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TOB KPOBU [JIA JIEUEHUSA, OBLJIO PEKOMEHIOBAHO BBITIOJ-
HUTH BaKIIMHAIMIO OT renatura B.

TakuM 0o0pasoM, paHHAS AUATHOCTUKA AeduIiura
FXIII BaskHa Jid MPaBUJIBHOTO BBIOOpA JIEUEHUSA U IIpe-
IOTBPAIeHUA TAMKEJbIX TeMOPPAaTruueCcKNX OCJIOKHEeHUH.
Onpepenenne ypoBHa FXIII mosker ObITH OIpaBAaHO,
KOrjJla KJacCU4YeCKUe TeCThbl KOaryJAIMOHHOTO I'eMOoCTa-
3a (mporpombuHOBOe BpeMsa u AIITB) He mamMeHeHBI IpU
HaJIUYNU T€eMaTOMHOTO THUIIa KPOBOTOUMBOCTU. T TECTHI
HEUYBCTBUTEJLHBI K AedeKTaM CTa0uIM3aliii CTyCcTKa

u GubpuHOIM3a, IOITOMY A OOHAPY:KeHUA Aeduimra
FXIII HeoOXoauM KOJMYECTBEHHBIN aHAJIN3 aKTUBHOCTU
9TOrO0 (haKkTOopa.
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KAUHUYECKUM CAVUYAU TUTTIOPOCHPATEMUYECKOTIO PAXUTA

LOTBOY BO PoccuiicKuii HalJMOHAABHLIM UCCACAOBATEALCKUI MEAUIIMHCKUY yHuBepcuTer uM. H.U. TTuporosa
M3 P®, 2AeTcKasi FOPOACKast KAMHUYECKasi 6oabHMIA uM. 3.A. Bamasesoit A3M, Mocksa, PO

T'unmogocharemumueckuii paxut (Ppocdar-guader) — 3ad6oaeBanme, cBsI3aHHoe ¢ AedeKTOM peadcopo-
uuu docdaToB B MPOKCHMAJBHBIX KaHAJBIAX, IPOSIBIAIONeecs y nereii ¢ocdarypueii, rumodocda-
TeMueil M BhIPA’KeHHBIMH PAXUTHUECKUMHU U3MEHEHUAMM, Pe3UCTEHTHBIMYU K OOBIYHBIM J03aM BUTA-
muHa D. B craTthe pencTaBiieHbl TeHeTHYECKUE M OHOXNMUYECKHNe aCIeKThI HACIeCTBeHHBIX BapHaH-

TOB 33.6OJIeBaHPIH, OCHOBHBIE }IH(I)(I)epeHILHaJILHO-JII/[aI‘HOCT]/I'-IeCR]/Ie KPUTEePUH U NPUHIUIIBI JJEYESEHUA.
IIpuBeneno onucanme KIMHUYECKOTO cirydas runodochareMudeckoro paxura X-CuenjeHHOro J0Mu-
HAHTHOTO THIIA HACJIETOBAHUSA Yy 3-JIeTHEI JeBOUYKH.

Knrouesvle cnosa: demu, ezunopocpamemuieckuil paxum, peeyaiyus peabcopoyuu gocgpamos, suma-
mun D.
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CLINICAL CASE OF HYPOPHOSPHATEMIC RICKETS

IPirogov Russian National Research Medical University,
2Z.A. Bashlyaeva Children City Clinical Hospital, Moscow, Russia

T'unopocharemuueckre paxuTbl — TpyIIa IaTopu-
3UOJIOTUUECKN PAa3JUYHBIX B3abosieBanuii. BoigensioT
HacJIe[CTBeHHBIe W MpuodpeTeHHbie GopMbl rumodocda-
TeMuii. 3a mocJeJHUEe TOAbI OBLIM CAeJaHbl 3HAUUTENH-
HBbI€ IITard B MOHUMAHUU UX TeHETUUYECKUX U OMOXUMU-
yecKuX ocHOB. OHAKO Tepamnus 9STUX MalleHTOB BCe eIre
HEYIOBJIETBOPUTEIbHA U IIPEACTABJIAET, KaK U Ipekie,
0OJIBIIIYIO IIPODIEMY.

T'unodocharemuueckuii paxut (I'PP) (bochar-gua-
6er) — 3abosieBaHme, CBA3aHHOE ¢ AedeKToM peabcopOIiumu
docdaToB B IPOKCUMAIbHBIX KaHAJIBIIAX, IPOSIBIIAIONIEE-
cda y merent pocharypueii, runodochaTeMueil 1 BEIParKeH-
HBIMU PAXUTUYECKUMU N3MEHEHUSIMU, PE3UCTEHTHBIMU K
00bIYHBIM J03aM BuTamMuHua D [1].

Omnucano HECKOJIbKO HacJeACTBEeHHBIX GopM 6ojes-
HU, OPOTEKAMINX € HN30JUPOBAHHBIM HAPYIIEHUEM
IPOKCUMAaJIBLHOI peabecopbiiuu ¢hocdaToB B MOUKAX:

e runodochaTeMUUECKUA PaXUT, X-CIeIJIeHHBIN
JOMUHAHTHBIN;

o rumodochareMUUECKUi PAXUT, ayTOCOMHO-TOMU-
HAHTHBIN;

o rumodochaTeMUUECKU PaXuUT, ayTOCOMHO-PeIec-
CUBHBIN;

® HACJIe[CTBEHHBIN rumodochaTeMUIecKuil paxur ¢
TUNIePKAJBIIUYPUEi.

X-clenJIeHHbIII HOMUHAHTHBIN TrumodochaTeMuye-
CKUIl paxuT sBJIAETCA HamboJiee YaCTOM HacJeAyeMOi
dopmoii 3abosieBaHMs C 4acTOTOi BerpeuaemocTu 1:20
000— 1:50 000 xuBBIX HOBOPOMKAEHHBIX [2].

B Hopme TparcmopT dochaToB uepes TIOMUHAIBHYIO
MeMOpaHy HPOKCUMAaJbHOTO KaHAJbIla OCYIIECTBJSIET-
ca HaTpuii-pochaTHEIMU KoTpaHcmopTepamu (sodium-
phosphate transporter 2a, 2¢c — NPT2a, NPT2c), akc-
mpeccus KOTOPBIX Moauduimpyercsa (GaxTopoM pocTa
dubpobractos-23 (fibroblast growth factor 23 — FGF23)
u maparropmonom (IIT) [3].

FGF23 cnocobecTByeT pasBUTHIO (pochaTypun mocpes-
CTBOM yrHeTeHUs peabcopbiiuu (ocdarToB, BCIeICTBUE
penykmuu NPT2a, NPT2c u mozaBieHUs SKCIPECCUU
1-0-TUAPOKCUIABEI C IMOCJIEAYIOIel cympeccueil upKy-
saupyiorero 1,25(0H)2D [4].

IIT' raksxke wuHrubupyer peabcopbiuio docda-
TOB B NIPOKCUMAaJbHBIX KaHAJbIIaX, HWHAKTUBUPYSA
HaTpuii-pochaTHbIe KOTPAHCIOPTEPHI, HO B OTJUYUE
or FGF23 oaHOBpeMeHHO WMHAYIIUPYET TPAHCKPUIIIUIO

Hypophosphatemic rachitis (phosphate diabetes) is a disease associated with a defect in phosphate
reabsorption in proximal tubule, manifested in children by phosphaturia, hypophosphatemia, and
pronounced rachitic changes resistant to ordinary vitamin D doses. The article presents genetic
and biochemical aspects of the hereditary variants of the disease, the main differential diagnostic
criteria and treatment principles. It describes the clinical case of X-linked dominant inheritance
type hypophosphatemic rickets in a 3-year-old girl.

Keywords: children, hypophosphatemic rickets, regulation of phosphate reabsorption, vitamin D.
Quote: O.B. Kolbe, S.G. Semin, I.M. Osmanov, G.B. Bekmurzaeva, E.V. Tambieva, E.G. Kulikova.
Clinical case of hypophosphatemic rickets. Pediatria. 2019; 98 (4 ): 284—-289.

1-o-ruapoKcuaassl, cTumyaupys cuares 1,25(0H)2D B
MPOKCUMAJBHBIX KaHAaJbIlaX, UTO BeJET K IOBBIIIEHUIO
NPT2b-zaBucumoii Kuiieunoir abcopbuuu (ocharos u
TmofaBJIeHNIO TpaHCKpumniiuu rexos I1T.

Myranmuu B (Qocdar-peryaupyiomnemM reHe TOMO-
JIOTUYHOM 3SHJOIenTuaase B Jokyce Xp22.1 (PHEX —
phosphate-regulating endopeptidase homolog, X-linked)
MPUBOAAT K HapyIIeHW0 (EepMEHTHBIX CHUCTEM, OCY-
miecTBAARINUX mpoTeonus FGF23, nmpu X-cuemnieHHOM
IOMUHAHTHOM rumnodocdareMuyecKoM paxure. M30bITOK
FGF23 obycaoBauBaer HapylneHue peadbcopoiuu gocda-
TOB B MPOKCUMAJBbHBIX KaHAaJbIlaX IMOYEK, UTO (GopMu-
pyeT XapaKTepHbIIl OMOXUMHUUYECKUIl (DEHOTHII, IPOSIB-
aamomuiica gocharypueit, rumnodocharemMueii, HUSKUM
WKW HOPMAJbHBIM, HO HeaJeKBATHO CHUKEHHBIM OTHO-
cutenbHo rumnodocharemun yposaem 1,25(0H)2D3 [5].
HecmoTps Ha TO, YTO K HACTOAIEMY BPeMeHU OIMCAHO
6omee 300 myramuit PHEX-rena (MucceHC, HOHCEHC,
[IeJIelu, cIjiaic-caiiT MyTalliu), OTUETJINBbIe TeHOTUII-
eHOTUTINUECKE KOPPEIAINN He HaOII04at0TCs.

ITpuunHoii ayTocoMHO-mOMUHAHTHOTO ['®P sABIsdeT-
cs HEIOCPeACTBeHHOE BO3HWKHOBEHWE MyTalluii B TeHe
FGF23 na xpomocome 12p13.3, GopMUPYIOIIUX YCTOI-
YUBOCTH (haKTOpa K MPOTEOJUTHUUECKOMY PACIIEILIEHHIO.
Bo3HUKHOBEHHIO ayTOCOMHO-peleccuBHoro I'P cmocob-
CTBYIOT MyTaIliU B TeHe JeHTUH MaTPUKCHOTO ImpoTenHa 1
(dentin matrix protein 1 — DM P1) na xpomocome 421 mau
TreHe SKTOHYKJIeou  mupodocdarassl/dochogmuacrepassr 1
(endonucleotide pyrophosphatase/phosphodiesterase 1 —
ENPPI1) na xpomocome 6q22-q23, TaKsKe CIOCOOCTBYIO-
I[¥e IOBBIIIeHNI0 KoHIeHTpanuit FGF23.

AyTocoMHO-pellecCUBHBIN HacJencTBeHHbIlE ['OP ¢
TUNePKAJBIINYyPUell pPasBUBAETCS BCJEACTBUE MYTaIlWi
B reHe SLC4A3 ma xpomocome 9q34, HemocpeaCTBEH-
HO KOIUDPYIOIeM HaTpuii-pochaTHBIE KOTPAHCIOPTED
(NPT2c¢) naoMuHAIBHON MeMOpaHBI TPOKCUMAJIbHBIX
KaHaJbIleB.

HacnencrBeunniii '@P maHu(pectupyer B Bo3pacre
9-13 mec. Bexaymumu npusHakaMu 3a00Ji€eBAHUSA SBJIA-
IOTCA PaXUTONONOOHBIE NUBMEeHEeHUA CKeJieTa, IPenMyIIe-
CTBEHHO HIKHUX KOHEUHOCTEH, AepopMaIiuu MOTYT OBITH
He TOJILKO BapYCHBIMHU, HO U BAJIbI'yCHBIMU. OTU U3MEHe-
HUSA COIPOBOMKIAIOTCS 3aJePyKKOIl (hU3UUECKOTO Pa3BU-
TUSA ¥ HaPYIIIeHueM IOXOAKY AeTel («yTUHAasd MOX0IKa» ).
ITopaskeHus cCKeJsleTa HOCAT MPOTPECCUPYIONTUIT XapaKTep
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U CIIOCOOCTBYIOT 3aJIePyKKe CTATUKO-MOTOPHBIX (DYHKITUHA
pebenka [6].

PeHTrenosornueckmue m3MeHEHUA KOCTEH BBIABIIA-
oTcd uepes 3—4 mec mmocje MaHuUpecTaruu 3a00JeBaHUA:
reHepaIN30BaHHLIN OCTEOIIOPO3, YBeJIUUeHe MeTa(r30B,
MeTa)u3apHbIE IIOBEPXHOCTU UMEIOT HEPOBHBIE KOHTYDHI,
II0 Mepe IPOTPECCUPOBAHUS 3a00I€BaHUA MOABIAIOTCA U
boJee TIy0OKTEe M3MEHEHUA.

XapaKTepHbLIMU OWOXUMUYECKHUMHU IIPU3HAKaAMU
docdar-
ypus, IOBBIIIIEHNE AaKTUBHOCTU IIEJOUYHOUN (ochaTassl
(II1®). Kanpruii cerBoporku kpoBu u 25(0H)D3 B HOpMeE,
ypoBers 1,25(0H)2D3 Hu3Kuil uau HOPMAJLHBIH, YPO-

3a0oeBaHUA ABIAOTCA: runodocharemusd,

BeHb III' HOpMAaJNBHBIN WM HE3HAUUTEJIHbHO IIOBBIIIEH.
OrcyrcTByeT MeTabonuueckuit anuos. [loueunbie GyHK-
LIV OCTAIOTCA COXPAHHBIMU.

FGF23-3aBucumsbie dopmbl I'@P HeoOxomumo mud-
(epeHIIIPOBATH C OOBIYHBIM BUTAMUH D-medUIIUTHBIM
PaxmTOM, JUCTAJIbHBIM PEeHAJIbHBIM Ty6yJIﬁpHBIM anunumo-
30M, cuaapomom Paukounu (ge Touu-edpe).

Hacnencreenusniii I'@P ¢ runepranbnumypueir OTJIN-
yaeTcad OT X-CIeIJIEHHOro AoMUHAHTHOTOo I'®P moBbI-
meHHBIME ypoBHAME 1,25(0H)2D3, 25(0H)D3, HUBKUM
ypoBHeM IIT" 1 BbICOKOI abcopOiiueil KaJabllusa B KUIIeY-
HUKe.

s 6onpmuacTBa Popm I'PP cyiiecTByeT reneTuye-
CKOe IIOATBEePIKJeHNE.

Y IbTPasBYKOBOE UCCIENOBAHNE IIOUEK Y HEJIEUEHBIX
Iereil Bcerga B HOpMe, HO B xojme JedeHusa 1,25-gurup-
pokcu-BuTaMuHoM Dg HeoOxoauM AMHAMUUYECKUI KOH-
Tposb Y3 moueK B CBA3SK C BOSMOKHOCTHIO Pa3BUTUA
He()POKAJIBIIMHO3A.

Cranmapruasa tepanua FGF23-zaBucumbix I'®P
(X-T'®P, ayrocomHO-momMuHaHTHBEIE ['®P, ayrocomuo-
penieccuBHbIi '@P) ocHOBaHA Ha OAHOBPEMEHHOM Ha3HAa-
YeHHUU HeopraHnm4decKux (poc(paToB U aKTUBHBIX aHAJIOI'OB
BuTaMuHa D (4ale KaJbIIUTPUOJ; TaKyKe UCIIOJIb3yeTCsa
anb(daKaJbIIUI0JN) U HATPABJIeHa Ha KJINHUUYECKOe U3JIe-
YeHHNEe PaxWTa, YIyUIlleHNe F'UCTOJIOTUN KOCTHOU TKAaHU.
Pannee Hayago JeueHUA MMO3BOJIAET n30ekaTh gedopma-
U1 KOCTeIl.

J 035l 11 IINTEIBFHOCTD JIEYEHU A OIPEIeIAI0TCS BBIPa-
JKEeHHOCTBIO PaXUTUUYECKUX U3MEHeHU, ypoBHeM (ocda-
TOB B KPOBH, BO3PACTOM ITarniueHToB. BoJiee BEICOKYE HO3BI
pernapaToB HeOGXOI[I/IMBI B HavaJie Tepalluu U B IIEePUOAbI
MHTEHCUBHOTO pocTa pebeHKa [7].

OntumanbHBIE 03B (PocdaToB He OIpemeSIEeHHI.
OOBIYHO pPEKOMEHIyeTCA IIepPOopaJIbHBIN IpueM (ochara
B no3e 30—40 Mr/Kr B ZIeHb IO dJeMeHTapHoOMY (ochopy
B 4—5 npuemoB. Bo3aM0KHO ITOBBIIIIeHUE H03BI (hochaToB
B IePUOIbI MHTEHCUBHOrO pocTa (7o 55—70 Mr/Kr B IeHb
o saemeHTapaomy gocdopy). Ileab — gocTuKkeHne ypos-
HA (ocdaro criBopoTku 1-1,2 Mmmous/si. B Hacrodee
BpeMs IIPUMEHAETCA PACTBOD HeopraHmdecKux (hocdaToB
(ogHO3aMeIeHHbIH ochaT HATPUSA BOOHBIN — D T U IBYX-
3aMeIeHHbIN (pochaTr HaTpusa BogubId — 10 T Ha 250 Ma
BOJBI), KOHEUHBIA PACTBOP COAEPIKUT 7,44 MT s1eMeHTap-
HOTO (hocopa B 1 miu. 3amernernue ocdara IpesIOUTH-
rTesbHee mpoBoguTh B hopme Phosphat Sandoz, Tak xax
B OJHOIT TabJyieTKe comep:kutca 790 Mr murpara, mpemoT-
BpAaIaloniero pa3puTtue Hepokranbrmuosa. TakiKe BO3-
MoxkeH mpuem mpemapara Reducto-spezial (marpuiigu-

rugporendocdar u guHaTpUii rugporesdocdar). OgHaKo
oba mpemapara Ha Tepputopuu P® He 3aperucrpuposa-
Hbl. OpueHTUPOBOYHAA Ko3a 1,25-TUTrHAPOKCU-BUTAMUHA
D3 - 0,02-0,05 mkr/kr/cyr. C mesbio IIpeJOTBPAIeHIA
dopmMupoBanus He(POKAJLIIMHO3a HEOOXOOUM AUHAMU-
YECKUH KOHTPOJIb 9KCKPEIUU KaJbIliA C MOYOI, COmep-
JKaHU KaJabliusa, Gocdopa, aktuBaoctu 111D B ceiBOpOT-
Ke KpoBu, ¥Y3U mouex.

Posnpb seueHusi peKOMOMHAHTHBIM TOPMOHOM DOCTa
oleHHBaeTca nIpoTuBopeunBo [8]. B pazme ciyuaeB mpu
dopMuUpoOBaHUY HEOOPATUMBIX U3BMEHEHUH KOCTeIl OKa3bI-
BaeTcsa HEOOXOAUMOUN XUPypPruuecKasa KOPPeKIus, KOTo-
pas OJLKHA IMPOBOJUTHCS IIOCJE 3aKPBITUA SMupU3ap-
HBIX 30H pocTa. OZHUM 13 IePCIeKTUBHBIX HAIPABJIEHUH
B JeueHUU X-CIEIJIEHHOH rumodocdareMuu y HeTei c
1 roja u TOAPOCTKOB SIBJISIETCS WUCIOJb30BAHWE IIPUH-
nunuajIbHO HOBOro mpemnapara. PepepaibHOE areHTCTBO
IO KOHTPOJIIO 3a KauecTtBoM JekapctB B CIITA (FDA) B
2018 r. omob6puiio nmpemapar Crysvita (burosumab-twza),
IpeACTaBAAINI CcO00M MOHOKJIOHAJbHBIE AHTUTEJNA,
CBA3BIBAIOINE U WHIUOUDPYIOIWe AeicTBUe U30BITKA
FGF23 [9]. BesonacHocTh u a(h(peKTUBHOCTD IIpermapaTa
Crysvita 6bLIM ZOKa3aHBI B Pe3yJIbTaTe YEThIPEX KIUHU-
YeCKUX HUCIbITaHUI. B miame60-KOHTPOJIUPYEeMOM KJIH-
HUYECKOM ucubiTaHuu y 94% NnanueHToB, MOIYYABIINX
npenapar Crysvita 1 pas B MecdAll, mOKasaTeau YPOBHSA
(docdhopa KpoBU TOCTUIIN HOPMAJIBHBIX HPOTHUB 8% B
rpyune nnane6o. Cpenu nerei, y4acTBOBABIINX B HUCIIBI-
TAaHVU U IPUHVMABIINX HOBYIO Tepanuio 1 pas B 2 Hexenu,
HOpMAaJbHBIE ITOKasaTeau (pochopa KpPoBU HAOIIOAATIUCH
y 94-100% mo6poBobIEB. ¥ BCeX MCIBITYEeMbIX IIOKa3a-
TeJIX PEHTIeHOJIOTUYECKUX I/ICCJ'Ie,ZLOBaHI/IIL/'I VIYUIIUINCH
BCJIE[ICTBUE IOJydyeHusa Tepanuu mpenaparom Crysvita.
IIpenapar Crysvita (burosumab-twza) mosyuwmsn craryc
NPUHIUNNAIBHO HOBOTO JIEKAPCTBEHHOI'O CPEJCTBA, a
TakKe craryc opdanuoro mpemnapara [10].

Huske nmpuBoAmM HaIlle KJIMHUYECKOE HAOIIOIeHVe
nanueHTku 1I1., 3 sjer, HaxoxuBIIelicA B HedpoJOruye-
ckom orgenenuu JII'KB um. 3.A. Bamuisesoit B nexkabpe
2017 r. ¢ gpmarHO30M: rumodochaTeMUUECKUA PAXUT.
XpoHuueckas 60Je3Hb ImoueK 1 craguu. 3agep:kKa Gpusu-
YecKoro pasBuTud. [leBouxka Oblia HampaBjeHA [Jd
yTouHeHUA nuarxHosa us r. Ilerponanoscka-Kamuarcrwmit
mocJie OCMOTPa BpayaMu BhIe3JHOUM Opuraibl HaIllei 60J1b-
HUIBL.

AnpamMHe3 JKU3HH: Bo3pacT Marepu — 35 uer,
orma — 45 ser. PebGernork or IV Gepemernmoctu (I m II
— wmen. abopt, III 3akoHumaach BBIKUABIIIEM Ha 8-i
Hezesie). BepeMeHHOCTH IIpOTeKasla C YrPO30il IIPepHI-
BaHUA B TeueHUe Bcelt OepemeHHOCTH, co II Tpumectpa
orMmeuasioch yBenauudenume COI mo 60 mm/u u CPB, B
CBA3U C UeM IOJydaja aHTUOAKTEePUAJIbHYI0 TePAIuio.
C 30-ii He e HAOIIOJAINCH OTEK U HIMKHIX KOHEUHOCTEH,
PYK, YTOJIIIIeHNe ILJIaleHThl. B TeueHMe Bceil GepeMeHHO-
cTu nprHUMaaa ¢ppakcunapus, qrodactor — go 24-25-i
vegenu. Poxer I ma 40-41-i1 Hepmeisie, omepaTuUBHEIE.
OKoJoII0AHBIE BOABI 3ejieHble. OTMeUasoch IOCIEpPO0-
BOe KPOBOTeueHUe (IoTepA KPOBU OKOJIO 2 J). PeGeHOK
3aKpuUUaJl cpasy, OolleHKa o mkxajye Anrap 8/9 6amia.
Macca Tena mpu poxkgenuu 3180 r, mnuua 52 cm. Ha
CMELIaHHOM BCKapMJIMBaHUU OO 6 MecC, IPDUKOPM BBEJl€eH
¢ 5 mecanes. IIpurumana Burtamua D (AxkBazeTpum) 1o



1 xamuie B fieHb ¢ 1 MeC O HACTOAIIEN MOCIUTAIUBAIAN.
C posxkzeHua HaOJIIOZAach y HEBPOJIOTAa C JUATHO30M:
nepuHaraibaoe nmopaskenne ITHC rumnoxcuyeckoro reme-
3a, CUHIPOM BEreTO-BUCIEPAIbHBIX AUCPYHKIUN, B TOL
cHATa ¢ yuera. Habiaromamach y CTOMATOJIOTa: IIPOBOIU-
JIOCh YKOPOUEHUeE Y3AeUKHU SI3bIKA; Y OKYJINCTA — II0 IT0BO-
Iy HEIIPOXOJUMOCTH CJIE3HOT0 KaHaJjia CIpaBa, IIPOBeje-
HO 3oHAMpOBaHUe. IlepeHeceHHbIe 3a00JI€BAHUS: YACTHIE
OPBU, naeBmonusa (B 2 roga), otur. IlcuxomoTopHOE
pPasBUTHE COOTBETCTBOBAJIO BO3pacry. B rox umesa aiuny
72 cm, maccy Tesma — 8200 r. IIpopessiBanue 3y60B — ¢ 9
mec. C 1 roga 9 mecsirieB HaGJIIOgaeTCs Y 9HIOKPUHOJIOTA
C 3a/IePKKOM (PU3UUIECKOTO PA3BBUTHUA.

HacyiencTBeHHBIN aHAMHE3: CO CJIOB MaTepu, POJ-
CTBEHHHUKOB C HU3KUM POCTOM 1 Ae(pOopMAaIuAMU HUMKHUIX
KOHeYHOCTell HeT. Y poBeHb (pochopa B KPOBU Y MaTepu B
npejesiax HOPMBIL.

Amnamues 3a60JieBaHNA: OCMATPUBAJIACH OPTOIIEOM B
1, 3 u 6 Mec: IATOJIOrUY OTIOPHO-ABUTATEILHOTO alllIapaTa
He ObLIO. B Bo3pacre 9 Mec AMArHOCTHMPOBAHA ILJIOCKO-
BasibrycHas gedopmanus cron. C 1 roga Havama XOAUTh;
MOSIBUJIACH U CTAJIa IIPOrPEeCcCUPOBATh AedopMarus roJe-
Hel; B 2 roga AuarHoCTUPOBaHA BapycHasd aedopmariums
HIKHUX KoHeuHocteii. Ilpu jsabGopaTopHOoM o00ciaemoBa-
Hun (0 JAHHBIM WCTOPUY PA3BUTHA) IIOCTOSHHO IIOBBI-
meHa akTuBHOCTD I[P, runodocharemus (ypoBeHs doc-
¢opa B cerBopoTke 0,78—0,93 mmoub /a1 mpu HOpMe 1,29—
2,26 MmMoJb/J1). YPOBEHD B KPOBU KaJbIIUudA, BUTaMuHa D,
TTT, T4 o6m. u cB., IIT" B mpesesax HopMbl. ¥Y3U muTo-
BUJHOU JKeJie3bl, OPIaHOB OPIOIIHON ITOJIOCTH U IIOYEK
0e3 maToJIoruu, OMOXUMUUECKUI aHAJN3 MOYM DaHee He
npoBoguiu. Ilo MecTy sKuTeJbCTBA MPOBOAMJIACH Tepa-
nusi: @3T — asieKTpodopes ¢ KaJIbIUA XJIOPULOM HA 30HBI
pocra Gexmep u 00JbITE0EPIOBBIX KocTell, JIPK, maccax,
nyjaBaHve. BrnepBble KOHCYJILTUPOBaHaA He(dpPOJIOTOM B
Bospacte 2 jer 9 mec. BricTaBiieH IpenBapUTENBHBIN
nmarsHos: Tyoysnonatud. I'mmodochareMudyecKuil paxur.
PexomeH10BaHO 00CIEIOBAHUE B YCIOBUAX CIIEI[MATUZU-
POBaHHOTO OT/EJICHUS.

IIpu ocmorpe B oraesnenumn: Bec 11,4 Kr (mepiieH-
b <3% ), poct 86 cm (mepuentuas <3% ). CocrosHME
cpenueit Tsokectu. KosKHBIE MOKPOBBI 0JieTHO-PO30OBLIE,
uncreie. Ilepudeprueckre JuMOOY3JIbl HE YBEJIUUYEHBI.
PaxuTruuecKkre M3MeHEHHs KOCTei: BBIDAYKEHHBIE JI00-
Hble U TeMeHHbIe Oyrphl, medopmaius KOCTeil IIpen-
IJIeYbsi, PAXUTUUYECKUE «OpacjieTKu», IIUPOKasi W pas-
BepHyTas HUIKHSASA amnepTypa TPYJHOM KJIETKHU, BbIpa-
JKeHHBIH MOACHUYHBIN JIopAo3, O-o0pasHad nedopmarnus
HUKHUX KOHEUHOCTEH, IJIOCKO-BaJIbrycHas gedopMaius
cron (puc. 1), «yTuHaa moxogka». IIpu aycKyabTamumu:
B JIETKUX [bIXaHUE IydPUJIbHOE, Xpunos Her, Y[ 24 B
muH. IIepKyTOpHBIE IPAHUIIBI CEPALIA COOTBETCTBYIOT BO3-
pacty. Tons! cepama scuble, purMuusble. Al 90/60 mm
prt. ct., YCC 104 ya/vmun. IIpu nambnanuum KUBOT MAT-
Kuii, 0e360sie3HeHHbIN. [leyeHb U cesie3eHKa He yBeIuye-
Hbl. PU3MOJIOTHUECKYE OTIIPABJIeHNUA B HOpMe. I1ooBbIe
OpraHbl Pa3BUTHI 10 JKEHCKOMY THIIY, COOTBETCTBEHHO
BO3pAcCTy.

IIpu obciiefoBaHUM: B KIMHUYECKUX aHAIN3aX KPOBU
OTKJIOHEHUI1 He BBISBJIEHO. BHOXMMHYECKUe IIOKa3aTejn
CBIBOPOTKH (001U GEJIOK, TJIOOYIUHEI, aJIbOYMUHBI, TJIFO-
Ko3a, OMJIUPyOWH, XOJECTePUH, TPUTJIUIEPUIbI, aKTUB-

HOCTb IIeYeHOUHBIX TpaHcamMuHas, JIITI', :keseso, HaTpuii,
KaJauii, XJIOPUIbl, KAJIbIINHA OOIUI M MOHU3UPOBAHHBIM,
KpeaTUHWH, MOUEBWHA, MOUeBasg KUCJIOTA) HE OTJIMYa-
JIUCH OT HOPMAaJIbHBIX 3HaueHui. KoHmenrpamusa gocdopa
onina cHmkena — 0,89 mMmonb/n (Ipu DOMKHBIX 3HaUe-
Huax 1,42-2,24 mmonab/n), akTuBHOCTE I[P moBbImeHa
(5620 ex/n mpu Hopme 108—317 exn/n). KucioTHO-0CHOBHOE
COCTOSIHVIE KPOBU HApPYIIIEHO He ObLIO. YPOBHU T'OPMOHOB
IIUTOBUAHOM ’KeJie3bl M THUPEOTPOIHOTO TOPMOHA CBU-
JIeTeJIbCTBOBAJIN 00 3YTHUPEOUTHOM COCTOSHUU >KeJe3bl.
Vposens III" ipu 2-KpaTHOM OIIpe/ e IeHUN COOTBETCTBOBA
HOPMAaJILHBIM BO3DACTHBIM IMoKadaTenam (28 u 40,9 nr/
ma npu HopMme 12-88 nr/mut). Comepskanue ButamuHa D
B KpoBU coctaBuio 22,4 ur/mi npu Hop™me 13,2-54,8 Hr/
MJI.

B o0mux ananausax mouum 0es marosoruu, pH mounm
¢ KojebaumsaAMu 5—7. B 00IMUX U CYTOUHBIX aHAIU3aX
Mouu OesKa U IVIFOKO03BI HeT. OTHOCUTEIbHAA IJIOTHOCTH
mouu KoJiebasack ot 1005 1o 1020. CyTouHas sKCKpenus
C MOYOI KaJus, HATPUA, XJIOPULOB, MarHud, KaJbIud,
dochopa, MOUEBON KHUCJIOTHI, KpeaTWHWHA, IMUCTUHA,
OKcaJIaTOB OblLiia HOpMaJsibHOM. OIHAKO IPU pacyeTe KC-
Kpeniuu gocdopa OTHOCUTEJBHO KpeaTuHNHA OHA OKas3a-
Jjack moBblIeHHOU (16 mpwm Bo3pacTHOI Hopme 1,2-8),
YTO CBUIETEJIbCTBOBAJIO O CHUXKEHHOU peabcopbruu doc-
dopa B mpokcumanabHbIX KaHagbiax (% TyOyaspHOI
peabcopbun docdopa cocrasua 58 mpu Hopme 85-95% ).

IIpu odranbMOSIOTMUECKOM OCMOTPE HATOJOTUU HE
o0Hapy KeHOo.

VY IbTPasBYKOBOE HCCJIENOBAHINE OPTaHOB OPIOIITHOM
OJIOCTH, IIOYEK UM IMIUTOBUIHON KeJie3bl OTKJIOHeHUN He
BBISBUJIIO.

Pentrenorpagusa HMXHUX KOHEYHOCTEN: KOCTHBIE
CTPYKTYDHI 03 eCTPYKTUBHBIX n3MeHeHui. OTMeuaroTcsa

Puc. 1. Buemnuii sug namuentku 111,
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HEOJHOPOHOE CHUKEHME KOCTHOM IIJIOTHOCTH B JUCTAJb-
HOM MeTa(pu3apHOl 30He OeIPEeHHBIX KOCTe B MeIu-
aJbHOM OTZieJie W 3a0CTPEHIe Kpas ¢ ABYX CTOpPoH. IIpu
9TOM OTMEYaeTcss MHOYKECTBO fANep OKOCTeHeHUA y Kpas
MeauaJbHOTO HAAMBIIIENKa OeJPEeHHON KOCTU C ABYX
cropoH. IIpogonbHas och GeApPeHHON 1 GOJILIIIe6ePIlOBOM
KOCTHU Jyroo0pasHo MCKPUBJIEHA C BHIMTYKJOCTHIO B JlaTe-
pasbHYIO CTOpOHY. OTMeuaioTesA YIJIOTHEHME U PaCIpe-
HIe MeJUaJbHOTO KOPTUKAIBLHOTO CJI0s 60bITe6epIIOBOH
KOCTHU C ABYX CTOPOH. ¥ IPOKCUMAJIbHOI MeTadu3apHOMi
30HBI 0OJIBITE6EPIIOBOII KOCTH OTMEUAIOTCS 3a0CTPEHUe
U YIJOTHEeHWEe Kpas ¢ ABYX cTopoH. CooTHOIIeHUe B
BUAMMBIX CyCTaBaX KOCTHBIX CTPYKTYD He HapYIIeHO C
IBYX CTOPOH. PeHTreHOBCKas CycCTaBHAs INeJb KOJIEH-
HOTO cycTaBa He cysKeHa. TaszobeIpeHHBIE CYCTABbI CUM-
merpuunbie. Illeeuno-gmadusapHBIi yroa BHU3YyaJIbHO
yMeHbIIIeH — cupaBa go 1289, ciea mo 1319 (mopma B
3 roga 1459). 3akaoueHre: PEHTTEHOJOTHYECKAA KapTu-
HaA OCTEOXOHAPOIATUU OOJbITEGEPIOBBIX W OeApPeHHBIX
KocTeil, BO3MOKHO Ha doue runodochaTeMunt, BapycHas
nedopmarusa 60JIbIIIe60ePIIOBBIX KOCTEHN U IIeNKY OeapeH-
HOI1 KocTH (puc. 2).

Taxum 06pasoM, y pebeHKa UMeJN MECTO CIeyIOIue
mpus3HaAKU 3a60IeBaHUA:

® DaxXWTOMONOOHBIE M3MEHEHUsA KocTeil, 0CO0eHHO
HIDKHUX KOHEUHOCTEMH, IPOTPeCcCUPYIOIKe Ooce To/a;

e 3aMe/JIeHHE TIPOIecca POCTa;

e MeTaboMMUeCKUe HAPYIIeHUs: TOBLINIeHNe aKTUB-
gHoctu P, runmodocharemusa, docharypusa (oTHocu-
TeJbHO SKCKPEINN KPpeaTuHNHA) IPU HOPMAJIBLHOM YPOB-
He KaJbI[isd B KPOBYM ¥ MOUYe ¥ HOPMAJBHBIX YPOBHIX
Butamuua D u I1IT.

ITepeuncienHble CUMITOMBI PacIeHEHLI HaMU Kak
HEeCOMHeHHOe cBupeTeabcTBo I'@P. [lna uckIoYeHUSA
ATUTTHUYHON GOPMBI IeIrnaKun (KaK BO3MOYKHON IPUUNHBI
runodocharemMun) GbLIN MCCIEAOBAHBI YPOBHU AHTUTE]
K TJIMaAvHy W TKaHeBOH TpaHCTJIyTaMWHase — IOKasa-
TeJIW COOTBETCTBOBaJM HopMe. IIpuHMMAas BO BHUMaHUeE
CPOKY TIOSABJIEHUS PAaXUTUUECKUX HM3MEHEHWUH KocTeill u
WX TPOTPECCUPYIONNI XapaKTep Ha (OoHe IIOCTOSHHO-
ro mpruemMa OpPOMUIAKTUYECKUX M03 BUTaMWHA D, HOD-
MaJbHBIX IMOKasaTeseill kaiabliusa, ButaMuba D u IIT' B
CBIBOPOTKEe, AuddepeHInalbHbIil AUarHO3 C BUTAMHUH
D-gedpunutHbiM 1 BuTaMuH D-3aBUCUMBIM PaXUTOM He
TpeboBasica. OTcyTcTBUE 1a60PATOPHBIX CUMIITOMOB APY-
TUX KaHAJbIEeBbIX AUCHYHKIUIN (TUIIOKATNEMUU, alli/10-
3a, MIPOTEUHYPUU, AMUHOAIUIYPUHU, TIIOKO3YPUU, KaJb-
IAYPUH) IO3BOJMIO WCKJIIOUUTHL CUHAPOM PaHKOHU U
OUCTANBHBIN PeHaJbLHBIN TYOYIAPHBIN allim03.

C mespio BepuuUKanum AUarHo3a OBLIO IPOBEAEHO
MOJIeKYJISIpHO-TeHeTnuYeckoe wucciaemoBanue B @I'BHY
«Menuko-reHeTHUeCKUII HAYYHBIA IeHTp». MeTomom
MaccOBOTO TapajieIbHOTO CeKBEHUPOBAHUSA MPOBEIEH
aHanu3 166 TeHOB, OTBETCTBEHHBIX 3a KOCTHYIO IIaTO-
Joruio. 3aKJ0UYeHre: BBISBICHbBI U3MEHEHUS B HYKJIEO-
TUAHON IIocjiefoBaTesbHOCTH B reme PHEX exon 17:
c.G1715A: p.G572D B reTepo3UrOTHOM COCTOSHUU.
AJTOPUTMBI BEPOSTHOCTH ITATOT€HHOCTH PACIEHUBAIOT
IaHHBIN BapWaHT KaK BEPOATHO IATOTEHHBIN. ¥ 060mMx
poautese ranuasa samMmeHa B reue PHEX He obHapysKeHa.
TakuMm o0pasoM, Ha OCHOBAHUU XapPaKTePHON KJIUHU-
YeCKOW KapTUHBI WM JaHHBIX J1a00PATOPHO-MWHCTPYMEH-

Puc. 2 PentreHorpaMMa HUKHUX KOHEYHOCTEH NAIMEeHTKU
III. (00'psACHEHUSA B TEKCTE).

TaJbHBIX WCCJEeNOBAaHUI, HECMOTPSA HA BEPOATHOCTHBIH
xXapakTep AUArHo3a IMIPU MOJIEKYJISAPHO-TeHEeTUUECKOM
obcienoBaHMY, OBLI BBICTABJIEH 3aKJIIOUUTENbHBINA Aua-
ruo3: ['mmogocharemuueckuit paxuT. X-CIeIJeHHBINA
OOMUHAHTHBIM THUI HacJeJOBaHUA. XPOHUUYeCKasd
OosiesHb mouek I craamm. 3azepsKkKa (GU3UYECKOTO pas-
BuTuA. PebeHKY OBLIN HasHAUYEHBI mpemapaThl docdopa
(penykro-crerman 602/360 mr 1 Ta6s. pasgesuTh Ha
3—4 mpuema), OCCEeMH-TUIPOKCHUATIATUTHOE COeIUHEeHNEe —
oCTeoTeHOH Y TabJi. 2 pasa B IeHb, KaJIbIUTPUOJ (OKCHUIe-
BUT B f03e 0,25 MKT B CYTKH) II0Z, KOHTPOJIEM dKCKPEInu
KaJIbIlus, hocdhopa ¢ MOUOI, COepKaHUA KaJabIus, (hoc-
dopa, akrusuHocTH I[P B cCHIBOPOTKE KpOoBHU, Y3 moueK.
IIpu KoHTpPOJBLHOM O6CIemoBaHUU Uepes 3,5 Mec (ampesb
2018 r.): meBouKa cTajia aKTHMBHEe, MEHbIIIe YCTAeT MPHU
xonnbe. Ilpubasuiaa B pocre 1 cm, B macce — 400 r.
YMeHbINIACh BEIPAKEHHOCTH runodocharemun (comep-
sxkanme docdopa B ceiBopoTKe KpoBu 0,99 MMOb/J1 Ipu
Hopme 1,42-2,24 mmonab/n) u docharypuu (CyTouHAsS
KCKPeIusa ¢ Mouoii hochopa mo OTHOIITEHUIO K KpeaTUuHU-
HY yMeHbIuaach 10 9,4 nupu Hopme 1,2—-8, xota % Tyo6y-
nsapHoit peabcopbiuu (ochopa ocraBasica CHUMKEHHBIM
— 65%). Coxpauanack MOBBIIMIEHHONH aKTUBHOCTH I[P
— 569 ex/n npu Hopme 108-317 en/n. Comeprranme Kalb-
11 B KPOBU U 9KCKPEIH eT0 C MOUOH B IIpeiesiaX HOPMBI.
Yporens Butamuua D — 55 ur/ma npu Hopme 30—-160 Hr/
ma, IIT" — 64,8 ur/mu npu Hopme 12—88 rir/mu. Ilpu Y3U
MOUeK KaJbIMHATHI HE OIpPeAesanchb. BBIIO peIreHo
MIPONOJIKUTE Tepamnuio mpemaparamu docdopa B Toit iKe
nmose (35 Mr/Kr 1o asieMeHTapHOMY (hochopy), ocTeoreHo-
HOM ¥ YBEJIUYUTH N03y OKcuaeBura a0 0,5 MKT B CYTKH.
PexomeHmoBaHBI HAOIIOAEHNE OPTOIlela U KOHCEPBATHUB-
Has Tepamnusd 0 IMOBOAY AedopMaIuii HIKHUX KOHEUHO-
creit: JI®K, maccasx, niaasanve. KoucyabTupoBaHa KJIK-
Huuyeckum renerukom HUKU neguarpun um. FO.E. Benb-
THUIEeBa: Auar€osd rumodochaTeMUyecKuili paxurT, IIPO-
BeJleHa KOPPEeKIUs J03bI OKCHUIEBUTA — yBeJUUYeHUEe 0
1 mir B cyTku u npueMm Burantosa 4000 EIl B cyTKu.
IToBTOpHOE O6GCIefOBaHUE Uepes 4 Mec (ceHTsa6pb 2018 1.):



IleBOUKa akTuBHasA, macca 13 Kr (+1200 r), giumaa 90 (+3)
cM. YpoBeHb (pocopa B cbIBOPOTKEe KpoBu 1,04 MMOJIb/JI
npu HOpMe 1,42-2,24 MMOJIb/JI, YPOBE€Hb HMOHU3UPO-
BaHHOT'O KaJIbIIUs HA BepXHEU rpaHuile HOpMbI — 1,24—
1,33 mmous /a1 (HopMa 1,1-1,3 MMoJb/J1). YMEeHbIINIACH
axkTuBHocTh [I1®P no 408 en/n npu Hop™me 132-315 exn /.
IKCKpeIus ¢ MOUOll KaJabId, OKCAJIATOB, yPaTOB, B T.4.
Y OTHOCHUTEJIbHO KPeaTHHUHA, He IOBbIIIeHa. OKCKPeIusa
¢ mouoii (ochopa 46,58 mmons/n (mpu HOpme 12,9-42
MMOJIb/JI), CyTOUHasg — He IIOBBIIIEHA, OTHOCUTEJIbHO
Kpeatununa — 9,8 nupu Hopme 1,2—8. Y3U 1IUTOBULHOI
JKeJiesbl, TNINKeMUA, TUPEeOUAHBIN Ipoduisb, ypoBeus 11T
B KpoBU — B HOpMe. ¥ 3U mouek: mmo mepudepuu IupaMu-
IOK OIlpefeasieTcsd OO0ONOK IIOBBIIIIEHHON 35XOTeHHOCTH,
YTO pacileHeHo HaM!1 KaK HauaJbHbIe IIPOsABJIeHUA He(po-
KaJblluHO3a. Y poBeHb BuTamMmHa D B xpoBu 142,3 Hr/
v (HopMa 30—40 Hr/mJur). YUuThIBas BBINIEN3JI0KEHHOE,
IJIs1 TPeSOTBPAIleHUsA IIPOrPEeCCUPOBAHUA HePPOKAIb-
IMHO3a ObLIa CHUKEHA /1032 OKCHAeBHUTa U BuTaMuHa Dy
B 2 pasa (0,5 mkr u 2 teic EJl B cCyTKU COOTBETCTBEHHO) C
mocJIeAyIoIell KOppeKIluel uepes MecsIl I10 pe3yJIibTaTaM
ypoBHA BUTamMmuHA D, Kanbuus, (ocdopa, aKTUBHOCTU
II1® B KpoBU, 9KCKPEIUU KAJIBIUA C MOUYOMH, COCTOSTHUIO
mapeHXuMbI moueK mo ganasiM Y 3MU. ITapannenbHo pebe-
HOK Habmogaercsa oprornenom B PI'Y « PBCM» u moayua-
eT Ha3HAUeHHOEe KOHCEePBATHBHOE JIeUeHNe 10 KOPPEK I[N
nedopMmariuii KOHEYHOCTEMH.

IlpuBemenHOe HaMHU KJINHHYECKOE HAOIIOJEHIMe
IEeMOHCTPUPYET HAacJIeJCTBEHHOE PaXHTOIIOL00HOe 3a00-
neBanue — '@P, o6yciioBiennoe myraiueii B reae PHEX,
BO3HUKIIIEH y peberka de novo. Heemorps Ha To, uro 'OP
ABJIAETCA OTHOCHUTEJIBHO PACIPOCTPAHEHHBLIM oOpdaH-
HBIM 3a00JieBaHNEeM, IPUBONAIIMM K WMHBAJUIHOCTH, U
mnmpejacraBieHHas (opMa JOCTATOYHO XOPOIIO H3ydyeHa,
OTCYTCTBME HACTOPOYKEHHOCTH Bpaueill B OTHOIIEHUN
IAaHHOUW MaTOJOTHMHU IIPUBEJIO K IIO3MHEH AMarHoCTUKe U
HeaJeKBATHOMY JIEUEHUIO pe0eHKAa II0 MECTY KUTeJIbCTBA.
B xoxe quddepennuaabHoil JUArHOCTUKY 3a00JIeBaHMIT,
NPOABIAKINUXCA KINHUUYECKUMHU IPU3HAKAMU pPaxu-

Ta, 3aJep:KKOi pocTa, HeoOXOAMMO paHHee BBLISBJICHUE
M3MEeHeHUH IMoKasaTejell MUHEePAJIbHOro 00OMeHa B KPOBU
(HUBKUI ypOBeHb Kaybliud, Gocdopa; IOBBIIIIEHNE WU
cHmKeHUe akTuBHOCTHU [1[P; moBHIIIIeHNE MV CHUYKEHTE
ypoBHua III', Burammua D) m OMOXMMHYECKUX IIOKa3a-
TeJieil B Moue (rumepkKanbuuypus, runepdocharypus).
Cienyer mOJUEePKHYThH, YTO IPU PYTUHHOM OIIPEeeJIeHUN
comep:xkanuda pocdopa B Moue BHICOKA BEPOSATHOCTH IIOJIY-
YeHUS HOPMAJbHBIX 3HaUeHU# (Kak ObLIO M B HAIIEeM
HaOJIOAeHNN), YTO IpPOTHUBOpeuuT naroreHesy I'dP u
MOKET SABJIATHCA NPUUYMHOM HEBEPHOU IUArHOCTUKU
3aboseBanudA. Ilosromy mpu BeisiBJeHuHu rumodocdare-
MUY JJIS IOATBeP:KAeHuA runepdochaTypur HeOOXOLU-
MO IIPOBOJUTEL pacueT MHIAEKCOB TyOyJIspHOI peabcopo-
muu GocdaToB uiu onpeneaaTs Gpochop/KpeaTuHUHOBBINA
UHAEKC B MOYe.

COBOKYIIHOCTh KJUHHUUECKUX U OMOXUMUUYECKUX
MapKepoB IIO3BOJIAET IIPOBOAUTHL IleJeHaIlpaBJIeHHBINA
MOWCK MYTaIlui B reHaX, aCCOIMMPOBAHHBIX C PABJINYUHBI-
MU HACJIeJCTBEHHBIMU (hOpMaMU paxuTa, UM OUPEAEUTH
BepHYIO JieueOHyI0 TaKTUKY. Hamu ObLI0 TOAPOGHO OITH-
caHO JieyeHHe pebeHKa C IeJbI0 aKIeHTUPOBATh BHUMA-
HUe Ha CJO0KHOCTHU MoAO0pa ONTUMAJILHBIX 03 IIpernapa-
TOB IPU JOCTHIKEHUY OajlaHca IOJ0KUTETHLHOTO adhdeKrTa
OT Tepaluy M Pa3BUTUU He(PPOKATBIIMHO3A.

Taxkum o6pasom, HacJieACTBEHHbIe (DOPMBI pPaxuTa
OCTaIOTCS aKTyaJbHON MeIUKO-COINAJIbHON IpPo6IeMoit,
TpeOyoIeil MOCTOAHHOIO OOHOBJIEHUS 3HAHWNM Bpauei
PasJIUYHOTO TPOPUIA.

Koungnuxm unmepecoé: asmopsv. cmambvu nodmeep-
Juau omcymemeue QUHAHCOB0I ULU KAKOU-LUb0 Opy2oil
noddepicku/KORGAUKMA UHMeEPecos, 0 KOMOPbLX Heo0xX0-
dumo coobuums.
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