npu posxknennn — 51 cMm, Bec — 3800 T.
C poxzmeHusi OTMe4anacb BbIpaKeHHAs! TMIIOTOHHS, CUIETb
Haudain ¢ 7 Mec., xonutb — B 1 ron 1 7 Mec. B 6 Mec. 3apuk-
CHpOBaHbI CHUKEHNe NMpHUOaBKM B Bece M 3afiepskKa JMHAMU-
k1 pocta. C 7—-8 mMec. crana oOpaiuarth Ha cebst BHUMaHue He-
npaBuiIbHAasi popMa roJioBbl, MO TUMY «OalEHHOro» Yepena.
B 1 rog: poct 70 cM (k03¢ ULIMEHT CTaHAAPTHOTO OTKJIOHE-
Hust (CO) -2,33), Bec 7,6 kr (CO -2,58); B 2 roza: poct 77 cM
(CO -2,69), Bec 8,2 xr (CO -4,04). C yuetom BbIpakeHHOI1 3a-
TepKK1 poCTa B 2 rofa nocjie KOHCY/IbTAalMK 3HIOKPUHOJIOra

yCTAHOBJIEH [IMarHO3: COMATOTeHHas 3afepkKa pocTa.
B atom e Bo3spacre cTanu BblNanaTb MepefHHe MOJOYHbIE
3yObl C KOpHeM. B cBs3u ¢ HapyllleHeM OXOIKH (TlepeBauBa-
IOLLASICS, «yTHHAs)») TALIMEHT MPOKOHCYJIbTUPOBAH OPTOMNENOM,
3aKJII0YeHMe: JUCIasus Ta300elpeHHbIX cycTaBoB. B 3 rona
NpoBefieHbl peHTreHorpadus KOCTell Mpenrieybs, a Takxke
KT ronosnoro mo3sra. Pentrenorpagust KucTeil: KOCTHbIA BO3-
pact 2 rozia, paspeskeHre KOCTHO# MIIOTHOCTH MeTadH130B JIOK-
TeBbIx KOcTel. KT ronoBHOro Mosra: nprusHaky KpaHMOCTEHO33,
Hepe3KO BbIPAXKEHHOW aCUMMETPUYHON BEHTPUKYJIOMErauuu.
HasHaueHa KoHCynbTaluMsi HeMpOXUpypra, yCTaHOBIeH Iua-
THO3: KPaHWOCTEeHO3, okculedanus. B Bospacre 4-5 ner oT-
MeyasiCh TPUCTYTIbl PBOTHI, HE CBSI3aHHbIE C MPUEMOM IHLLH,
CaMOCTOSITeNIbHO Kynupylolirecst. B cBg3u ¢ 3anepskkoii pocta
npoBefieHa CTUMYJISILIMOHHAs Tpo6a COMaTOTPOITHOTO FOPMO-
Ha (CTT’) ¢ xnonnamHoM. MakcumanbHblit yposeb CTT' B xoze
nposeneHust mpobsl — 16,1 Hr/mi1, 4TO MO3BOIMIIO UCKITIOUYNTD
JMarHo3 COMaTOreHHO! 3alep>KKU poCTa.

B 4 ropa st nanbHeiiiero o6cnef0BaHNs 1 YTOUHEHHS IU-
arHo3a nauueHt HanpasseH B OI'bY «HMULL sngokpuHonorumn»
MunsnpaBa Poccun (Mocksa). [pu rocnuranusanuu: poct —
91,3 cMm (CO pocra -2,66), Bec — 11,3 kr. B pesynbrarax 61o-
XMMHMYECKOr0 UCCIeJOBAHMS BbISIBJIEHO 3HAUMTEIIbHOE CHHKe-
Hue aktBHocTH LD — 64—-68 En/n (Hopma: 150-550 En/im)
TIpY HOPMAJIbHBIX MOKAa3aTensix Kanbuus — 2,4 MMOJb/J1 (HOp-
ma: 2,2-2,7 mmonb/n) u ¢pocopa — 2,02 MMonb/1 (Hopma:
1,68—2,1 mmorb/n). Ha ocHOBaHMM laHHbIX aHaMHe3a (3anepK-
Ka pocTa M pa3BUTHSI, TMIIOTOHMS, HApYLUEHWe MOXOIKH, paH-
Hee BbINazieHle MOJIOUHBIX 3y0OB, Ha/M4K1e KPaHMOCHHOCTO3a),
n1a00paToOpHBIX AaHHbIX (HU3KMiT ypoBeHb LLD), nHCTpymeH-
TaJlIbHOTO MCCNeNoBaHus (Y4acTKW pa3peskeHust KOCTHO TKa-
HH, TI0 JJaHHbIM peHTreHorpaguy KUCTell W KOCTell mpexruie-
Ubsl) YCTAHOBJIEH JMarHo3: runodocdarasus, nerckas popma.
[lpy MonekynspHO-reHeTHYeckoM HCCNeNOBaHUN  BbISIBIIEHbI
KommnayHz-reTepo3urotHble Mytauuu (p.A37T u p.Glu191Lys)
BreHe ALPL.

3a Bpems HaOmoIeHMs B OMHAMUKE COXpaHslach 3a-
JepsKKa pocTa, BO3HUKIM fepOpMaLy HUXKHUX KOHEUHOCTel
M MO3BOHOUHMKA. [lpoBesneHa KOHCynbrauus opTomnena, 3a-
KJIIOUEHHe: MJI0CKO-BaJIbI'yCHasl YCTAHOBKA CTOII, BaJlbrycHas
JedopMaLus KOJIeHHbIX CYyCTaBOB, CKOJIMOTUYECKAs yCTAHOBKA
MO3BOHOYHMKA, YCHUJIEHUEe JIOpA03a MOSICHUYHOrO OTAena Mo-
3BOHOYHMKA. CHHZIPOM IMIepMOOMIBHOCTH CYCTaBOB.

B Hosi6pe 2015T. ¢ yueToM MporpeccMpoBaHMsl CUMIITO-
MOB 3a00J1eBaHMsl, BBIPAXKEHHOI1 3aiepskKKM pOCTa U Pa3BUTHS,
TIOpaskeHKsl OMOPHO-IBUIATENIbHOrO annapara MHULMMPOBaHa
dbepMeHT-3aMecTHTeNlbHAsT Tepanusi npenapaTtoM  acgoTasa
anbda B 103e 2 Mr Ha 1 Kr Maccbl Tena 3 p./Hel,.

Ha ¢one npoBoaumoit Tepanuu yayuimioch obuiee ca-
MOYYBCTBHE pebeHKa, 3HaUMTeIbHO BO3pOCia POCTOBAs AMHA-
MMKa, OBbICHJIaCh TOJIEPAHTHOCTb K (PU3NUECKMM Harpyskam,
HUBEJIMPOBAJIMCh HApYLLIEHHs MTOXOAKHU. Ha KOHTPOJIbHBIX PEHT-
reHorpaMmax B IMHAMMKE: yiy4llleHne MUHepaan3anuy KocT-
Hoi1 TKaHU. [lauMeHT mponokaer jeyeHre MO Ha3HAYEHHOM
cxeMme.

K/IMHUYECKOE HABTIOJIEHUE 3

Manbuuk 1., poxnen 23.02.2009. Poxnen Ha cpoke
36 Hep. ¢ nMpu3Hakamy runotpoduu: poct — 51 cM, Bec —
2850 r. B masnbHeiiieM npy OLieHKe POCTOBbIX MPUOABOK OT-
MeqasioCh CHUKeHMe TeMIOB pocTa HauuHas ¢ 1 roza. B nepu-
0J ¢ 2 10 7 NIeT TEMIbl pOCTa COCTABJSHN OT 3,5 10 7 €M, UTO
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COOTBETCTBOBAJIO 5-My EPLEHTHIIIO 3a TeprUoJ, HaboeHHs.
C 3—4 ner oTMevaercs MOsIBJIEHNE MEPUOANYECKUX Kanob
Ha 00JIE3HEHHOCTb B PyKax M HOraX B MOKOE, YTOMJISIEMOCTb
Mnpy 0ObIUHbIX PU3MONOrMUECKUX HArpy3Kax, roJIOBHbIe 60N
B MOKOE Y MOCJIe 3MOLMOHAIbHOTO HAMNpSLKEHUs C YaCTOTOM
1 pa3 B 1-2 Hep., KOTOpbIE KYNMPOBAJMCh C MOMOLLbBIO HECTe-
POMIHBIX NPOTUBOBOCNAIUTESIbHBIX NPenaparos.

B Bospacre 5 sietr u 3 mMec. 06paTUINCh K IE€TCKOMY 9H-
JOKpHHoJIory no nosony Huskopocnoctu (CO pocra -2,37).
Bbina pexomMeHoOBaHa rocnuTanu3auus 1ist 00cnenoBaHus
B CTalMOHape, e BbiSIBJEH MEepBUYHbIA MAMOMNATUUECKUit
cyOKJIMHNYeCcKuii runoTrpeo3. [1o 1a6opaTopHbIM JaHHBIM:
TUPEOTPONHbIN ropmoH 12 MKME/Mi1, cBOGOHbII TUPOKCHH
18,6 nmonb/n. Y3U-kapTuHA LMTOBUAHOI Kene3bl 6e3 na-
Tonoruy, npaesas nons — 2,1 cm?, neeas — 1,5 cm?, nepe-
week — 1,6 Mm. Mununuposana Ttepanusi L-TMpokcrMHOM
HaTpusl B 103€ 25 MKT.

B 6 ner n 9 mec. npu penTreHorpapuueckoM UccrenoBaHuu
KOCTHBII BO3pPAaCT COOTBETCTBOBaj OMOJOrMYECKOMY BO3pa-
cry 3,5 roga. B 7 ner Temn pocra +6,4 cm/rox, CO pocra -2,1.
Bblnu onpezieneHbl oKasaHust 1s TPOBELIEeHHs CTUMYJISILIMOH-
HOTO TeCTa C KJIOHWAMHOM, OHAKO MaMa OT MPOBeAEHHs PO-
Obl OTKa3anack.

B 6 ner u 2 Mec. BrnepBble 3aperMCTPUPOBAHO CHUXKEHHE
ypoBHst LLI® — 88 Exn/n, mpu nOBTOPHOM HM3MepeHUM ue-
pe3ron —108 En/n (Hopma: 150-550 En/n).

C yuerom CMHIpOMa HU3KOPOCJIOCTM B COYETAHMM C MO-
paskeHHeM OMOPHO-ABUraTeNbHOro amnnapara (6oneBoii CHH-
IpPOM B KOHEUHOCTSIX, HapyllieHHe OCaHKK, AedpopMaLysi rpya-
HOI KJIETKM), 3HAYMTEJIbHOM 3a/lep>KKOil KOCTHOTO BO3pacTa
10 JIaHHbIM PEeHTreHorpadun U CTOMKMM CHUXKEHMEM YPOBHSI
L1® nauueHTy npoBemeHO MOJIeKyJsIpHO-TeHeTMYecKoe Mc-
clefoBaHue U BbisiBiieHa MyTauusi €.571 G>A B rene ALPL B re-
TEpPO3UrOTHOM COCTOSIHMU. YCTaHOBJIEH AMArHo3: runogocda-
Tasus, feTckasi popma.

C suBapst 2017 r. nocse npoBezieH!st KOHCUIIMYMa C y4eToM
TMpOrpeccHpyIoLiero Xapakrepa 3a00J1eBaHMsl PeLlIeHO NHUL-
MpoBaTh (epMEHT-3aMeCTUTENIbHYIO TEPAITHIO J1eKAPCTBEHHBIM
npenapaToM acgoTasa anbda B f03e 2 Mr Ha 1 Kr Macchbl Tena
3 p./Heq. NOIKOXHO.

Hauano tepanun conpoBoknanoch 3Mu30famu runeprep-
MMM, C peakiieii B MeCTe BBeJleH!s! (ABasKIbl), OQHAKO MOCye
TNPOBEZieHNs] J1eCEHCUOUM3UPYIOLLeil Tepanuy U BbIMOJIHE-
HUSI peKOMeHIaLuii 10 rUNoaiepreHHOMY MUTaHMIO peaKLMn
KYMMPOBaHbI, ALMEHT POJOJIKII OJy4aTh JIeHeHHe.

3a BpeMs JieueHtst HabmosaeTcst CTabusbHast MOJIOKUTENb-
Hasl IMHaMMKa: 3HAYUTeJbHbII HAOOp TEMITOB POCTa, MOBBILLIE-
HUe MbILLIEYHO CUJIbl M TOJIEPAHTHOCTH K (PU3MUECKUM Harpys-
KaM, KyMmMpoBaH 00JIeBOi CMHAPOM B HIXXHHMX KOHEUHOCTSIX.
PebeHok npozoyskaeT pekoMeHA0BAHHOE JIeUeHHe.

OBCYXIEHUE

[®D — HacnencrBeHHOoe Merabonuueckoe 3aboseBaHMe,
CHMIITOMBI KOTOPOTO MOTYT MpOSIBUTBCSI B JIIOOOM BO3pac-
Te. B cepum onmcaHHbIx HaGMIOZEHUI MpPENCTABJIEH LIMPO-
KUt CMeKTP KJIMHWYECKUX MPOSIBIIEHUI: OT MYJIbTUCUCTEMHbIX
MOpa>keHUii MpM NepuHaTalbHOM ¢opMe, KOrga IepBble
CUMIITOMbI 6bU]l/I 3aq)MKCMpOBaHbI Ha CTaguunu BHyTpVIyTpOé—
HOTO Pa3BUTHsl, IO NPEUMYLIECTBEHHOrO MOpaskeHHsl OMop-
HO-ZIBUraTeNbHOrO arnapara B BUZE 3alepsKKM pocTa U pas-
BUTKS, JepOpMaLMK KOHEYHOCTeN, Yepena 1 rpyaHON KIIeTKU
npu neTckux popmax 6onesHu.

BaxkHoit ocobenHoctbio [OD sBnsieTcss mporpeccupyio-
IMIl XapaKkTep TeYeHusl, ¥ Jaxe eciy Npu MaHuecTauun
OMpezniesIsuICs TONbKO OOMH CUMITOM (Harnpumep, TMIOTOHUS
C MOMEHTa pOosIeHust), TO B yCJIOBUsIX AeduunTa dpepMeHTa
KJIMHUYeCKHe MPOSIBJIEHNs] HAPACTAIOT, NPUBOAS K TSIKEJbIM
Y MHBIMU3MPYIOLLIMM NOCIenCTBUsM [1, 3].

HanGonee npocTbiM M AOCTYMHBIM METOROM I71s I de-
PeHLMaNbHOM AUAarHOCTUKY 3a00J1eBaHNs SBIISETCS ONpeiere-
Hue ypoBHs akTuBHOCTH LD [3].

Bornblioe 3HaueHre MMeeT KOPPEeKTHOCTb YCTaHOBJIEHHBIX
B J1abopaTopuy HOPMaJIbHBIX TOKa3aTesieil, OHM HanpsMyto
3aBMCAT OT M0J1a ¥ Bo3pacTa pebeHka. Poct 1 MuHepanmsaumst
CKeJleTa y JieTeii COMPOBOXAIOTCs 60J1ee BbICOKMMMU 3HAUEHH-
svu LI B cpaBHeHNM CO B3POC/IBIMY, Y KOTOPbIX aKTUBHOCTD
¢depmenTa cHukaercs. Croiikoe cHuxkenue yposHs LD npu
VICKJIIOUEHNH APYTUX MPUYMH, BIMSIOLIMX Ha aKTUBHOCTDb (ep-
MEHTa, C BbICOKOI BEPOSITHOCTbIO CBUAETENIbCTBYET O HANMUMK
3abosieBanus [1].

OTcyTCTBHEM YCTaHOBJIEHHON HWKHE! IpaHMLibl HOPMbI
L1® u penkoit BcTpeuaemocTbro ['OD 0ODBSICHSIETCST CHUKEH -
Hasl HACTOPOKEHHOCTb Bpaueil M TMIOAMArHOCTHKa 3abose-
BaHMS. B onucaHHbIX HAMM KIMHUYECKUX NPUMepax y JBOMX
nereit cHukenue L1 BrepBblie 6bU10 3a(PMKCHPOBAHO TOJILKO
B 4 1 6 ner.

Panuss nmarHocTuka npuoOperaeT ocoboe 3HaueHue
C MOSIBJIEeHMEM BO3MOXXHOCTM TNpOBefeHus1 (pepMeHT-3aMe-
CTUTEJIbHOI Tepanuu, T. K. IPU HAJIMUUK [IPOrPeCcCUPYIOLUX
KJIMHUYECKUX npossiennii OO Bpems Hauana jeuyeHns uMe-
er Gosblioe 3HayeHHe. OCOOEHHO 3TO BaKHO IJIs PaHHMX
¢dopm, nepuHaTanIbHON ¥ MHQPAHTMIILHOM, KOTAA CHCTEMHbIE
OCJIOKHEHHMS! ObICTPO MPUBOASAT K YIPOKAIOLIMM JKU3HU CO-
CTOSIHMSIM. B peTpocnekTHBHOM KJIIMHM4YEeCKOM MCCTIeN0BaHUN
5-JIeTHAS BbDKMBAaeMOCTb NpK paHHux ¢popmax PP cocra-
BUJIa TOJIBKO 27 %, a IbIXaTeJIbHask HEOCTATOUHOCTDb Oblia OC-
HOBHOI1 IPUUMHOIA JIeTaJIbHbIX UCXOJ0B [7, 8]. B HaleM cny4ae
nauueHTKa Takxke Hyxznanacb B MIBJI ¢ MomeHTa poxkaeHus
¥ B JbIXaTelbHON Moanepskke B TeueHue 12 mec. OpgHaxo
neyeHne acporasoit anbda CnocoOCTBOBANO MHHepasu-
3auun pebep 1 GOPMHUPOBAHMIO KapKaca pYJHOM KIJIETKH,
YTO MO3BOJIMJIO MEPEBECTH MAaLMEeHTKY Ha CaMOCTOSITENIbHOE
IbIXaHUe.

[pu 6onee no3nuux nerckux popmax acdorasa anbda Tak-
ke MOATBepAuna CBOK 3G EeKTUBHOCTb: MaLUeHThbl Mpoje-
MOHCTPHPOBAJIM AOTOHSIOLIME TEMIbl POCTa C KOppeKLueit
Jedopmariuii, NOBbILLIEHHE MbILLIEYHON CUJIbI U TOJIEPAHTHOCTH
K GU3MUECKMM HarpysKkam, KyrnipoBaH1e 60JIeBOro CHHAPOMA,
yilydllieHHe KauecTBa KOCTefl, MO JaHHbIM KOHTPOJIbHbIX PEHT-
reHorpaMm.

SAK/IOYEHUE

OnucaHHas cepusl KJIMHWUYECKMX HAOJIOIEHWi MoKasana,
urto nposisienus PP moryT BappbUpoOBaTh Kak MO BO3PACTY
BO3HUMKHOBEHUS NEPBbIX CUMIITOMOB, TdK U MO TAXKECTHU CO-
crosiHMsl nauuenta. C yyeTOM NpPOrpeccUpyoLIero Xapak-
Tepa TeuyeHnsi [OD Bcem maumeHTam JOKHO ObITh Obecre-
YeHO NMOKM3HEHHOe HabJII0NeHNe 1 JIeueHne Y Bpaueil pasHbIX
cneuuanbHocTeit. Pannsaa puarHoctuka I'dd, ocHoBaHHas
Ha COY€TaHuW KJIMHUYECKUX TMPU3HAKOB W HHU3KOTO YpOBHS
Li®, nosponsier nompo6paTh MPaBUIbHYKO TAKTHKY BeNEHMUs
MaLMeHToB W CHU3WUTb PUCK PasBUTHUS ocoxHeHuil. [losiBe-
HUe pepMeHT-3aMeCTUTENIbHON Tepanuy 3HauUMTesIbHO MEeHsIeT
NPOTHO3 1715 nauneHTos ¢ [P,

®
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JIAHHAS UHOOPMALIVA MTPEJOCTABJIEHA B KAYECTBE MH®OPMALIMOHHOW MOAJEPKKU
MEIMUMHCKUM PABOTHUKAM. MHEHNA, N3JTIO’KEHHBIE B MATEPUAJIE, OTPAKAIOT TOYKY 3PEHVA ABTOPOB
1 HE OBSA3ATEJIbHO COBITAZIAKOT C TOYKOW 3PEHUS KOMITAHWMU CBUKC BUODAPMA.
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CumnTombl runodhoctharasum moryt
nposABNATLCA B NH0OOM BO3PACTE™

B pe3ynbraTe CHUXXeHWUA akTMBHOCTY LLID 1 HapyLLeHna MuHepanunsaw i
KOCTHOW TKaHW Y 00NIbHbIX MOXKET 0TMe4aTbCa P NPOrpeccupyoLLmMx CUMNTOMOB.

3Ybbl

o [pexxpeBpeMeHHOe BbiNageHue
MOJI04HbIX UM MOCTOSAHHBIX 3y60B

« HapyweHue npukyca

« 3a60/1€BaHNA NAPOAOHTA

[bIXATEJIbHA CUCTEMA

Y neTein paHHero Bo3pacra:
« [UNonnasus nerkux

o [lbIXaTefibHas HeJoCTaTO4YHOCTb
« [10TPEOHOCTb B AbIXaTESIbHON
noajepxxke, Bknoyas NBJT*

MNO4KK

« HedppokanbumHo3

« [lporpeccupytoLLiee NoBpexaeHue
‘]p noyek

o [oyeyHas HeOCTaTOYHOCTD

CKENET HEPBHAAl CUCTEMA
1  Paxutonomo6Hbie U3MEHEHNA CKeneTa « ButamnH B -3aBucumble cyaoporu
« [lechbopmauun ckeneta « KpaHunocnHocto3
« OcTeomansums % « [10BbILLEHNE BHYTPUYEPEMHOIO
« OcTeoneHus/ocTeonopo3 NAaBnexHus
o [Tepenomsl
« bonu B KOCTAX
MbILLLbI/

PEBMATOJIOTMMECKUE NPOSABJIEHUA
o MbiLLeYyHas cnabocTb

« bonesHb 0TNOXeHNA KpucTannos
nupodpoccgpara guruapara
kanbuus (bKMM)/ ncesgonoparpa/
XOHAPOKaNbLNHO3

« 5071 B MblILILAX U CyCcTaBAX

POCT

 Husknii poct

« Huskas macca tena passuTuA

o OTcyTCTBME/3aLEPXKKA
(hOpMUPOBAHNS KITHO4EBbIX HABbIKOB

* VIBJ1 — ncKycCTBEHHAR BEHTUAALNA NIErKNX

PA3BUTUE

o 3a/iepXXka MOTOPHO-NCUXNYECKOTO

®YHKLWN

o /lHBannAHOCTb
« YTUHaa noxopaka/
HapYLLEHNEe NOX0AKM

> Cumntombl runodpocaTa3um MOryT NOABUTLCA B NHOGOM
BO3pacTe U YXYALIMTLCA C TE4EHUEM BPEMEHH.
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