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Cnucok COKpaneHui:

I'P — ropmon pocra

I'P-PI' — ropmMoH pocTa-puIH3MHI TOPMOH

HUHI'P — u30/1MpoBaHHAS HEIOCTATOYHOCTH FTOPMOHA POCTA
N®DP-1 — uncyannonoao0Hblii pakTop pocra-1

ND®PCB-3 — uncy1MHONOI00HBI (paKTOp pocTa CBA3BLIBAIOIINH 0eJ10K -3
HUAI'P — yanonaruveckuit 1epuIMT TOPMOHA POCTA

CHIT - cunapom LlepemeBckoro-TepHepa

B3P — BHyTPUYTPOOHAasl 3a1epiKKa pocTa

K3Pull — koHCTUTYUMOHAIBHAS 3a/IePKKA POCTA U y0depraTa
CH - cemeiiHasi HU3KOPOCJIOCTh

AKTT - aipeHOKOPTUKOTPONHBIN FOPMOH

TTI'-TupeoTponHbIH rOPMOH
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Knaccudukanus HU3KOpOCIOCTH

[IepBuuHbIe HApYLIEHUS POCTA

BropuuHble HapyLIeHus pocra
KoHcTutynmonaneHas 3a7epxKa pocTta U myoeprara
CemeliHast HU3KOPOCIOCTh

Hedurut ropmoHa pocta

Heduuut I'P. BpoxxneHnubsie popMbl

Heduuur I'P. IIpuobperennsie Gpopmbl

10. unarnoctuyeckuii mouck aedurura ['P

11. Criucok nuTepatypbl



BBenenue

HuzkopocaocTh mpeacTaBiIseT akTyalbHYI0 MEIUITMHCKYIO MPOOIeMy, OJTHUM
U3 CJICACTBUH KOTOPOUM SBISICTCS HApPYIICHHE COIUAIBHOW aganTaidd OOJBIION
rpynnbl - geteid. CoryacHoO pe3yJibTaraM aHTPOIOMETPUUYECKUX HCCIICIOBAHUI
4acTOTa BCTPEYAEMOCTH 3aJIEPKKU POCTA PA3TUYHOrO reHe3a B JIETCKOW MOMyJISIUU
coctasisiet 2-3 %.

Kunaccudgukanusi HU3KOPOCJI0CTH

Huskopociaoctb MOXET OBITh CBsi3aHa C  Pa3IMYHBIMU  3a00JI€BaHUSIMU,
HETMOCPEJCTBEHHO  COMPOBOXKIAIONIUMUCS  HAPYUIEHUSAMHU CHHTE3a, CEKpEIUH,
peryJiaiuu Wi Ouogorudeckoro 3pdexkra ropMoHa pocTa, a TakKe ObITh OJHUM U3
MPOSIBICHU MHOTOYHUCIIEHHBIX T€HETUYECKUX CHUHJIIPOMOB, BPOXKIEHHBIX IOPOKOB
Pa3BUTHS, XPOHUYECKUX U CUCTEMHBIX 00JIe3HEH.

PaccmaTpuBas 3THONATOr€HETUYECKHE aCIEKThl HHU3KOPOCIOCTH Yy JETEH,
BBIJICTISIIOT clieytoiue GopMbl HapylieHui pocta (Tadm.1).

Tabnuma 1
JTHONATOTreHeTHYecKas Kiaccupukanmnsi HU3KOPOCJIOCTH y eTeil

1. INEPBUYHBIE HAPYHIEHUS POCTA
1.1. Ckenemmwie oucnnazuu
1.2. Xpomocommuwvie napywenus, couemaroujuecs ¢ HU3KOPOC10CMbio
1.3. Buympuympooénas 3adepsicka pocma
2. BTOPUYHBIE HAPYHIEHUS POCTA

2.1. Xponuueckue 3a00n1e6anun cneyupuueckux cucmem



2.1.1 CepaedHo-cOCyAUCTON CUCTEMBI
2.1.2 Jlero4Ho# CUCTEMBI

2.1.3 Tlouek

2.1.4 XKenynouyHO-KHUILIEYHOTO TPAKTA
2.1.5 lleHTpasibHOM HEPBHOM CUCTEMBI
2.2. DuooKpunubvle 3a001e6anus
2.2.1 T'unotupeo3s

2.2.2 TunepkopTunusm

2.2.3 Cunnpom Mopuaka

2.2.4 TlceBmorumonapaTupeos

2.2.5 BurtamuH /] - pe3UCTEeHTHBINA paxut
2.3. Tonooanue

2.4. Ampozennvie HapyuieHus

2.5. IHcuxocoyuanvnwliit HAHU3M

3. KOHCTUTYIUOHAJIBHASA 3AAEPKKA POCTA "
IHHYBEPTATA

4, CEMEMHASI HU3KOPOCJIOCTb

5. JAEOULUAT 'OPMOHA POCTA

Bpo:xkaennbie ¢popmbl
5.1. Hacneocmeennwtit oecpuyum I'P

5.1.1 W3onupoBannas Hepocratounocts ['P (MHIP)
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5.2.

5.3.

5.4.

Hedext rena I'P

N3onupoBanHas HeqocTaTOuHOCTh [P T 1 A
N3onupoBanHas HenoctaTouHOCTh ['P v 1 b
N3onupoBannas HenoctaTo4HOCTH ['P T 2

N3onupoBanHast HenocTaTOYHOCTD ['P Trm 3

Hedext penieniropa ['P-PI°

Hpyrue gopmsl (nedext rena I'P-PI'?)

MHoXecTBeHHas: HeJIOCTaTOYHOCTh TOPMOHOB aJIcHOTUIO(H3a
Hedexr rena Pit-1

Hedext rena Prop-1

Hpyrue popmbl

HacnencTBeHHBIN NAaHTUTTOMUTYUTAPU3M
Bpooicoennwvie nopoxu pazeumus I{HC

CenTo-onTruueckast qUCILIA3US
CuHIpOM MyCTOr0 TYpPEIKOro ceja
Jucnnazus runodusza
ApaxHouaanbHasi KUCTa
[M'uaponedanms

Houonamuueckuii oegpuyum I'P

Iepugpepuueckan neuyecmeumenvrnocms k I'P

Hedexrt penenropa I'P (cunapom Jlapona)



5.5.

5.5.

5.6.

5.7.

5.8.

buonornuecku seaktuBHLBIM [ P

IHocmpeyenmopuan neuyecmeumenvnocms K I'P

PesuctentHocTh kK MPP-1. KapaukoBocTs nurmeen

Hedunutr UOP-1

IIpuodperennbie Gopmbl

Onyxoau cunomanamo-2unogu3apHon cucmemol

Kpanuodapunruoma
['epmuHoMa
Anenoma runoduza
['amaproma

Onyxoau opyzux omoenoe mo32a

Actpounuroma
DneHauMoma
['muoma
Menynno6mactoma

Pe3ynomam nyuegoit mepanuu
/Jlpy2ue npuuunul

TpaBmbl yepena
Cocynucrasi maToJiorus
Hetipoundexuus

NudunbrpaTuBHbIe 0071€3HU



e [mapouedanus

INEPBUYHBIE HAPYHIEHUSA POCTA

CkeJieTHBIC TUCILIAZHA

CkeneTHble JAUCIUIA3UM TPEICTABICHBI T€TEPOreHHON Tpynmnoil 3aboJeBaHui,
KOTOpPbIE HMMEIOT HACIIECICTBEHHYIO MPEIPaCIONOKEHHOCTh M XapaKTEPU3YIOTCS
BBEIDOKCHHBIMUA  Je(PEKTaMHU Ppa3BUTHSA XPAIMIEBOM W/WIW KOCTHOW TKaHU C
dbOopMHpPOBAaHUEM TUCIPOIIOPIIMOHATIEHON HU3KOPOCIOCTH M W3MEHEHHEM pa3Mepa
u/unu GOpMbI pa3TMUHBIX YacTed ckenera. YacTora BCTPEYaeMOCTH CKEJIETHBIX
nucrnasuit 30-45 ciygaeB Ha 100 000 HoBOpoXkneHHbIX. M3BecTHO Gosee 100 dhopm
3a0oneBanusi. HecMOTpsi Ha 3HAYUTENbHBIC YCIEXH BBISBICHUS JUIsI MHOTUX (GopM
KOCTHBIX JIHCIUIA3M TEHHBIX Je(PEKTOB, OCHOBHBIMH JHATHOCTUYCCKUMU
KPpUTEPUSIMHA  TIpU  TIOCTAaHOBKE  JHWarHo3a  OCTAlOTCS  KIMHWYECKHE U
PEHTIEHOJIOTHYECKUE TPU3HAKY 3a00JIeBaHUSI.

B 3aBucuMocTM OT XapakTepa HapyUIEHUH NPOMOpIMHM Teiaa pedeHka
BBIICJISIFOT CKEJIETHBIC JUCIUIA3UU C YKOPOUYEHHEM KOHEYHOCTEH M C YKOPOUYCHHEM
TyJloBUIllA. B OTAENbHYIO Tpynmy OTHOCIT (OPMBI MYKOIOJMCAXapHUI030B C
3aJIep>KKoM pocra (Tab:mn.2).

Tabnuma 2
Hamun6oxee yacrobie popmbl ckeTeTHBIX auciiiazuii (mo Hertel T., Seino Y., 2004,

C U3MEHEHHUSIMH)

®opma Koneunsrit poct (cm)




Ckenemmnuvle oucnaazuu ¢ yKopoueHuem

KOHeuHocmeu:
AXoHzpomIa3us 112-145
['unoxoHaporia3us 118-152
[IceBnoaxoHaporuia3us 80-130
Jluctpoduueckas TuCIIa3UsL 86-122
Metaduzapusie xonapormiaszuu (tuna [Mua) 130-160
ToueuHas XoHIpoOIIIA3UA 130-160
XOHJIPOIKTOAKPMAIIbHAS TUCILIA3US 106-153
MHuoxecTBeHHas anuu3apHas IUCIIa3us 137-155
Ckenemnule Oucniasuu ¢ yKopoueHuem mynoeuma:
CrnongmnosnuduzapHas  JUCIUIA3USI,  BPOXKICHHAS 84-132
dbopma
CnonaunosnuduszapHas IUCIUIA3HsL, MO3AHS popMa 132-156
CHOHIMIOKOCTAJILHAS TUCILIA3US 130-135
Myxkonoaucaxapuoo3swi:
Tun 1 (cungpom ['yprepa)
Tun 2 (cungpom XaHrtepa) 120-150
Tun 4 (cungpom Mopkuo) 80-120
Tun 6 (cungpom Maporto-Jlamu) 109-140
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Ckenemmnbvie oucnaazuu ¢ yKopouenHuem KoHeuHocmeil

Haubonee wacto Bcrpedarores 2 GoOpMbl -  axOHIpOIUIa3us U
TUIIOXOHAPOILIA3USL.

Axonoponnazusi

PacnpoctpanenHocts  1:26000 HOBOpPOXIEHHBIX. TuIl  HaAcIEIOBAHUS
ayTOCOMHO-/TOMUHAHTHBIM C TOJHOW TMEHETPaHTHOCThIO. B ocHOBe 3aboieBaHus
nexar mytanuu reHa FGFR3 (peuentop pocroBoro ¢dakropa ¢ubdbpodiactoB 3),
JIOKJIM30BAaHHOTO Ha KOPOTKOM Iuieue 4-ii xpomocombl (4pl16.3). B 90% ciyyaes
MYTaIli¥ BO3HUKAIOT de NOVO.

TunuyHble MpOSIBICHUS 3a00JIEBAHMS MO3BOJISIIOT YCTAaHOBUTH JUArHo3 Ipu
poxkJieHn: pebeHka. XapaKTepHbBIMU NPU3HAKAMHU SIBIISIIOTCS JUCTIPOIIOPIIMOHATILHOE
TEJIOCIOKEHHE C  YKOPOYEHHMEM  IPOKCUMAIbHBIX  OTAEJIOB  KOHEYHOCTEW,
OTHOCUTEJIBHO JITMHHOE TYJIOBHINE, KOPOTKHE TalbIlbl PYK, KUCTb B (QopMme
“Tpe3yOua”, MOSICHUYHBIA Jopao3. OmpenensieTcss TMOBBIIIEHHOE pa3rudaHue
OOJBIIMHCTBA CYyCTaBOB, OCOOEHHO KOJICHHBIX; BBIpaKE€HAa BapycHas nedopmanus
roJjieHeu, merayionedanus, KypHococTb. J[o 2-X JeT ®u3HU OOJILHOTO 3aJIepkKKa pOCTa
MOKET H€ HAaOJI0JAThCA, MO3/JHEE OTMEUYAETCS BBIPAKEHHAs HU3KOPOCIOCTh. HacTto
Ha0JII01aeMO€e OTCTaBaHUE B MOTOPHOM Pa3BUTUU peOeHKa 00YCIOBICHO MBIIICYHON
runotonrel. atemiekt coxpaneH. CpeqHuid KOHEUHBIH POCT MY>XYHMH COCTaBIISIET
131 cM, sxeHIIuH - 124 cMm.

Pentrenonornueckne Nmpu3Haku 3a00J€BaHUS BKIIOYAIOT MPOTPECCUPYIOIIEE

KayagaJlbHOC CYXKCHHUC HHTCPICAUKYIIAPHBIX ITIPOMEKYTKOB B IMOACHHYHOM U
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KpPECTIIOBOM OTJeaX MO3BOHOYHMKA, CYXKEHUE KpEeCTIa M THUIOIMIAa3Us KPbLIbEB
MOJB3OIIHBIX KOCTEH, VIJIMHCHHE Majlo0epIioBOM KOCTH B MPOKCUMAJIHLHOM
HaIpaBJICHUH IO OTHOUIECHUIO K OOJIBIIIOOEPIIOBOM KOCTHU U JIp.

l'unoxonoponnasusi

OnuceiBaeTcsi Kak ‘“‘Msrkas’ ¢opMa axoHJpoIuia3uu. TOYHbIE JIaHHBIE O
pacpoCTpaHEHHOCTH 3a00JieBaHUS OTCYTCTBYIOT. YacTh cliydaeB B CBSI3U CO
CTEPTHIMU KIIMHUYECKMMH TIPOSIBJICHUSMH He auarHoctupyercs. Ilepenaercs
ayTOCOMHO-JJOMUHAHTHBIM IyTeM. Y OOJIBIIMHCTBA OOJIbHBIX BBISBIISIECTCS MYyTallUs
rena FGFR3 (penentop pocroBoro daktopa ¢pudpodiacToB 3).

XapakTepHO OTCYTCTBHE HapylIeHUW JuIeBoro ckeiera. OTmeuaercs
YMEPEHHO BBIPAXKEHHOE YKOPOYEHUE TMPOKCUMAIBHBIX OTACIOB KOHEYHOCTEW,
JTUCITPOIIOPIIMOHANIEHOE pa3BUTHE cKelieTa. VckpuBieHne 00JbI1e0epIioBbIX KOCTEH
oTcyTCTBYeET. [lanbipl pyK HECKOJIBKO YKOPOUYEHBI, HO (hopma KHUCTEH HE M3MEHEHA.
o 2-x ner 3amepkka pocta y OOJBHOTO MOXET HE OTMEYaThCs, C BO3PACTOM
HaOJII0/IaeTCsl  MPOrpecCUpyrolas HU3KOPOCIOCTh. PocT  B3pocibix  OOJBHBIX
coctaBisieT B cpeaneM 120-155 cm.

OCHOBHBIM PEHTIE€HOJIOTUYECKUM TMPU3HAKOM TUMOXOHAPOIUIA3UU SIBIISETCS
KayJaIbHOE Cy>KCHUE MHTEPIICHIUKYIISIPHBIX MPOMEXYTKOB Ha ypoBHe L1-L5.

Ckenemmusie oucniazuu ¢ yKOpoueHuem mynoeuuia

Cnonounosnughuzapras Oucniaszus, 8poAHcOeHHas hopma

Tun  HacimenoBaHus ayTOCOMHO-IOMHMHAHTHBIM. B ocCHOBe  pa3BuTHA

3a0oneBanus aexar nedextsl rena COL2A1, koaupyromiero Koyjiaret 2 Tuma.
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XapakTepHbIMU KJIMHUYECKUMH TPU3HAKaAMU SBISIIOTCA IUIOCKOE  JIUIIO,
KOpOTKas 1iesi, Ku()OCKOIN03, OSICHUYHBIN JIOPA03, 009K000pa3Has rpyaHas KieTkKa.
YacTo oTmMedaeTcsi TsDKeiash MUOIUSI, CJIOWKA CETYaTKH, CEHCOpHas MOoTeps Ciyxa.
Habnromaercss  orpaHvveHue TMOJABUKHOCTH  CYCTaBOB, ‘‘yTHHas TOXOJKa’.
HuskopociaocTh U JUCHPONOPIHOHATIBEHOE CTPOCHUE MOTYT OBITh BBISIBICHBI C
POXKJIIEHUS, C 2-X JIET OTMEYAEeTCsl BhIpaK€HHas 3ajJiepkKa pocta. Poct B3pocibix
OO0JBHBIX cocTaBiseT 84-132 cMm.

[Ipn pEeHTreHOIOTHYECKOM HCCIEIOBAHUM ONPENEIeTCs TIATUCIIOH NS,
HapylIeHUE OKOCTEHEHUS JUCTAIbHBIX 3MU(PU30B Oelipa, MPOKCUMAIbHBIX SMHU(PHU30B
00J1b111€0ePIIOBOM KOCTH.

Cnonounosnughusapuas oucniazus, no3oussa hopma

Tun HacnenoBaHusi ayTOCOMHO-AOMUHAHTHBIN. [IpHHAMJIEKUT K KOJUIareH 2
TUTa 3a00JIeBaHUSIM. Y YacTU OOJBHBIX HE HUCKIIOUEHBI MYTallUd JPYTHUX T'EHOB,
YYaCTBYIOIIMX B CUHTE3€ KOJIJIareHa.

K TUOWUYHBIM KJIMHUYECKUM TIPOSIBIICHUSIM OTHOCSTCS KOpPOTKasl Iies,
K1(OCKOINO03, MOSCHUYHBINA JIOP/I03, BEIOYXaHUe TPyIUHBI, 00UKOOOpa3Has rpyaHas
KJIeTKka. Moxer oTMedarbesi “‘yTMHas NOXOAKa . 3aJep’KKa pocTa 3a CYET
YKOpPOUYEHUsSI TYJOBHUIA TPOSIBIsieTCss B Bo3pacte S5-11 ner u HaOmomaercs
MPEUMYIIECTBEHHO Y MaJIbuuKOB. CpeTHUIl KOHEUHBIN pocT cocTaBisieT 132-156 cwm.

XapakTepHbIMU PEHTIE€HOJIOTUYECKUMU MpU3HAKAMU SABJISIIOTCS

IIaTUCIIOHAWIINA U ACTCHEPATHBHBLIC U3MCHCHHUS I'OJIOBKU 66}1})3.
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CnoHounoKocmanbHas OUCNAA3Us

Tun HacIemoBaHUS ayTOCOMHO-IOMUHAHTHBINA. DTHOJIOTHS HEU3BECTHA.

Y 607BHBIX HAOIOMAOTCS KOPOTKAS IIIes, MHOKECTBEHHBIE TIOPOKU PAa3BUTHS
MO3BOHOYHHKA M pedep. XapaKTepHO OTPaHUYCHHUE IBIKEHUN B CTOPOHBI, YACTHIC
pecniupaTopHble MH(MEKIUU. 3ajepkka pocTa 3a CYET YKOPOUYEHHUs TYJIOBHUIIA
MPOSIBIISIETCS] B PAHHEM BO3PACTE U HOCUT MPOTrPECCUPYIOLIUHN XapaKTep.

PeHTreHosornueck OMNpeAeNstoTCs CpallleHue IM03BOHKOB, HEIOPa3BUTHE
MIOJIOBUHBI TTO3BOHKA, M3MEHEHHUE 3yOOBHUTHOTO OTPOCTKA, TIOPOKU Pa3BUTHS pedep u
WX CpaleHusI.

Myxkonoaucaxapuoost

Myxkononucaxapuio3bl — IPEICTaBIAIOT  co00il  3a0ojieBaHUS  TPYMIIBI
JIM30COMHBIX 0OJIE3HEH, B OCHOBE KOTOPBIX JISKUT ACPUIIUT OJAHOTO U3 (HEPMEHTOB,
YYaCTBYIOIIMX B YTHJIM3AIIMU KUCIIBIX MyKOIIOJIMCAXaPHUIOB.

Myxononucaxapuoos, mun I (cunopom I'yprepa)

Tun HacnenoBaHus ayTOCOMHO-pereccuBHbIN. Jepuuut o-L-ugyponumaszsl
BeaencTeue mytanuu rera IDUA (4p16.3).

XapakTepHa wMaHudecTanus 3a00JIeBaHUS C TIEPBBIX MECALEB O KU3HU.
Otmeuatorcs TpyObie YepThl Jinla (raprojim3M), 3amaBiias epeHoCHIla, TOMYTHEHHE
POTOBUIIBI, TENATOCINICHOMET AN, TOPAKOIIOMOATBHBI KH(O3, TYTOMOABUKHOCTD
cycraBoB. [lociie mepBoro roja *u3Hu pedeHKa CKOPOCTh POCTa PE3KO 3aMEISIeTCH.
Ha BTOpOM romy THUIWYHBIC KIMHUYECCKUE MPOSIBICHHS HAPACTAIOT: YBEIMYUBAIOTCS

ryObl, HaOMIOJAIOTCS Makpo- U ckadouedanus, KECTKHE BOJOCHI, MaKPOTJIOCCHS,
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KOpoTKasi 1es, aedopmaiisi TpyJIHONM KJIETKH, MaxOBbleé M IYIMOYHbIE TPBDKH,
OTpaHUYCHHE MOJABMKHOCTH B CyCTaBaxX ¢ 00Opa30BaHWEM KOHTPAKTYpP, THIIEPTPHUXO3.
[TozmHee mMpUCOEAMHSIOTCS TPU3HAKU TMOPAKEHUS CEep/lla, Pa3BUBAIOTCS TIyX0Ta U
clernoTa. XapakTepHa 3aJep)KKa YMCTBEHHOTO Pa3BHTHS BIUIOTH JO JIEMCHIIWH.
Cpennsist poJ0JKUTENBHOCTD KU3HU O0JbHBIX 10 10 jerT.

TUNUYHBIMM PEHTTEHOJIOTUYECKUMH TPU3HAKAMU SIBJIIIOTCS pacIIUpEHUE U
VIUIOIIEHUE TYpPEUKOro cejuia, pacuiupeHre auapu3oB TpyOudaThIX KOCTEH,
KITIOBOBUIHAS (hopMa TeJl TTO3BOHKOB.

[Ipu nabopaTOpPHBIX WCCIEIOBAHUAX BBIABISIIOT MYKOIIOJIHCAXapUIYPHIO
(mepmaHTaHCYIb(AT W Tenapancyiabdar), MeTaxpoMarndeckue Trpanyisl B 10-60%
JICHKOIIMTOB, METAXPOMATHUECKYIO OKPAcKy (puOpo06I1acToB.

Myxononucaxapuoos, mun 2 (cunopom Xanmepa)

Tun HacnenoBanus X-CIEMJICHHBIA PEIlECCUBHBIN. [ledunmr mm3ocomManibHOTO
dbepmeHTa cynbhouaypopoHaT cyibdaTassl BeaeacTBre MyTamnuu rera IDS (Xg28).

Tsoxensie popmbl cHHAPOMA XaHTEpa COOTBETCTBYIOT IO CBOMM KITMHUYECKAM
NPOSIBIICHUSIM ~ CHHIpoMy ['ypiepa: Trapromim3M, KOHTPAaKTYphl — CYCTaBOB,
BBIPDOKECHHAs] HU3KOPOCJIOCTh, TEMaTOCIICHOMETANIs, YMCTBEHHAs OTCTaJIOCTh,
MHO>KECTBEHHBIN JTM30CTO3, MOBHIIIICHHOE BBIJICJICHUE C MOYOH JepMaHTaHCYJb(dara
U renapancyibpara. Y OONbHBIX C JIeTKMMH (GopMaMu 3a00JIeBaHHS B BO3pPACTe
cTapiie 2 JIeT OTMEUAEeTCs TMOSBJICHHE YTOJIICHUE T'y0 W s3bIKa, TYTOMOJBMXHOCTh
CYCTaBOB, T'€NaTOCINICHOMETANIMS, TIyX0Ta W PETHHOMATHs. VHTEUIEKT COXpaHEH.

Huskopocinocth MeHee BBhIpak€Ha, POCT B3POCIBIX OOJIBHBIX MOXET JocTurath 160
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cMm. Ilpm obeux Qopmax mnposiBaeHUs 3a00J€BaHUS OTMEYAETCSl CHUKEHUE
aKTUBHOCTU  CyJIb(QOUAYpOHAT CyJab(darassl B  CHIBOPOTKE, JICHKOIMTAX U
bubpobmacrax. CpeaHsis MPOIODKATESILHOCTD XU3HU 10 20 J1eT, 60IbHBIC TOTHOAIOT
OT CEePJIEYHO-COCYIUCTOU IEKOMIICHCAIIHH.

Ha penTreHorpamMmax XapakT€pHO YBEIMYEHUE  TYpPELKOro  Cceiia,
MHO>KECTBEHHBIM JAU30CTO3, HEOOJBIINE HW3MEHEHHUS TIO3BOHKOB, OCTEOAPTPUT
Ta300€eJPEHHBIX CYCTaBOB.

Myxononucaxapuoos, mun 4 (cunopom Mopxuo)

Tun HaciaemoBaHWsS ayTOCOMHO-pPEIECCHUBHBIA. Jlepunur ramakTo30-6-
cyabdatasbl BeneacTpue MmyTaruu reHa GALNS (16924.3).

Manudecranus 3a0601eBaHusI OTMEUaETCA Ha 2-M TOAY KM3HU peOeHKa, Koraa
IIPOTPECCUPYET TUCTIPOIIOPIIMOHATBHAS HU3KOPOCIOCTh (KOHEeUHBIN pocT 80-150 cm)
U TIOSIBJISIIOTCS CKEJIETHBIE AeOopMalii B BUAEC BaJIbI'yCHOM YCTAHOBKH KOJICHHBIX
CyCTaBOB, KH(OCKOJIMO3a, KHJIECBUIHOM TpyAHOW KieTkH. CTeneHb YKOpPOUYEHUs
TYJOBHUIIIAa TIPEBBINIAET CTEMEHb YKOPOYEHUS  KOHEYHOCTEeH.  XapaKTepHbI
TUIATUCTIOHINIINS, KOPOTKas 1IIesl, BBICTYIAIOIIAsl HIDKHSAS YENOCTh, KpalHe
BBIPOKCHHBIN MOSCHUYHBIA JIOP/I03, TUTIEPTIOABIKHOCTh U TTOJABBIBUXH CYCTaBOB. Y
OOJBIIMHCTBA OOJIHBIX HAONIOAACTCS THUIOIUIA3us SMad 3y0OB, ITOMYTHEHHE
pPOTOBHIIBI, TYroyXxocTh. HTemekT coxpaneH. [IpogomkutenbHOCTh Xu3HU 10 20
JIeT, TOTUOAIOT OT CEepPJACYHOW JEKOMIICHCAIIMM WJIM CIABJICHUS CIIMHHOTO MO3Ta

ne(opMUpPOBaHHBIMHU TMO3BOHKAMHU. XapaKTEPHO MOBBLIIIEHHOE BBIJICICHUE C MOYOM
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KepaTaHCylb(aTa WIA BCEX KHUCIBIX MYKOIOJIMCAXapUI0B, cHelupuIecKuit
dbepmenTHBIN 1edexT B hudpodracTax KOxu.

TUMUYHBIMUA PEHTTCHOJOTUUYECKUMHU MTPU3HAKAMMU SIBJISIIOTCS TLIATUCIIOH AU,
HemnpaBuibHas Gopma smrdu30B, MHUpokne pedpa, TeHEPATU30BaHHBIN OCTEONOPO3,
YKOPOUYEHHUE BCEX TPyOUaThIX KOCTEH.

Myxononucaxapuoos, 6 mun (cunopom Mapomo-Jlamu,).

Tun HacnepoBaHUs ayTOCOMHO-penieccuBHbIA. Jledunmt apuncynbdataszel B
Beiencreue mytanuu ren ARSB (5011-q13).

Manudecranus 3a0071€BaHUsI HAYMHAETCS B Bo3pacTe 2-3 JIeT ¢ OTCTaBaHUSA
pebenka B pocte. HU3KOpOCIOCTh AMCOPONOPIMOHATIBHAS 3a CUYET YKOPOUCHHS
tynoBuia. Koneunbsit poct OonbHbix 109-140 cMm. BrlpakeHHble H3MEHEHMUS
dbeHoTuna, aHaJIOTUYHBIE MYKOTOJIMCAaXapua03y | TUMa, pa3BUBAIOTCS K IIKOJILHOMY
BO3pacty. Mutennekr coxpaneH. TspkecTh TeueHust 3a00yieBaHusl BapuaOesbHa, MpU
Jerkux opmMax O0JIbHBIX JOKUBAIOT 10 Bo3pacTa 30-50 ner.

JlaGopaTopHO OTMEYAETCSl CHUKEHUE aKTUBHOCTH JIM30COMAIBHOTO (hepMeHTa
apwicyinbdatazsl B B numdonurax u ¢udOpodiacrax. PeHTreHosornuyeckue
M3MEHEHUs aHAJIOTUYHBI TAKOBBIM MPU MyKoOMoJiMcaxapuaose 1 Tuma.
XpoMOCOMHBIE HAPYILLIEHHS, COYETAINIHECH ¢ HU3KOPOCJI0CThI0
K Haunbonee 9acThiM XpPOMOCOMHBIM AHOMAIHSAM Yy JETEH, COMPOBOXKIAIOIAMCS
3aJ€P>KKOU pocTa OTHOCATCS cUHIpoMbl [layHa, [llepemeBckoro — TepHepa, aeneunn
JUIMHHOTO I1eya 18 XpoMOCOMBL.

Cunopom Jayua
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B ocHoBe 3a00JeBaHUs JISKUT HaJWYHUE JOMOJHUTEIbHON 21-i XpOMOCOMBI
WIM dYacTH €€ JJIMHHOTO IUieYa, BKIodampomed ¢parmedntr (22.1. Yacrota
BcTpeuaeMocTd 1 cimydait Ha 600 5KMBBIX HOBOPOXKICHHBIX.

[Ipu poxnennn macca tena 6oapHOTro Ha 500 r MEHbIIE U POCT Ha 2-3 CM HUXKE
CpEIHE TMOIYJISLUOHHBIX HOpM. HH3KOpPOCIOCTh MPOSBIAETCS MOCTHATAIBHO,
CKOPOCTb POCTa PE3KO 3ameusieTcs mociie 6-9 MecsueB KuU3HM, B 3 rojga pocT
pebeHKa COOTBETCTBYET HWKE 3-W MepUEeHTWIM g JaHHoro moja. HabGmromaercs
OTCTaBaHUE KOCTHOT'O BO3pacTa, 3aJ€p>KKa M HU3KUW MyOepTaTHBI CKAYOK pOCTa.
TunuyHbIMUA NpU3HAKAMH 3200JIEBaHUS SBIIIOTCS 3a/1€pKKa YMCTBEHHOTO Pa3BUTHA,
MBIIIEYHAss TUIOTOHUSA, IUIOCKOE JIMI0, MOHTOJOMJHBIA pa3pe3 Tria3, 3yOHbIE
aHOMAaJIUU, KOPOTKHE KOHEYHOCTH, Opaxumezodananrus. Poct myxumn - 135-170
cM, OSKeHImUH - 127-158 cm. VYV wdactu Jnered BBISBIAECTCS COMAaTOTPOITHAS
HEJ0CTaTOYHOCTh, TUTIOTUPEO3.

Cunopom Lllepewescrozo -Teprepa

CHIT siBnasieTcst HanboJiee 4acTO XpPOMOCOMHOW aHOMAaIUeH y JeTei, KoTopast
COMPOBOXKJAETCS HHU3KOPOCIOCThI0. B OCHOBe 3a00j€BaHUA JIEKUT MOJHOE WIU
YaCTUYHOE OTCYTCTBHE OJHOM M3 JBYX MOJOBBIX X-XpoMocoM. LluTorenernueckue
HapyIIEHUs CBSA3aHbl B OOJILIIMHCTBE clydaeB ¢ MoHocomueil 45 XO, ormedaroTcs u
MO3aWYHBbI€ BapUaHThl XPOMOCOMHBIX aHoManui (45 XO0/46 XX, 45 XO/46XY wu
JIp.), U3MEHEHHUsI CTPYKTYphl MOJOBBIX XpomocoM. Pacnpocrpanennocts CIHIT

coctapisiet 1:1500 - 1:2500 peHOTUNTMUECKIX HOBOPOKIACHHBIX JICBOYCK.
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TUNUYHBIMUA TpPU3HAKAMU CUHApPOMA SIBIIIOTCS YMEPEHHas BHYTPUYTPOOHast
3a/iepKKa pocTa U MaccChl Tena (CpeIHre ToKa3aTenu npu poxaeHuu maccol 2800 r u
pocta 48,3 cM), HOpMallbHasi CKOPOCTh pOCTa N0 3-X JIeT, OPOrpPEcCCUpyolIee
3aMeIJIEHue CKOpOoCTH pocta ¢ 3-x 1o 14 ner, mpuBozsiiee K IMOCTEIEHHOMY
OTKJIOHEHUO OT HOPMaJIbHOMN pOCTOBOM MEPUEHTUJIN. Otmeuaercs
MPOJIOHTUpPOBaHHAsl MyOepTaTHas ¢aza pocTa, XapaKTepU3YIOIIAsICS YaCTUYHOU
KOMITeHCalMe pocToBbixX 3HaueHui. Poct B3pocabix 6onbHbix CLUIT, He neueHHBIX

I'P, coctaBnset 142,0 - 146,8 cm.

[Iprunna Huskopocnoctn npu CIIT oxoHuaTenbHO HE YTOYHEHa, €€
CBA3BIBAIOT MyTalued ¢ HemaBHO OTKpbiToro SHOX renma Ha X-xpomocowme,

MMEIOLIETO OOJIBIIOE BIUSHUE HA MOP(OreHe3 KOCTHON TKaHH.

®enorunnueckue nposisienus CLIT y nereit BapmaGenbHbl. OCHOBHBIMU
JTUATHOCTUYECKUMH  KPUTEPHUSIMU  3a00J€BaHUSl  SIBISIIOTCS ~ HU3KOPOCJOCTD,
JTVCTEeHEe3Ms TOHA M HAIMYKUE CTUTM JucMopdorenesa (Tadi.3).

Taomuma 3

Yacrora BCTpe4aeMOCTH BHEIITHUX MOP(OI0rH4ecKUX MPU3HAKOB H

NMOPOKOB pa3BuTus BHyrpeHHux opranos npu CIUT (mo M.B. Ranke, 1990)

Kimmandecknii npu3Hak Yacrora Kimmanvecknii npu3Hak Yacrora
Hwuskopocnocts 90-100% | /Increne3us roHa 80-100%
es: 80% | I'pynnas kieTka: 80%

® KOpPOTKasi; e (oukoO0Opa3zHas
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Kimmanvecknii npu3HaKk Yacrora Kimmanvecknii npu3Hax Yacrora
® HH3KHUH POCT BOJIOC; ® IIIUPOKO
® KPBUIOBHJIHBIC paccTaBiI€HHBIE COCKU
CKJIAJIKH
Mo4eBBIBOIAIIAS CHCTEMA 60-79% | Koxa: 60-79%
® Ta3oBas AKTOIIHUS e nuMdaTHUYECKU OTEK
MTOYKU; KHCTEH U CTOTI;
® OJHOCTOPOHHSS ® [IUTMEHTHBIC HEBYCHI;
peHabHAs aruTa3us; ® TUIEPTPUXO3;
® I0JKOBOOOpa3Hasd e JUCIUIA3Us HOI'TE;
MTOYKa; ® aJIoNENHS;
® JdHOMAJINA ITOYCYHBIX ® BHUTHUIIUTO
COCY/IOB,
MOYCTOYHHKOB
PoroBas nosocts: 60-79% | Cepaeuno-cocyaucras 40-59%
® TOTHYECKOE HEOO; cucTeMa;:
® MHUKpPOTHATHS ® A0pTAJIBHBIN CTCHO3,
® aHCBpHU3MAa/IUISATALINS
AOPTHI
CkeneTHas cucTeMa. 40-59% | I'maza: 20-39%
e 0-00pa3Hoe ® TO3;
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Kimmanvecknii npu3HaKk Yacrora Kimmanvecknii npu3Hax Yacrora
VCKPHUBIICHHUE PYK; ® DOIIMKaHT;
e yKopoueHue 4-il u 5-i ® MHUONHUSA
IICTHOM WJIU
MPEATUTIOCHEBOU
KOCTEM;
® CKOJIMO3;
® OCTEOIOPO3
VYm: 40-59% | DHAOKPUHOIIATHY:
e jedopmalus yIuIHbIX e THPOUIUT XAIIUMOTO,
PaKOBHUH; TUIIOTHPEO3; 30%
® HM3KOE PACIIOJIOKEHUE e HapyLICHHUE
yrnesogHoro oomena | 10-20%

YIIHBIX PAKOBUH;

¢ BOCIAJICHUC CPCAHCTO

yxa;

® TIJIyXOTa

(HapyuieHue
TOJIEPAHTHOCTH K
yIJIEBOJAM, CaXxapHbII

naber)

B psne cinywyaeB mo3zanunyio gopmy CIUT TpyaHO 3amomo3puTh KIMHAYECKH.

910 YKa3bIBACT Ha HGO6XOI[I/IMOCTB 00513aTeJILHOrO KapuOTHUIIMPOBAHHUA BCCX ACBOYCK

C pOCTOM HMKE 3-1 MEPLUEHTUIIN.

Cunopom Oeneyuu OnuHHo20 niaeda 18 xpomocomsl

CUHOpOM)
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Yactota BcTpewaeMoctu 3aboseBaHust 1 cioyuait Ha 40000 KUBBIX
HOBOpOXKACHHbIX. bomnee 60% OOJBHBIX HMEIOT HHU3KOPOCIOCTh HIDKE 3-i
MEPLEHTUIIA, B IIOJOBHUHE CIIydaeB OTMEYaKOTCA Hu3kue mnokaszarenu HMOP-1 nu
NOPCB-3 (< 2 craHgapTHBIX OTKJIOHEHHUH), y 72% OOJNBHBIX BBIABISAIOTCA
nedunutapueie 3HaueHus ['P npu npoBeneHnn CTUMYJIISIIIUOHHBIX TECTOB.

MuHuManpHble  IUAarHOCTMYECKHE  MPU3HAKKM  BKIIOYAIOT B ce0s
MUKporedanuio, JuieBble TucMop@uu (TUIMOIUIa3Us CpeJHEH YacTH, YIUIOIICHUE
CIIMHKU HOCA, TUMEPTENIOPU3M, “‘Kapnuid poT”’, “yuiu catupa” U Ap.), YMCTBEHHYIO
OTCTaJIOCTh, AHOMAJIMM TOJIOBBIX OpPraHoB (THIOIUIA3UI0 TIOJIOBOTO YJI€HA W
MOIIIOHKH, KPUOTOPXU3M, THUIIOCMA/IUI0, TUIMOIUIA3UI0 TOJOBBIX Ty0), H30BITOK
3aBUTKOB Ha MaJblax.

BuyTpuyTpoOHas 3aepaKKa pocra.

[Ipu B3P poct u macca pebGeHka mpu pOXKICHUM OTCTAIOT OT HOPMAJbHBIX
MoKasareyied il COOTBETCTBYIOLIEIO TeCTAllMOHHOTO Bo3pacta Oosee yeM Ha 2
CTaHJAPTHBIX OTKJIOHEHHS.

B3P MokeT ObITh COCTaBISIONICH OJHOTO U3 HACIEACTBEHHBIX CUHIPOMOB WJIN
OBITh CAMOCTOSITEILHBIM 3a00JI€BAHUEM.

[Tpuuunsr B3P:

1. MHOromioaHass 6epeMEHHOCTD;
2. HapyllIeHHUE MUTAHUS MaTepu (HeJaoeaHue);

3. KOHCTHUTYLHUS MaTepHu;
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4. sKCTpareHuTajgbHble 3a00J€BaHUs MaTepu (apTepuajibHasi TUIEPTEH3US,
caxapHblii 1uader);
5. BpeAHbIC (hakTopsI BO3JECHUCTBUSA (xypeHue, AIKOTOJIU3M,
MHTOKCHUKAIIHS );
6. mianeHTapHble MOPOKH;
7. TeHeTUYeCcKHe MOPOKHU II0A:
7.1. XpomMocoMHbIE O0JI€3HU;
7.2. CUHAPOMBI, CBSI3aHHBIE C TIEPBUYHON HEAOCTATOYHOCTHIO POCTA:
e Paccena-Cunbsepa (Russell-Silver)
o Cekkens (Seckel)
e Hynan (Noonan)
e nporepuun (Hutchinson-Gilford)
e Kokkeiina (Cockayne)
o [lIpanepa-Bummu (Prader-Willi)
e bayma (Bloom)
e PyOunmreiina-Tetou (Rubinstein-Taybi).

Crenenp 3aaepkku (uznyeckoro paszputus y aereit ¢ B3P pasnooOpasHa.
Oxkomo 80% manreHToB K 2 ToAaM UMEKT 3HAaYECHHSI HOpMaIbHOTO pocTa. 15% nereit
K 4 rogaM JOCTUTarOT MOKA3aTeJed TeHETUYECKOr0 POCTOBOro kopuaopa . 5% neren
¢ B3P ocratorcs Hu3kopociabiMu. [0 JaHHBIM PETPOCIEKTUBHOIO HUCCIEIOBAHUS
Chaussain J.L. ¢ coaBropamu, cpeHuii KOHeUHbIH pocT y aereit ¢ B3P coctaBui ms

MaabunkoB 161,9+8,0 cM u 11 neBouek 147,68+ 7,2 cm.
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@yHKIMU SHAOKPUHHBIX OPraHoB y nanueHToB ¢ 3BP He HapylieHbl, HO B
MEepUoAEC HOBOPOXKJACHHOCTH MOTYT HAOJMIOAAThCA ANU30/bl TUIOTIMKEMUH.
Otmeuatorcss Huzkue ypoBHU HUDP-1 u UDPCh-3, ognako 3Hauenus [P B
CTUMYJISIIUOHHBIX MOpoOax HopMmaibHbie. [lokazaTenum KOCTHOTO CO3pEBaHUS
BapuaOebHbl U MOTYT HE KOPPEIHUpPOBaTh CO CTEMEHBIO 3aJEPKKU (PU3UYECKOIrO
pa3BUTHSL.

Cunopom Paccena-Cunveepa

Tun HaciaegoBaHWUS HEU3BECTEH, OOJIBIIMHCTBO CIIy4ae€B BO3HUKAIOT
CIIOPAJUYECKHU.

XapakTepHa MpeHaTalibHas 3aiepkka (Pu3nueckoro pa3BuTUs (Macca Teina npu
poxnaenun 2000-2500 r u poct 4447 cM TpU HOPMAIBHOM CPOKE TeCTallvu).
OtMeuaeTcsi acCUMMETpHs CKeseTa. Mo3roBasi 4acTh 4e€pena HEenpoNnopIUOHAIBHO
BEJIMKA 110 OTHOIIEHUIO K JIMIIEBOM, YTO CO3/1a€T BIEYATICHUE TICEBIOTHIPOIIChATHH.
"IITnube nuio", royobie CKIEPHI, MTO3, TOHKUE JIOMKHE BOJIOCHI, Ha KOXE TSTHA
nBera “xode c¢ wmosiokom”. HaOmromaeTcss BbIpaXXEHHOE OTCTaBaHUE KOCTHOTO
BO3pacTa, MO3JHEE 3aKPhITUE POJHUYKOB, YKOPOUCHHE U HCKPHUBJIECHHWE MH3UHIIA,
YacTUYHOE cpalieHue 2-ro u 3-ro mnajibleB. HTEIEKT B OOJBIIMHCTBE CIy4yacB
coxpaHeH. Y 30% OOJIBHBIX MMEET MECTO MPEkKICBPEMEHHOE IOJIOBOE pPa3BUTHUE.
YacTo BCTpeHarOTCs MOPa)XEHUS MOYENOJIOBOM CHUCTEMBbI (aHOMAaluu TIOYEK,
TUTOCTIAINS, KpUNTOpXu3M). BposkneHHbIi BeIBUX Oeapa. PocT B3poCbIX OOIBHBIX
nocturaet 150 cm.

Cunopom Cexkelst
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[lepenaercst ayTocoMHO-peliecCMBHBIM IyTeM. [lomynsinnoHHass w4actora
CUHApPOMA HEU3BECTHA.

XapakTepHa BHYTPUYTpOOHas 3ajep>KKa pocTa, MHKpouedatus, peaKue
BOJIOCBI, KpaHHO(anuaibHble TucMOophuu (KIIOBOBHIHBIM HOC, MHKPOTHATHS,
OonpIMe TJa3a, AHTUMOHTOJOMJIHBIM pa3pe3 TJia3, HU3KO PacHoJIOKEHHbIC
nedopMUpOBaHHbIE VIIHBIE PAKOBUHBI), aHOMaluu ckenera. HaOmonatores
TUIOIUIA3Hs HAPY>KHBIX IMOJOBBIX OPTaHOB, KpUNTOPXU3M. OTMEUaeTCsl BRIpaKEHHAs
MOCTHATAJIbHAsI HEIOCTATOYHOCTh pocTa. PocT B3pocibix O0NbHBIX cocTaBiser 91-
107 cm. PanHee MOTOpHOE pa3BUTHE COOTBETCTBYET BO3pAcCTy, B JaJbHEUILIEM
XapakTepHAa CUJIbHAs 3aJiep’KKa HEPBHO-TICUXUYECKOTO pa3BUTHUS. BrlpaxeHHOe
OTCTaBaHUE KOCTHOTO BO3PACTA OT XPOHOJIOTUYECKOTO.

Cunopom Hynan

[TonyAMOHHAs YaCcTOTa HEM3BECTHA. THIT HACIEAOBAHMS TIPEAIIOIOKUTEIBHO
ayTOCOMHO-IOMUHAHTHBIMN.

®enotun cunapoma lllepemesckoro-Tepunepa. Her HapymeHns CTpyKTypsl n
YHUCa MOJIOBBIX XpOMOCOM (HOpMaibHBIM kapuoTun). Huskopocnocts. bonee 80%
U3MEHEHUH COCTABIISIIOT IMOPOKM TPaBBIX OTAEJIOB cepAla. XapaKTEepHbIMU
IIPU3HAKaMU Y MAaJb4MKOB SBISIOTCS KPUINTOPXH3M M MHKPOIIEHUC, Yy JI€BOYEK —
no3aHee MeHapxe. 25-50% O0JIbHBIX UMEIOT 33JIEP’KKY YMCTBEHHOTO Pa3BUTHSL.

IIpocepus

[lepenaercst Mo ayTOCOMHO-PELIECCUBHOMY THUITy WJIM criopaanydecku. Yactora

BCTpPEYaEeMOCTH | citydail Ha 8§ MUJIJTMOHOB HOBOPOKI€HHBIX.
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Macca tena npu poxzaeHun Huszkas (okoso 2500 r). BelpakeHHas 3ajepixka
pocta oTMeuaeTcs ¢ 6-18 mecsieB xu3Hu 60apHOT0. OTHOBPEMEHHO HaAOII0JaeTCs
MPOTPECCUBHAS TOTEPS TMOJKOXKHOIO KHpa, TOTaJbHAs aJONElus, TUIOIUIa3us
HOTTEH, aTpo(us MOTOBBIX M CAIBHBIX KEJe3, CKICPONOI00HBIC U3MCHEHHS KOXKH,
BBIDOKEHHAs] BEHO3HAsl CETh Ha TOJIOBE, CKEJIETHbIE aHOMajduu. TUIUYHBIMU
MpU3HAKaMU SBJISIIOTCS. MAaJICHbKUUM JIUIEBOM uepemn, KIIOBOBHJHBIA HOC, TOHKUU
rojoc. [lyGeprar He HacTynaet. UHTEIUIEKT HE HapyIIEH.

[Ipu naGopaTopHOM OOCIEIOBAHUM OTMEYAECTCS HHCYJIMHOPE3UCTEHTHOCTD,
HApyILICHWE CHHTE3a KOJUIareHa, TUIep- WU Aucaunuaemus, cekpeuus [P He
W3MEHEHA.

PanHee pa3BuTHE aTepoCKiIepO3a MPUBOJUT K BO3HHUKHOBEHHIO HH(MAPKTOB
MUOKapJa W HapyHICHUI0 MO3TOBOIO KPOBOOOpAIEHUS HA TMEPBOM JIECITHIICTUU
*Kn3HU. CpenHss MPOJAOIKUTEILHOCTD KU3HU O00NbHBIX 12-27 mer. KoHeuHsrit poct
okouo 115 cm.

Cunopom Kokxketina

[TonmynsimmonHasi yactoTa HeusBecTHa. llepegaeTcs ayTOCOMHO-PEIIECCUBHBIM
My TEM.

[Ipu poxxaeHnn u TiepBbIe MECAIIbl )KU3HU peOeHKa Macca Tejla HopMasibHas, B
TanbHEHIIeM pa3BUBACTCS OTCTaBaHWE B (DU3UYECKOM pa3BUTHH. MUHUMAIbHBIMU
JTUArHOCTUYECKUMH  TMPU3HAKAMHU  SIBIISIIOTCS  BBIPAKEHHAsT  HU3KOPOCIOCTh  C
JTUCTIPONOPIIMOHAIBHO JJIMHHBIMU KOHEYHOCTSIMU M OTHOCHUTEIBHO OOJIBIIMMHU

KHUCTAMU u CTOIlaMU, MI/IKpOI_Ie(l)aJ'II/IH, ACreHecpanuna CC€TUYAaTKH, TJIyXoTa,
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CTapooOpa3HOe JIMIO, TOBBIIEHHAs YYBCTBUTEIBHOCTh KOXH K CBeTy. BaxHbIM
NPU3HAKOM CJIYXKAT HaJIU4he y OOJIBHOIO HEBPOJIOITMYECKOW CHUMIITOMATUKH,
OTCTaBaHUE B MCUXWYECKOM PA3BUTHHU. Y MaJIbYMKOB OTMEUAKOTCS KPUIITOPXU3M U
TUIIOIUIA3USl SIMYEK.

Cunopom Ilpaoepa-Bunnu

DTHUOJIOTUSL CHHJIpOMa HEsICHA, BO3MOXKHA TIe€TEpPOreHHOCTh 3aboiieBaHus. B
OONBIIMHCTBE CIIy4aeB y OOJBHBIX C TUIUYHOW CHUMIITOMATHUKON YCTaHOBJICHBI
CTPYKTYpHBIE XPOMOCOMHBIE abeppaliii TPOKCUMaIbHOW YacTH JUIMHHOTO Tuieya 15-
1 xpoMocoMsl. [Tonyisammonnas yacrora 1:15000.

Bbonbsubie ¢ cunapomom Ilpanepa-Buimum 0ObBIYHO pOXKIAIOTCS JOHOUIEHHBIMH
Cc HEPE3KO BBIPA)KECHHOU BHYTPUYTPOOHOM rUnoTpoduei. Baxupim
JUArHOCTUYECKUM KpPUTEpUEM SBJSIETCSl Iporpeccupymomee ¢ 2-3-X  JIETHEro
BO3pacTa 0XKUpeHue. B HeoHaTanbHbIN MEPUO] XapaKTEPHbI BEIPAXKEHHASI MbIILICUHAS
TUIIOTOHUS, BIUIOTH JO AaTOHHM, CHM)KEHHE CYXOXHWJIBbHBIX, TJIOTATEIIBHOTO U
cocaTtenbHOTO pediekcoB. Habmomarores AUCpONOpIMOHAIBHO MajleHbKHUE CTOTIBI
M KHUCTH, KOPOTKHME TaJbIbl. Y MaJIbYMKOB OTMEYACTCS TUINOTCHUTAIN3M C
TUIIOIUIA3UEN MOIIOHKH, ITOJOBOTO WICHA, KPUNTOPXU3M, Y JEBOYEK — THIIOILIA3US
MOJIOBBIX TYO, B MOJIOBUHE CIy4YaeB — HeJOpa3BUTHEe MaTku. HepoctaTrouHoCTh pocTa
Yallle pa3BUBAECTCS MOCTHATAIILHO U BhIpakeHa ¢ 6-Tu JieT. Huskas konunentparus I'P
XapakTepHa IS OKUPEHUSI U HE SBJISIETCS ITUOJOTUYECKUM MOMEHTOM, C APYTrOou
CTOPOHBI, yMEHbIIECHHass cekpeuuss [P © rumoroHagusM MOTYyT OTpakaTh

UMeEIoIIniics aePeKT runotagaMmo-runodusapHoin obmactu. Yacto BeTpeyaroTcs
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HapyIIEHUsl YIJIEBOJHOTO OOMEHa, BIUIOTh /10 Pa3BUTHUs caxapHOro auadera 2 Tuma.
Jlnst  OGOJIBHBIX XapakTEPHBI TSKENBIE TICMXOMOTOPHBIC HapymIieHUs (CyIOpOrH,
OMOIMOHANIbHAS JTAOMIBHOCTD, HAPYIIIEHNE KOOPIUHAIINN ).

Cunopom brnyma

[TonynsuuoHHass YacToTa HEW3BEeCTHA. TUN HAClelIOBaHUS ayTOCOMHO-
peLeCcCUBHBIN, BO3MOXKHO JIe(heKT reHa ¢ Jokanu3anueit Ha 12-it xpomocome.

OCHOBHBIMM JTMarHOCTUYECKUMU NPU3HAKAMH SBJISIOTCS HU3KUH POCT C
MPONOPLIMOHAJIBHBIM ~CTPOCHUEM TeJla, HHU3Kas Macca Tejla Npu  POXKICHUH,
Mukporiedanus, noauxoredanus, TUMNOTEHUTAIN3M € TUNOCHaJAUEH, KPUITOPXU3M,
BpOXKACHHAs TeJICaHTMAKTaTU4YeCKass 3putema. [IOBBIIEHHBIN PHUCK OIMYyXOJEBBIX
oOpazoBanuii. KoHeuHslit pocT 00JIbHBIX HE BhIIIE 145 cMm.

Cunopom Pyounwmeuna-Teubu

[Tonynsauuonnas vacrora 1 cmyuait Ha 25000-30000 HOBOpOXIEeHHBIX. Tum
HaCJIeJIOBaHUsI HEU3BECTEH, YACTO BCTPEUYACTCS CIIOPATUUYECKH.

OCHOBHBIMM JTMATHOCTUYECKUMHU TIPU3HAKAMH SIBJISIFOTCS HU3KOPOCIOCTb,
Mukporedanus,  MOpOrpeccUpyromias  yMCTBEHHass  OTCTaJOCTh,  IIMPOKHUE
TepMUHAJIbHBIC (DaJlaHTH TEPBBIX MaNbIEB KUCTEM W CTOM, XapaKTepHOE JIUIO C
AHTUMOHTOJIOWJTHBIM Pa3pe30M TJ1a3, KIOBOBUIHBIM HOCOM, TMIOIUIA3UEN KPBUIHEB
HOCa, IITUPOKON IIEPEHOCHIICH, SMUKAHTOM, TOTHYECKUM HEOOM M TPHMAacoM,
HallOMUHAIOMEH yhabIOKy. XapakTepHO 3HAYUTEIBHOEC OTCTaBaHHUE KOCTHOTO
BO3pacTa OT XPOHOJOTHYECKOro. Y  MaJlbUUKOB OTMEUAKOTCA  aHOMAaJIUHU

MOYEBBIBOJIAIIECH CUCTEMBbl (OJHOCTOPOHHSS — arjia3usi IMOYeK, TUApoHe]pO3,

-28 -



YABOEHUE TOYEK, pacCUIMPEHUE WIN CTEHO3 MOYETOYHHUKOB), KPUITOPXHU3M,
TUMOCHAANs, CKPBITBIM MOJIOBOM wieH. YacTo BcTpewaroTcss MH(PEKIUU BEPXHHUX
JBIXATENbHBIX ITyTEH.
BTOPUYHBIE HAPYHIEHUA POCTA

JHIOKPUHHbIE 3200J1€BaAHNS

T'unomupeos

3ameJIeHne CKOPOCTH POCTa SIBISETCS XapaKTEPHBIM MPU3HAKOM CHW)KEHHOU
(GyHKIMM ~ UIMTOBUAHOW  Keye3bl.  TUpeouaHble  TFOPMOHBI  OKAa3bIBAIOT
HEIMOCPEJICTBEHHOE BIMSHUE HAa TUNEPTPOPUUYECKYIO 30HY SMU(HU3apHONA POCTOBOM
IUJACTUHKM M aKTHUBHO Y4YacTBYIOT B peryisinuu cekpeuun ['P. BpoxneHHBIM
TUIIOTUPEO3 KaK MpPUYMHA HU3KOPOCIOCTU Yy JeTed, Onarojaps MPOBOJUMOMY
CKPUHMHIY U CBOEBPEMEHHOMY aJI€KBATHOMY JICUEHUIO, BCTPEUYAETCS PEIKO.

OCHOBHOI NPUYMHON 3aJEPKKU POCTa B JETCKOM BO3pPAaCTE€ MOKET SIBIATHCS
JUIUTENIbHO HE TUAarHOCTUPOBAHHBIM MPHOOPETEHHBI TUIOTUPEO3 (HAMpUMEp, MpH
ayTOMMMYHHOM TUpouaute). Kpome 3aMensieHuss CKOPOCTH pocTa y OOJbHBIX
OTMEUYAeTCAd TMOBBIIICHHAS  YTOMIISIEMOCTb, CJa0OCTh, YXYyJALICHHWE MaMATH,
CHW)KEHHasi TOJIEPAHTHOCTh K XOJOIy, M30BITOYHAs Macca Tela WU OXUPEHHE,
3aJIep’KKa TI0JIOBOTO Pa3BUTHS, YIMHEHUE CYXOXWIBbHBIX pediekcoB, Opaaukapaus,
3aropsbl, 3aJ€pKKa KOCTHOIO BO3pacTa. JJoCTaTo4HO peaKuM BapuaHTOM HapyLICHHUS
IIOJIOBOTO  CO3PEBAaHMsS MPU IEPBUYHOM JIEKOMIICHCUPOBAHHOM THIIOTHPEO3€
ABJISIETCA €T0 COYETAHHWE C NPEXKIACBPEMEHHBIM IOJIOBBIM PA3BUTHEM BCIIEICTBUE

NEPEKPECTHOM  CTUMYJISIHUU  THUPEOTPONMHOTO U (OJLTUKYIOCTUMYIUPYIOIIETO
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ropmoHoB. CTeneHb BBIPAKEHHOCTH OTCTaBaHUS pocTa OOJBHOIO OT €ro
TEHETUYECKOTO POCTOBOTO KOPUAOpPA 3aBUCUT OT JUIMTEIBHOCTH CHUXEHHOU
(GYHKIIUH IIMTOBUIHOM >KeJIe3bl 0 Havasa JICUCHHS.

VYuuThiBas, YTO THUIIOTUPEO3 MPUBOAUT K YMEHBIICHUIO CIOHTAaHHOW U
CTUMYJIMpOBaHHOU cexpenuu ['P, HeoOX0AMMO BKIIIOYATh B KOMIUIEKC 00CIIeIOBaHUS
JeTell ¢ HHU3KOPOCIOCThIO 00s3aTeNIbHOE OIpE/IelieHUe YPOBHEH THUPEOUIHBIX
ropmoHoB  (TTI, T4 cBOOOmHOTrO, TUTpa  aHTUTEA K  TUPEOUTHOU
MEePOKCH1a3€/MUKPOCOMATBHOMN (hpaKiivm).

lIlcesoocunonapamupeos muna la u Ic

[IceBnorunomnapatupeo3 Tumna la o0OyCIOBIEH TIE€HETUYECKUM Je(EKTOM
CTUMYJMPYIOIIEH  0-CyOBEIMHHUIBI  PETYJISITOPHOIO  O€lika,  CBSA3BIBAIOILETO
ryaHuAMHOBbIE HyKIeoTuIbl (Gsg), THNA 1€ - nedextamu Gs, 1 aJeHIIaTIUKIIA3bI.

DTN HaClEACTBEHHBbIE CUHIPOMBI MPOSBISIOTCS B Bo3pacre 1-5 ner wu
XapaKTEPU3YyIOTCA TUIOKadblueMuen, runeppocdaremueii Ha (HOHE MOBBIIMIEHHOTO
YPOBHSI MapaTropMoOHa.

Jlnst OONBHBIX ATHX THUIIOB INCBIOTUIIONAPATHUPEO3a TUIUYHBIMU MpHU3HAKAMU
SBJIIIOTCS. HU3KOPOCIIOCTh, OpaxuIaKTWIHS, JYHOOOpa3HOE JIMIO, OXKUPEHHE,
KPBUIOBHJIHBIE  CKJIAJKM Ha [Ie€e, MHOXXECTBEHHbIE OYaru  IOJKOYKHBIX
KaJbIU(UKATOB, 331€PKKaA ICUXUIECKOTO PA3BUTHUI.

Cunopom Kywunea.
JlnurenbHOe BO3ACHCTBHME M30BITKA TNIIOKOKOPTUKOUIOB JIOOOTO TeHesa

(runepcekpeuus AKTT, omyxons Haanmo4yeuyHHKa, CTEPOMAHAS TE€pamusi) OKa3bIBaeT
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TOPMO3sIIee BIUSIHUE HA CKOPOCTh pocTa pedeHKa. BakHO OTMETUTh, UTO 3a/epiKKa
pocta 'y geTeii MoOXeT OBITh TEpBBIM UM  €IWHCTBEHHBIM CHUMIITOMOM
TUIIEPKOPTULIN3MA.

[ TIOKOKOPTHKOHIBI OKA3BIBAIOT MPSIMOE BIHMSIHUE Ha AMU(PU3 KOCTH, ITOITOMY
cekpenusi ['P oObruHo He HapymieHa, u koHueHtparuu UDOP-1 u UDPCB-3 He
M3MEHEHBI. JTO MOATBEPKIAET HaOI0IeHue, yTo Tepanus ['P He MOXKeT MOJIHOCThIO
MPEOJI0JIETh POCT TOPMO3AIIUNA PDHEKT U30bITKA KOPTUKOCTEPOU0B. TOKCHUECKoe
BO3JICICTBUE TJIIOKOKOPTUKOUJOB Ha »SNU(PU3 YacCTO HMEET MEePCUCTUPYIOIICe
T€UYECHUE, BCIICICTBUE YEro, MOCJIE OKOHYAHUS XPOHUYECKOrO BIIMSHUS CTEPOUIOB
OOJIbHBIC HE IOCTUTAIOT FTEHETUYECKOTO POCTa.

TUNUYHBIMUA TPOSABICHUSMH TUIEPKOPTUIM3MA Y JNETEU SIBISIOTCS OXKUPEHUE
C TPEUMYIIECTBEHHBIM OTJOKEHHEM >KHpa Ha TYJOBHIIE, JIyHOOOpa3HOE JIHIIO,
MaTpPOHU3M, CTPUHU, MBIIIIEUHAS CIa00CTh, apTepUuaibHas TUIIEPTEH3US U OCTEOIIOPO3.

Cunopom Mapuaxka.

OCHOBHBIMHM MpPHU3HAKAMU CHHAPOMA NPHU JJIUTEIBHO JEKOMIIEHCHUPOBAHHOM
caxapHoMm JAuabeTe SBIISIIOTCS HU3KOPOCIOCTh, 3ajiepKKa IOJOBOIO Pa3BUTHS,
rernaTroMeraimsl.

Bumamun /] - pesucmenmuwiii paxum (pocgpam-ouabem)

OpmnHoi#t 13 yacTeiX (GopM BUTAaMHUH [| - PE3UCTEHTHOIO paxuTa SBISCTCS X-
CIETUICHHBIA TumnodochaTeMudecknii paxuT. YacToTa BCTPEYaEMOCTH COCTaBIISET
1:25000. OOycnOoBJIEH MyTallUsIMUA TE€HOB, PACTIOJIOKEHHBIX HAa XPp22 M OTBEUAIOLIUX

3a akTUBHOCTHh Na/P-mepeHocsinero 0eiaka B MOYEYHBIX KaHAJIbIAX U KUIIICYHUKE.
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['enHbIil neeKT NPUBOAMT K yMEHBIICHHIO MOouYeyHOM peabcopbimu ¢ocdara u
HApPYILICHHIO €r0 BCAChIBAHUS B KHIIIEYHUKE. Hallle BCTpEYaeTCss y MAJIbUUKOB.

3aboseBaHre MPOSBISIETCS HA TIEPBOM TOAY KU3HU. OCHOBHBIMH MpPU3HAKAMH
ABJISIFOTCS. HU3KOPOCJIOCTh U HCKPUBJICHUE HUKHUX KOHEYHOCTEM.

broxumMuyeckuMu KpUTEpUSIMHU CITyKaT runodocdaTemMusi, HOpMOKAIIbLIUEMHUS.
CbIBOPOTOUHBI ~ YpOBEHb  BUTaMUHAa I3  HOpMalbHBII WM  TOHMXKEH.
AMUHOAUUIYPUH HET.

I'osiopanue

HeanexkBaTHOE BO3pacTHBIM NOTPEOHOCTSIM MOCTYIVIEHHE B OPTaHU3M peOeHKa
OCJIKOB, MHUKPOSJIEMEHTOB (LIMHK, JKE€JI€30) W BUTAMHHOB, HEJAOCTaTOYHAS
KAIOPUHMHOCTD MHUILHU SBJISIOTCS YaCTHIMU IPUYMHAMU 3a1€PIKKU POCTA.

[Ipy  HU3KOPOCIOCTH  BCIEACTBUE  OEIKOBOTO/KAJIOPUIHOTO  TOJOJAHMUS
OTMEYaeTCs MOBBIICHHE 0a3aTbHOTO W/WIIH CTUMYJIMpOBaHHOTO ypoBHEH ['P. Cunte3
NDP-1 u UDPCBH-3 cHMKEH. DT U3MEHEHHS POCTOBBIX IMAPAMETPOB SIBJISIOTCS
NPOSIBJICHHMEM  aJaNTAallMOHHOTO  IepepachpelesieHusi  OENKOBBIX  PE3EpPBOB,
HaIIPaBJICHHBIX HA MOAAEP/KAHUE CYIIECTBOBAHUS OPTraHU3MaA.

HuskopociaocTs Npy XpOHMYECKHUX 3200/ 1eBAHUAX ClIeM(PUIECKUX CHCTEM

K naToreHeTMueckuM MexaHuU3MaM, JI€KallUM B OCHOBE 3aJIEPKKH pOCTa
pebeHKa TpU XPOHUYECKUX 3a00JIC€BAHUSAX, OTHOCATCA TKAHEBas TUIIOKCHS,
HEJIOCTATOYHOE MOCTYIUICHUE MUTATEIbHBIX BEIIECTB U KAJIOPUI, CHUKEHHUE CUHTE3a
NUOP-1 u UOPCh-3, napymenue nepudeprudeckoil 4yBCTBUTENbHOCTH K [P u

POCTOBBIM (pakTOpaM u Ap.
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3abonesarnus cepOeyrHo-cocyoOucmotl Cucmemol

Bpoxnennple MOpOKHM cepAna W 3a00J€BaHUS, COMPOBOXKIAIOIIHECS
CEepJCUHOM HEIOCTATOYHOCTBIO, CBS3aHBl C HHU3KOPOCIOCTHIO. BpoxaeHHas
MATOJIOTHS CEpAIla Y MHOTHX OOJBHBIX COYETACTCS C MHOKECTBEHHBIMH CTUTMaMU
nucMopdoreHe3a U BHYTpUYTPOOHOU 3asiepkoi pocrta. IlocTHaTanpHas CKOPOCTH
pocta OOJBHOTO 3aBHUCUT OT TSKECTH U MPOJOKUTEILHOCTH  CEPJICUHON
HEJIOCTATOYHOCTH, CTEINEHU BBIPAXKEHHOCTU I[MAHO3a, JIETOYHOW THUIEPTEH3UH,
aJICKBaTHOCTHU ITPOBOJIMMOTO JICUCHMUSI.

3abonesanust 1e204HOU CUCTNEMbL

Knaccuyeckum mpuMepoM HHU3KOPOCIOCTH TMpU 3a00JICBaHUSIX OpPraHOB
JbIXaHUSI B IETCKOM BO3PacTe CIY>KUT MYKOBHCIIUI03, XOTS 33JIEpkKKa pOCTa UMEET
CMENIaHHBIi TeHe3, O0YyCIOBICHHBIM MyJIbMOHAJBHOM ¥ TaHKPEaTUYECKOM
muchynknuert. 18% nmereit, OOJBHBIX MYKOBHCITUI030M HMEIOT POCT HUXEe 3-
MEPUEHTUIN JIJIsl JAHHOTO 0JIa U BO3pacTa.

3abonesarnus nouex

3a0oneBaHusi  MOYEK, COMPOBOXKIAIOLIMECS  XPOHMYECKOW  MOYEYHOU
HEIOCTATOYHOCTHIO, MOTYT TIPOTEKaTh C BBIPAXKCHHOW 3aJEPKKOW  pOCTA.
[TaToreHeTnyeckue MEXaHM3Mbl HU3KOPOCIOCTH BKIIIOYAIOT B ce0s AehUIIUT OeKa U
KaJIOpHid, HEAOCTATOYHOE MOCTYIJICHUE DSJIEKTPOJIUTOB, METAOOIMYECKUN aIuaos,
nedexkr wmerabonusma BuTamMuHa I, WHCYJTWHOPE3UCTEHTHOCTh, XPOHUYECKYIO

anemuro. OTMeuaercs yUIMHEHWE Nepuoaa mnoiyBeiBelaeHus [P, u3meHeHue ero
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CBSA3BIBaHUS C OeJKaMu-TiepeHOCUMKamMu, HapyueHue cuntesa HMOP-1 u  ero
cBsi3piBadus ¢ UOPCBH-3.

3abonesanus rHcenyO00UHO-KUULEUHO20 MPAKMA

Hapymenus (yHKUIMM KUIIEYHUKA SIBISIOTCS OJHOM M3 YacThIX MPUYUH
3aJIepKKU pocTa y JeTei. Y OOJBHBIX C IEJIUaKUel B MaTOreHe3e HU3KOPOCIOCTU
BOXHYIO POJb Hapsay ¢ ManabcopOruedt urpaer aHopekcus. ChIBOPOTOUYHBIC
koHueHTpaiuu W®P-1 cHuwxkensl, ypoBHu [P HopmanbHbie. [lpm HazHaueHHUH
OC3rIIOTEHOBOM  JUETHl OTMEUaeTCsl HOopMaiu3alus IoKazaTelell  POCTOBBIX
(aKkTOpOB U YBEIUUYEHUE CKOPOCTU pocTa. J(MarHo3 menrakuu MoATBEPKIAAETCS MpU
OMOTICUU TOIIECH KUILIKH.

[Ipu Gonesnu KpoHa 3azepkka pocTa MOXKET MPEAINIeCTBOBATH MPOSBICHUIO
raCTPOMHTECTUHAIBHOM CHUMIITOMAaTUKU U OBITh CBsi3aHa C ManabcopOimei,
aHOPEKCHEH, MOBBIIIIEHHON TTOTepel Oelika 3a cueT sHTeponaTuu. J[marHo3 craBUTCS
MpU MPOBEACHUU DHAOCKONMUU M PEHTTEHOKOHTpPACTHOro uccienoBanus. Ha ¢one
aJICKBaTHOTO MUTAHUS WU XUPYPrUUECKOTO JICUCHUs] HAOII0JaeTCs YCKOPEHHUE pOocTa
OOJBHOTO.

IIcuxocounaabHbI HAHU3M

[IcuxoconuanbHBIN HAHKU3M — 3TO CHHJIPOM 3aJIEPKKU pOCTa y neTel Ha oHe
TICUXOJIOTUYECKOTO CTpecca M IMOIMOHAIBHOM AenpuBaiuu. Hambomee vacto 3To
COCTOSIHUE OTMEUAeTCs MPU BOCHUTAHUHU JETEH B COIMAIBHO HEOJIATOMOIYYHBIX

CCMBbX, 3aKPBITBIX JCTCKHUX KOJJICKTHBAX.
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Hepeaxo ncuxoconmMalbHBIA — HAaHU3M  CONPOBOXKIAETCS  HAPYIICHHEM
NOBEJACHYECKUX PpEaKUUd, NPUMUTUBHBIM CJIOBApHBIM  3allacOM, 3HYpPE30M,
’HKOMpe3oM, nonudarueii u nomuaurcueir. CKOpocTh pocTa Hu3Kas, 2-3 CM/TOf.
HabnrogaeTcss oTcTaBaHME KOCTHOTO BO3pacTa OT HECKOJBKUX MeCALEeB 10 2-4 JeT.
[Ipy mpoBeneHUM CTUMYJISALMOHHBIX MPOO BBIABISAIOTCA HU3KHE Nokazarenu ['P.
MoryT perucTpupoBaTbCi YMEHBIICHHE KOHLEHTpPAlUMid THUPEOTPOIIHOTO H
aJPEHOKOPTUKOTPOIIHOTO TOPMOHOB. 3aJepXkKKa pocTa IMpH IMCUXOCOLUAIBHOM
HAaHU3ME HOCHUT BpeMEHHbI Xapakrtep. IIpu cmeHe HeOmarompHusTHOW OOCTaHOBKU
OTMEYaeTCA HOpMaJIU3alisl COMaTOTPONHON (DYHKIIMH M CKA4OK pOCTa.

KOHCTUTYHOUOHAJIBHAS 3AIEPKKA POCTA U ITYBEPTATA

Orta ¢opMa HHU3KOPOCIOCTH Yy JE€Ted dABIAETCS OJHOM M3  CcaMbIX
pacnpoctpanennbix. K3Pull BcTpeuaercs y pgereit oboero mosa, HO Haubolee
XapakTepHa I MaJIb4YHKOB.

[Ipu poxaenun macca 1 poct pedeHka HopMmaiabHblie. C Bo3pacTa 1-2 et takue
JI€TU HE3HAYUTEIBbHO OTCTAIOT B POCTE OT CBEPCTHUKOB. CKOPOCTh pOCTa CHUXKEHA,
0COOEHHO B J0MyOepTaTHOM BO3pacTe, HO COCTaBIsieT HE MeHee S5 CM/TO..
[ToxazaTenn pocTOBOH OCH COOTBETCTBYIOT 3-H MEPIEHTHWIIW IJI BO3pacTa W IOJa
pebenka. KocTHbII BO3pacT OTCTaeT OT XPOHOJOTHYECKOro Ha 2-4 rojaa, mpu 3TOM
IPOTHO3UPYEMBIN POCT COBMNALAET C TEHETUYECKUM POCTOM.

[Ipu K3Pull pytunHble OOMIEKIMHUYECKHE aHAIM3BI  HOpPMAJbHBIC,
TUpeouiHasg (QyHKUMA He u3MeHeHa. [loka3zatenu pocToBOW OCH (CHIBOPOTOUYHBIE

koHueHntpauu MOP-1 u UOPCH-3 u /unu crumynupoBanHblii ['P) Haxonarcs B
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npejaesiax HOPMAaJIbHBIX 3HAUEHUM, XOTS CIOHTaHHas cekpeuus [P mMoxer ObITh
HE3HAYUTEIHHO CHUKEHA.

Tt K3Pull xapaktepHo oOTcpodeHHOE myOepTaTHOE YCKOPEHHE pOCTa,
oOycioBieHHOe Oo0Jiee TO3JMHMM HAYajoM TOJOBOTO pa3BUTHA. Tak MalbYuKd
JOCTUTalOT 2-i ctaguu no TanHepy B Bo3pacte 13,8 ner, aeBouku — B 13,3 roxa.
Cpoku Hauana mybOepraTa U COIYTCTBYIOIIEE €My YCKOpPEHHE pPOCTa 3aBUCAT OT
CTEIIEHH OTCTaBaHUs KOCTHOro Bo3pacta. Kak mpaBuio, B CEMEWHOM aHAMHE3E
MMEETCS YKa3aHUe Ha 3aJIepKKy MOJIOBOIO Pa3BUTHUSI Y OTIA WK POJICTBEHHUKOB IO
OTLOBCKOM JIMHHH.

CEMEHHASI HU3KOPOCJIOCTbD

[Ipu CH unmeeTcs HacneaCTBEHHAs MPEAPACTIONIOKEHHOCTD K 3aJ€PKKE POCTA.
OnuH unn 06a poAauTeNs W/UiIN POJCTBEHHUKH MO MAaTEPUHCKOW/OTIIOBCKOW JIMHUU
uMeroT Huskui poct. C mepBbIX MecsieB ku3Hu y pedbenka ¢ CH ormeuaercs
paBHOMEpPHOE OTCTaBaHue B pocTe. CKOPOCTh pOCTa COOTBETCTBYET HUXKHEU TpaHUIIe
HOpMBI, U B JomyOepTaTHOM Bo3pacTe coctasisieT 4,5-5 cm/ron. Kpuas pocrta
pebeHKka BXOAUT B KOPUIOP pOCTa POAMUTENCH M HACT HUXKE 3-U TMepUEeHTWUIH,
napasienbHo eil. [Tybeprarnsliii ckauok pocta npu CH mMeHee BbIpaxkeH, OTMeUYaeTcs
B OOBIUHBIE CPOKH, TIPH ITOM POCTOBBIC MOKA3ATENN JOCTUTAIOT 3-U MEPUEHTUIN IS
3TOoro Bo3pacra. KocTHbIN BO3pacT COBNAJAET C XPOHOJIOTHYeCKUM. KOHEUHBIN poCT
TaKUX MAUEHTOB COCTABJSIET It AeBodek 150-155 oM, mia manpunkoB — 163-165

CM.
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CrumynupoBanHas cekpeuuss [P, cocrosHue apyrux ¢yHKuui runodusa
COOTBETCTBYET HOPMAJbHBIM IIOKa3areisiM. B Hacrosmee Bpems IUCKYTHPYETCS
BOIIPOC O BO3MO>KHOM YaCTUYHOU PE3UCTEHTHOCTH K I'P y HEKOTOPBIX MAaLlMEHTOB C

CH, cBs13aHHO#1 C reTepO3UroTHBIMU MyTalUsIMH reHa perentopa I'P.

JAEOUILUAT 'OPMOHA POCTA

Bposxaennbie ¢popMbl
Bpo:xnennsiii fepuunt I'P (M3011pOoBaHHBIN MM MHOKECTBEHHBIN) BCTpeUaeTcs y
1 pebenka Ha 3500 nereif, 4To cocTaBisieT okoyio 1% OT Bcex neTeil, MMEroIIuX
neduiut pocra. B 30% caydasix BpoxaeHHas HenoctarodHocTh [P mpencraBiena
HACJIEICTBEHHbIMU TE€HETUYECKH 00ycioBieHHbIMU (Gopmamu. Y 70% nereit ¢
nepumutoM [P yctaHoBUTH mnpuuuHy 3a00e€BaHMsI Ha CETOJHSIIHUN JIEeHb HE
yJaercs, 3TO TaK Ha3bIBaeMble uanonaTuueckue Gopmsl HeroctarouHocT ['P.

Bpoxnennblii  HacnenctBeHHbld  geduuutr P oOycrnoBieH HanuuueM
MOJIEKYJISIPHBIX aHOMAJIMM, MEPENArOUIUXCs MO0 HACIEACTBY. Pa3inyaroT HECKOJIBKO
HACJIEJICTBEHHBIX (DOPM COMATOTPOITHOM HEAOCTATOUHOCTH (Tab. 1).

Jepexm zena I'P pa3BuBacTCS BCIEACTBUE PA3JIUYHBIX MyTaluid U JEJIEUUNA U
MIPUBOJUT K HM30JMPOBAHHOM HENOCTATOUYHOCTH ['P. BpIAEHsStOT HECKOIBKO THUIIOB
WHI'P.

HWHI'P tun 1A obycnoneHa aeneuueit/TouedHor myrtanueil rena ['P, umeer

ayTOCOMHO-PELECCUBHBIN TUI HacienoBaHus. OCOOEHHOCTBbIO SIBIISIETCA TshKelas
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HEJ0CTaTOYHOCTh ['P M MOBBIIEHHBIH PUCK 0Opa30BaHUS aHTUTEN K IK30T€HHOMY
['P, ¢ pe3kum cHmxeHneM 3¢ deKTa moCIeaHETo.

HNHI'P tun 1b pa3BuBaercs Benencrsue myranuu resa ['P, nepenaromerics no
ayTOCOMHO-PEIIECCUBHOMY THUITy HAacJeJOBaHHUs. XapaKTepHO HAJU4YUE OCTATOYHOM
CTUMYJIUpOBaHHOW cekpeuun [P, oTcyTcTBHE 00pa3oBaHUsi aHTUTEN MpU
3aMECTUTEIBHON T€panu 3K30reHHbIM ['P.

UHI'P tun 2 oOycnosiena myrtanueit rena ['P, koropas Haciemyercs Mo
ayTOCOMHO-JJOMUHAHTHOMY THITY.

[Tpu MHI'P tun 3 HacnenoBanue cuemieHo ¢ X-xpomocomoil. [Tonnas ¢popma
3a00sieBaHus BKJIIOYAET B ce0a arammariooyimaemuto 1 MTHIP.

IHamonocua  (mymauyuu) I'P-PI-peyenmopnozo 2ena TPUBOJUT K
MaHTUIIONUTYUTAPU3MY.

Mnoscecmeennas He0OCMAmMoOYHOCHb 20PMOHOE adeHozunogusa

Hepuuyum PIT-1- 2ena - »>10 nedunur runoduzapHo-crnenudpuuecKkoro
TpaHCKpUNTOpHOTO  ¢akTopa—1, OTBETCTBEHHOIO0 3a TPAHCKPUIILIUIO TEHa,
OTBEYAIOIIIETO 32 CUHTE3 Tpex runoduzapHbix ropmoHoB: I'P, nponakmuna u TTI.
[IpUBOIUT K HEAOCTATOYHOCTH BbIIIEYKa3aHHBIX TOPMOHOB.

Jdepuuum Gaxkmopa Prop-1 u opyzue ¢hopmot Hacireocmeennozo
RAHZUNONUMYUMAPU3MA

Hedext rena Prop-1 (aktuBaTop TPaHCKPUIIIIMH) SBISETCS OAHOW U3 CaMBIX

YJaCTbIX IMPUYHMH HEAOCTATOYHOCTH I'P B coueranuu c )le(bl/ILII/ITOM BCCX TPOITHBIX
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ropMoHoB Tunoduza (mposaktuna, TTI, AKTI, roHagoTpomHbIX TOPMOHOB) H
aHTUJANYPETUUECKOTO TOPMOHA.
OcHogHble cumnmombl, Xapakmepuvle 014 6cex opm 6pPOIHCOEHHO20
oepuyuma I'P y oemeit

e BripaxxeHHass HU3KOPOCIOCTbh; Ne(QUIUT pocTa peOeHKa MO0 OTHOLICHUIO
K CpeHEMY MMOKa3aTeNo A Bo3pacTa 0oiblie 3 CTaHIapTHBIX OTKJIOHEHUH.

e CxkopocTb pocTa MeHee -1 CTaHAapTHOTO OTKJIOHEHUS/TO;, MPHU TOJIHOM
neduiute I'P pebenok pacteT He Oosiee 2-3 cm/Tox .

e BripaxxeHHas 3aaep)KKa KOCTHOro Bo3pacTta (Ha 4-5 ner).

e [lo3nHee mpope3bIBaHUE U CMEHA 3y0O0B.

e HopMmanbHble Tpomopuudy Tejda WIA yBEIUYEHUE OTHOILICHHS JIJIUHBI
TYJIOBHIIA K JUTMHE HIYKHETO CErMEHTa Tea (JIETCKUE MPOITOPITUH).

e AKpOMUKpHS.

e 30bITOK Macchl Tella MO OTHOLIEHWIO K POCTY, YacTO C BHUIAMMBIM
OTJIO)KEHHEM TMOJKOXKHOTO JKHUPA.

e OKpyXHOCTb TOJIOBBI MPONOPLHMOHATIBHA POCTY; HO POCT JMIIEBBIX
KOCTEH MOJKET OTCTaBaTh, XapaKTEPHO HaJIMYKME OOJBIIOrO BBHICTYMHAIOMIETO JI0a,
BITaBIIIEH TTepeHOCHIIBI (“KYKOJBHOE JTUII0 ).

¢ Bricokuii TemOp rojoca.

e ToHKas KOXa; €€ MPEXIEBPEMEHHOE CTapEHHE.

e HoBopoxaeHHbIE W JETH paHHEro BO3pacTa MOTYT HUMETh TSKEJbIe

TUIOTJIMKEMUH ¢ cynoporamu (npu couetanuu ¢ gedunurom AKTT).
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YV MajbYuKoB MUKPOIICHUC, NJIN MUKPOTCHUTAJIU3M.

Ocobennocmu KIUHUYECKOU KapmuHsl npu aymoCOMHO-peuecCu6Hblx

dopmax HHI'P

OTtnuyaercs TsoxecThio aedummra ['P.

HoBopoxkaeHHbIE UMEIOT POCT HIKE CPEAHE MOIMYJISIIUIOHHON HOPMBI.
XapakTepHbl BbIPAKEHHbIC MTOCTHATAJbHBIE TUIOTJIMKEMUH, CBS3aHHBIE
c conyrcTBytoumMm nepunnrom AKTI u pazBuTHeM rUunoKOpTULIM3MA.
CkopocTh pocTa pe3Ko 3aMmelieHa, B 1-2 roaa >KU3HU pPeOEHKA POCT
HIDKE —5 CTaHAAPTHBIX OTKIIOHEHUM.

['P B CBHIBOpOTKE HE ONpPENENAETCA, CTUMYJSALUOHHBIE TECTHI
OTpULIATEIIbHBIE.

3HauyuTenbHo cHUxeH NDP-1.

3amectutenbHas Tteparnus [P addexTtuBHa TONBKO B TEUEHHE
HECKOJIBKMX MECSLEB, B JAJIbHEHIIEM Pa3BUBAETCA PE3UCTEHTHOCTH K
JICUEHUIO BCJEACTBHE BBIPAOOTKH OJOKHUPYIOIIMX AHTUTEN MPOTUB

sk30reHHoro [ P.

OcobeHHoCmMU KIAUHUYECKOU KapmuHsl npu aymoCOMHO- OOMUHAHMHBIX

dopmax HHI'P

Hanusm MeHee TsKenbli.
YpoBeHsb cbIBOPOTOYHOTO I'P onpenensercs, HO O4EHb HU3KUU.

CTuMyNISIITUOHHBIE MPOOKI IePUIIUTAPHBIE.
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e OtcyrcTBue o0Opa3oBaHHUs AaHTUTENI MPU 3aMECTUTEIBHON Tepanuu
sk3oreHHbIM [P, neuenue apdextuBHoO.

Ocobennocmu Knunuyeckou Kapmunsl npu namonozuu PIT-1

e DBrpipaKeHHBIN HAHU3M.

e ['mnortupeos.

Ocobennocmu KMuHUYeCKoU Kapmunvl npu namonozuu Prop-1

e Tspkenoe TeueHue 3a00JI€BaHUS.

e HenocraroyHocTh  BCEX  TPONHBIX  TOPMOHOB  rumodusza H
aHTUJANYPETUYECKOTO TOPMOHA.

Ocobennocmu  KIUHUYECKOU  KAPMUHbL  NPU  6PONHCOCHHBIX  NOPOKAX
2UNOmManamo- 2ZunoQu3apHoll Cucmembl

e HoBopoxaeHHbIE ¢ HOPMAIBHBIM POCTOM.

e YacTo npu poKJI€HUN TUIOTIUKEMHUS.

e BrIpaxeHHas KeTyXxa.

e Poct 3aMeTHO 3aMenmsAeTCs], HAaUMHAs ¢ 2-3 JIET )KU3HH, CONTPOBOKAAETCS
MHO>KECTBEHHBIMH YEJIFOCTHO-TUIEBBIMU aHOMAIUSMHU, KOTOPHIE XapaKTEPHBbI JJIs
naHHOU opMmbl natonoruu (cpenunnoi muaun [THC).

e Hwuskopocinoctb dYacTto couyeraeTrcs ¢ JAPYTMMU  KIMHUYECKUMH
IPOSIBIICHUSIMU BPOKIEHHOIO THUIIONUTYUTAPU3MA.

HNanonaruvyeckuii nepuuur I'P
60-70% mnomubix gedururoB I'P Ha ceromHsmHME IeHb OTHOCAT K

HNIUOIIaTHYCCKHUM. ITo JaHHBIM OJHOI'O M3 IIOCICAHUX JSIHUIACMHOJIOTNYCCKUX

-41 -



uccienoBanuil nonyssimnonHas yacrora MJII'P nocturaer 1 cioywait na 4000. Ilpu
TOM HEAOCTaTOYHOCTh ['P MOXeT OBbITh H30JMPOBAHHOM, JTHOO B COUYETAHHH C
nedunurom apyrux runoduzapasix ropmoHoB (TTI, AKTT u ap.). Ot 40 no 77%
oompHBIX ¢ MJI'P mmeroT rumotamamuueckyio ¢opmy Hemoctarounoctu ['P. He
UCKIIIOYEHO, 4YTO B psge ciaydaeB jaeguuut [P Moxer ObITb OOyCIOBIEH U
muchynkuuen Beimenexamux otnenoB [IHC, Ho B HacTosmii MOMEHT NpPOBECTU
TONMHUYECKYIO BEPUPHUKALIMIO TAKOTO MPOIIEcca HEBO3MOXKHO.

NP sBaseTrcs STUOJOTMYECKH pa3HOPOJHOW TIpyIIoil 3aboJieBaHMi,
CBA3aHHBIX, 4Yallle BCEro, C NEpPUHATAIBHBIM IOBPEXKICHUEM THIIOTaIamMo-
runoduzapHoit obnactu. K Qakrtopam pucka poaoBoi TpaBMbl y TakKuX AeTel
OTHOCATCS OTHOCUTEJIBHO BBICOKASI YACTOTA HOXKHOT'O WJIM STOJUYHOTO IIPEIICHKAHUS
B pojax, 6osee HU3KUI pOCT MaTepH.

Junarno3 mnomHoro HWMJII'P  BeicTaBisieTcs Ha OCHOBAaHHMHU  CJIEAYIOIIUX
KPUTEPHUEB:

® OTCTaBaHUE B PocTe HE MeHee 4eM —2,0 CTaHJapTHBIX OTKJIIOHEHUS;

® CKOpOCTh pOCTa MoOCJ]€ 2-X JIETHEro Bo3pacTa peOeHKa JOJDKHA OBITh
MeHee —1,0 cTaHIapTHBIX OTKJIOHEHUS JUIsl XpOHOJIOTHUYECKOTO Bo3pacTa (T.€. HE U
oosiee 5 cM /ron);

e ypoBeHb ['P B CHIBOPOTKE KPOBH MEHBIIIE 5 HI/MII MOCIE MUHUMYM 2-X
CTUMYJIALIUOHHBIX TECTOB;

e omnpelereHue HU3KoM croHTanHol cexkpeuuu ['P B Teuenue Houm (25%

JeTell UMEIOT HU3KUM ypoBeHb ['P).
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Iepudepuuyeckass HeUyBCTBUTEJIBHOCTH K I'P

[Tepudepudeckas HEIyBCTBUTEIBHOCTH K [P 00ycnmoBieHa HapymieHUSMH
CBS3BIBAHUS MOJIEKYJIBI COMATOTPOITHOTO TOPMOHA C perenTopaMyd  W/Win
MOCJICYIOIIEH TUMepU3aIlii BHY TPUKICTOYHBIX ()PArMEHTOB PEIEITOPOB.

Cunapom Jlapona

OTO CHHAPOM PE3UCTEHTHOCTU K COMATOTPOMHOMY TOPMOHY BCJEICTBUE
myTaruu ['P-penientopHoro rena. B Hactosiiee BpeMs guarnoctuponano 6oiee 200
OOJIbHBIX ¢ cuHApoMOM JlapoHa. BOJBIIMHCTBO CIy4YaeB BBISBICHO B CTpaHax
bimxxnero Boctoka m CpegumzemHomopbs. Kak mnpum cemMelHbBIX, TaKk WU IpH
CIIOPAJIMUECKUX  Cclydasx 3a00JieBaHUSI HMMEIOTCS  yKa3aHWs Ha  HaJIU4Me
OJIM3KOPOICTBEHHBIX OpPaKoB.

KimmHandeckne MmposiBICHHUS] CXOAHBI C TAKOBBIMU IPHU TSKEIBIX BPOKIACHHBIX
dbopmax m3ommpoBaHHOro aedunura ['P. J[muHa Tenma mpw poKIACHUM MEHBIIE -2
CTaHIAPTHBIX OTKJIOHEHHS OT CPEAHE MOMYJAIUOHHBIX Moka3zartenend. C mepBbIX
MECSILIEB >KM3HU OTMEYAETCS BBIPAKEHHAS NPONOPIMOHANIbBHAS HU3KOPOCIOCTh, B
CTaplIeM BO3pacTe OTCTaBaHuWE B pocTe coctaBigeT oT 4,0 mo 11,5 cranmapTHbIX
OTKJIOHCHUH. XapakTepHa akpoMmukpus. Koka MCTOHUEHa, BbIpaK€HA IMOIKOKHAs
BEHO3HAsT CE€Th, PEIKUH pOCT BOJIOC, ToayOble ckiaepbl. KocTHBIN BO3pacT
3HAYUTEIBHO OTCTAET OT XPOHOJOTHYEeCKOro. OTMeuaercsi mo3gHee Npope3bIBaHUE U
HEMPaBUJIBHBIM POCT 3yO0OB. VY TMOJOBHHBI OONBHBIX HAOMIOAACTCS 3aJepXKKa
MOJIOBOTO PAa3BUTHS, Y MaJIbYMKOB - MUKpOreHUTanu3M. MHTeIeKT coxpaneH. Poct

HeJleueHHbIX My>kunH 118-124 cwm, sxenmmH — 111,5-119 cm.
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['opMoOHaAIBHO OTMedYaeTcsi HOPMalbHBIA WM TOBBIIICHHBIN 0a3aibHBIN
ypoBenb I'P, Huskue nokazarenu MDOP-1 u UDPCH-3, xapakTrepHO 3HAYUTEIBHOE
IIOBBIIIEHUE  CEKpEIMHM  COMATOTPOIIHOIO  TOPMOHA  IIPU  INPOBEICHUHU
CTUMYJISIIUOHHBIX Tp00. [[ns auarHoctuku ucnonb3yior UDOP-1 crumynupyrommuii
TecT: BBOJAT pekomOuHaHTHBIA ['P B mo3e 0,1 EJI/kr/cyT monkokHO B TeueHue 4-x
nuelt. OnpenensatoT ypoBHu UDP-1 u UDOPCB-3 1o u nocne okonyanus npoOsl. [1pu
cunapome Jlapona B oriauune ot nedumura ['P, Het nosbimenus yposueit UOP-1 u
NOPCB-3 Ha ¢Qone crumyisiuud pekoMOWHaHTHBIM [P. DddextuBHO nedyenue
TOJBKO peKOMOMHAHTHBIM DP-1.

Ipuooperennsniii fepuuurt PI’
Onyxoau cunomanamo-2uno@u3aproi cucmemol

Knunuka npuobperennoit HepoctatouHoctu ['P anamornyna TakoBoil y nerei
C BpOXJCHHBIMU (hopMamH 3a00JEBaHUS, OJIHAKO IS HEE XapaKTepPHbI HEKOTOPHIE
OCOOEHHOCTH.

OTCyTCTBYIOT MHpHU3HAKHU, OOYCIOBJICHHbIE MEpUHATANbHBIM Jedunurom ['P:
HEJIOPA3BUTHE KOCTEM JMIEBOrO CKEJIETa, AKPOMUKpPHS, MHUKpOreHuTanmsM. Her
TUIIOTJIMKEMUYECKUX peakiuii. XapakTepHO OCTpOe Hayajo 3a00JIeBaHuUs, T.€. PE3KOI
3aJIep’)KKH pOCTa, MPU OTCYTCTBUM KaKUX-JIMOO MPOTPEeCCUPYIOIIUX OTKIOHEHUN
pocTa OT TEPICHTWIbHOW KpuUBOW ¢ poxaeHus. Kak mpaBuio, poct pebeHka
JUIMTEIIBHOE BPEMS COOTBETCTBYET IN€HETUYECKOMY POCTOBOMY KOPHUIOPY M TOJIBKO
Ha ¢oHe MaHM(eECTalMd OCHOBHOIO 3a00J€BaHUs MPOUCXOAUT €ro 3ameasieHue. B

PCAKUX Cly4dadx IIpU PpPaHHEM HWIKW BpPOXACHHOM OIIYXOJICBOM ITOBPCKACHUU
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TUINO0TaNaMO-TUNIO(U3apPHON CHCTEMBbl COMAaTOTpaMMa HAlOMHMHAET TaKOBYIO TMpHU
BpoxKAeHHOM aedurmte ['P.

[Ipu pazButuu HepoctarouHocTu ['P mocne 3aBepiieHust myObepTaTHOroO CKauka
pocTa HU3KOPOCIOCTh OTCYTCTBYET, KIMHHYECKas CHMITOMAaTHKa OO0yCIIOBJIEHA
METa0O0JIMYECKUMH HAPYIICHUSIMH TaKHUMH, KaK OKUPEHUE, YMEHBIICHUE MBIIICYHON
MacChl, CHIKEHHE MUHEPAJIbHOW IUJIOTHOCTH KOCTHOW TKAaHM M 3aMeJIeHue
0CcTe0(pOPMUPOBAHUS, HHCYIUHOPEZUCTEHTHOCTD.

Kpannopapunruoma siBisercs OJHOW M3 YACTBIX NMPUYUH NPHOOPETEHHOIO
neduiura I'P B gerckom Bospacte. [[oOpokadecTBEHHAs] OIyXOJb, MOXET OBITh
JOKanbHO WHBa3uBHA. Yame muarHoctupyercss B Bo3pacte 5-10 mer. B 30-40%
Clly4yaeB OIyXOoJb HUMeeT runoduzapHoe mnpoucxoxiaenue, B 60-70% -
cymnpaceusipHoe. Pazmepsl 00beMHOro o6pasoBanus Bapbupytot ot 0,5 cm 10 10 cm.
XapakTepHbIMU KITUHUYECKUMU MPOSIBJICHUSIMU SIBIISTFOTCSI

®3aMeIJIEHUE POCTa;

®33/IeprKKa MOJIOBOT'O PAa3BUTHS;

®4aCThIC TOJIOBHBIC OOJIH;

eCy’>KEHHE I10JIEN 3pEHMS], OCTPOTA 3PEHUS HE U3MEHEHA,;

eaTpo(dust 3pUTEIBHOTO HEPBA;

®TUITUYHBINA PEHTIE€HOJIOTHYECKUM MPU3HAK - HAJTMYKME KaJbIIMHATOR,;

® OTCYTCTBYET MOBBILIEHHOE BHYTPUYEPEITHOE JAABJICHHE.
[lepBoodepenHbIM JUATHOCTUYECKUM MEPONPUATHEM IPU TOJO03PEHUU Ha

npuoOpeteHHbiid nedunut ['P BcaeacTBue oObeMHOTO 0Opa3oBaHMs THUITOTATIAMH-
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runoduzapHot obmactu sBisiercs BbinoaHeHue KT/MPT romoBHoro mosra, He

OXKraas MoJIydCHUS PE3YJIbTATOB TOPMOHAJIBHOI'O UCCIICAOBAHNA.

JIMAT'HOCTHYECKHNH NOUCK JE®UIIUTA I'P
1-51 CTYIIEHD - OITPEAEJIEHUE PUCKA JEOULIUTA I'P/UDP-1 n
NDOPCH-3
1. daxkTopbl pUCKa:
e B aHaMHE3€ - OMyXOJib, KPaHUAJIbHbIE BO3JACHCTBUS WA IPYTHE
OpraHUYeCcKue MOpaKeHUs rTunopusa;
e MPT - npu3Haku nopaxeHust Tunodusa.
2. Kinunu4eckoe o0cjieoBaHue (AHTPONOMETPUSA):
® BbIpAXEHHAas HU3KOPOCIOCTh (POCT HWXKE 3  CTaHIAPTHBIX
OTKJIOHEHUI );
® BBIPAXXEHHOE CHU)XEHHE CKOPOCTH pocTa 0Oojiee -2 CTaHIapTHBIX
OTKJIOHEHUS Ha MPOTsKEHUU 12 MecsIeB;
® DPOCT HWXKE 2 CTaHJAPTHBIX OTKJIOHEHUN U CKOPOCTh pocTa MeHee |
CTaHIAPTHOTO OTKJIOHEHHUS Ha MPOTHKEHUU 12 MecsEeB;
e pocT HUKke 1,5 cTaHAapTHBIX OTKJIIOHEHHM M CKOPOCTh POCTa MEHEE
1,5 cTraHIapTHOTO OTKJIOHEHHS HA IPOTSHKEHUU 2-X JIET.
2-51 CTYIIEHb — CKPUHUHI' JE®@UIIUTA T'P/ U®P-1 u UOPCB-3
1. JTaGopaTopHbIe HCCIeJ0BAHUS:

e R-rpamma J€BOI KUCTH M JIy4€3aIlsICTHOIO CyCTaBa,;

- 46 -



KT/MPT ronoBHOro MO3ra;

tupeougnas Gyukuus (TTT, T4 cB);

e xoprtuszon, AKTI;

KapUOTHUII (IEBOYKH).
2. Onpenenenue UOP-1 u UOPCH-3

o HNODOP-1/MOPCB3 <-1 cTaHmapTHOTO OTKIOHCHHS, PEKOMEHIYETCS
KJIIMHAYECKOEe HAOJII0ICHUE U BO3BPAT K 1-i CTymneHu uepe3 6 MecsIes.

o HODP-1/MOPCB3 <-2 craHmapTHBIX OTKJIOHEHHUS, TO IEPEXOJMM Ha
ctynensb 4; eciiu Ha KT/MPT ronoBHOro Mo3ra BbIsIBJIEHA MMATOJIOTHS, TO
npoBeneHue ['P-CTUMYINSIIMOHHBIX TECTOB SIBIAETCS (PaKyJIbTaTUBHBIM.
[Ipu orcyrctBuu naronoruu Ha KT/MPT ronoBHOro mo3ra nepexoaum
Ha CTYIICHb 3.

3-51 CTYIHEHbD - OITPEJEJIEHUE CEKPELIUU T'P

e OpaHokpaTHOE u3MepeHue 06a3anbHOro ypoBHs ['P B CBIBOpOTKE KpOBU HE
MMEET IMarHOCTUYECKOTO 3HAYCHUSI.

e OO0s3aTeNbHO MPOBOJIAT 2-X U3 CACAYIOMNX CTUMYJISIITAOHHBIX TECTOB (C
KJI0GETMHOM, apTHHUHOM, WHCYJIMHOM, TJIFOKaroHOM, JIEBOJIOMOM ).

e Jluarnoctuueckuii ypoBeHb nuka ['P B kpoBu cocrtaBisier mMenee 10
HI/MJT; ToTanbHbIN Aebunut I'P — no 7 ar/mn; vactuunsnii negunut ['P —
7-10 ar/™mom.

e Ecmu I'P B 2-x Tectax <10 Hr/mi1, TO IEPEXOUM K CTYTMEHb 5.
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o [lpu BeIsIBIEHNHU B nIepBOM npoOe nuka BeiOpoca I'P > 10 ur/mi, BTopas
npoba He mpoBoAUTCA U AuarHo3 nedunura I'P nckmouaercs.
4-51 CTYIIEHDb - OBCJIEJJOBAHUE I'NINIO®U3A
o MPT;
® TpU HEOOXOAUMOCTH TECTHI MCCIIEIOBAHUS TMIIOTAIaMO-TUIIO(U3apHON

CHCTCMBHEI.

5-51 CTYHHEHD — JIEYEHUE JE®UIIUTA I'P.
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