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OHIOOKPUHOJIOIUA

PocTocTuMynupyiouaa repanua npenaparom
TOPMOHA POCTA MPU Pa3IUYHBbIX BAPUAHTAX

HU3KOPOC/NOCTU Y AeTen

Jlexuusa

N.N.0epos, B.A.lleTepkoBa
®ry 3HL, Mockea

1985 1. B KIMHUYECKON IPAKTUKE HMCIOIb3YIOTCS Pe-
KOMOMWHAHTHBIE ITpernapatsl ropMmoHa pocta (I'P) ge-
J1oBeKa. COIIACHO MATEPHAIAM MEXKAYHAPOAHOIO Ha-
y4Horo oémecrsa 1o usydenuio I'P (2001 r.) okono 100 000
JETEU BO BCEM MUPE MOAYYAIOT JICYEHUE PEKOMOUHAHTHBIM
I'P wenoseka. HakoruieH OrpomMHbIN MeXayHapOAHBINA 1 OTe-
YECTBEHHBIN OIBIT MO JiedeHUIO I'P BpoXKgeHHON TUnodu-
34PHOM KaPJIUKOBOCTH, CBU/ICTEIBCTBYIONIHI O BBICOKOH (-
(PEKTUBHOCTU U HE30NACHOCTH TEPATNU. 32 ITOCIEHUE I'O/IbI
TAKKE PACIIUPEHDI ITOTEHIUAIbHbBIE ITOKA3AHUA K €O IIPU-
MEHECHMUIO KAK Y JIETEH, TAK U Y B3POC/IBIX, HE OTPAHUYMBAACDH
PaMKaAMU TOIBKO KIACCHYECKOT'O IMITO(MU3APHOIO HAHU3MA.
B nacrosinee spemMst B Poccuu ponuii KIMHUYECKYIO all-
PO6ALMIO U Pa3peHIEHbl K UCIIOIb30BAHHUIO CICAYIOMHE pe-
KOMOMHAaHTHbBIE TIpernaparbl I'P yenosexka: Hopaurponun
Hopawler® (Hoso Hopauck, lanus); Xymarpor («dmu Jiu-
>, CIIA); lenorponuH («I1darizep Xenc Ab», CILA); Carizen
(«Mepk CepoHno», seiinapus); Pacran («@apMcrangaprs,
Poccus).

MpumeHeHune I'P npu cuHpgpomanbHOM
HU3KOPOCJIOCTHN

Cunpom IllepemeBckoro-Tepuepa (CIHT) sBiseTcs
FEHETUYECKH JETCPMUHHUPOBAHHBIM 3260JI€BAHUCM U
BCTPEYAETCA C 4aCcTOTO! 1 cirydait Ha 2000—-2500 HOBOPOXK-
JIEHHBIX /IEBOYEK. XPOMOCOMHBIE AHOMAJIMU TPHU JAHHOM
CHH/IPOME IIPOSIBIIIIOTCS B BUJIC OTCYTCTBUS O/IHOM M3 JIBYX
X-XpOMOCOM, [JEICHUU YaCTU OJHOHN X-XPOMOCOMBI WU
TPAHCIOKAIIUN B IIPEAEIAX OJHON X-XPOMOCOMBI, TAKXKE
BO3MOJKHBI PA3/IMYHBIC MO3AUYHBIC BAPUAHTEI, KOIJ]A XPO-
MOCOMHBIH HA00p Y4aCTUYHO coxpaHeH. [Ipu atom CIIT aB-
JISIETCST HanboJiee pacpOCTPAHEHHON XPOMOCOMHOM aHO-
MaJIMeN, MPUBOJAIILEN K HU3KOPOCJIOCTH Y JeBoYeK. K oc-
HOBHBIM KIMHHUYECKUM Xapakrepucrukam CHIT orHOCATCS
HU3KHE TEMITBI POCTA U HU3KUIT KOHEYHBIN POCT (CPEIHUN
KOHEYHBII POCT 142-147 cM, 4TO HMWXKE 5-1 NEPLEHTHIN
HOPMATHBOB POCTA B IOMNYJIALIUN ), AUCICHE3UA I'OHA/], 4 TAK-
JK€ LEBbIN Psi/l BPOKAECHHBIX ITOPOKOB OPrdHOB U CUCTEM
OpPI'aHOB.

Juaraosz CIIT yCTaHaBIMBACTCA TOJILKO HAd OCHOBAHUU Ka-
puotuna. Bce neBouku, obnazaiomue (HPeHOTUITHYECKUMU
NPHU3HAKAMH, XapakrepHbiMu i CIHT, 1 pocTom HpKe 5-1
MEPLEHTIWIN U1 3JOPOBbIX [CBOYEK JAHHOM IIOIYJIAIIIH,
JIOJDKHBI TIO/IBEPIaThCs KAPUOTUIHUPOBAHUIO. [IpH OTCYTCT-
BUU BBIPA’KCHHBIX CTUI'M ﬁ[I/ICSM6pI/IOF6H633, HO HAJITMYMHU BbI-
PAKEHHOI'O OTCTABAHMS B POCTE KAPUOTUIIUPOBAHUE TAKKE
SIBJISIETCSI HEOOXOJUMBIM JTAIIOM JHATHOCTUKMU.

V HOBOPOJK/ICHHBIX [TOKA3aHUAMH K KAPUOTHUITMPOBAHUIO
SIBJISIETCS. COBOKYITHOCTb CTHUI'M JUCIMOpUoreHesa (mmmda-
TUYECKUM OTEK KMCTEHM U CTOI, CKIAJKU Ha IIee, HU3KHUN
POCT BOJIOC, MUKPOTHATHS, QaHOMAJIPHOE CTPOCHHUE YIIHBIX
PAKOBHH), 4 TAKKE BPOXKACHHBIC [IOPOKU PA3BUTUA (KOAPK-
Tl A0PThL, IOPOKHU JIEBBIX OT/EIOB CEPAILA, TOYEK U /IP.).
B zercrBe NOKA3aHMAMU K KAPUOTUIIUPOBAHHUIO SIBIISIIOTCS:
HU3KUI POCT M TEMIIBI POCTA HWXKE 5-H NEPLEHTHIN I
JIAHHOT'O BO3PACTa, C COYETAHUEM WU 6€3 CTUI'M JIMCIMO-
puoreHesa. B nojpoCcTKOBOM BO3PACTE TAKUMU OKA3AHUS-
MM ABJISIIOTCS. HU3KUM POCT, OTCYTCTBUE BTOPHUYHBIX I1OJIO-

BBIX IIPU3HAKOB, OTCYTCTBHEC SIMYHUKOB, IIOATBEPXKICHHOE
VABTPA3BYKOBBIM HccaenoBanuem (Y3HW), Hepopa3BuTue
MaTKH, IEPBUYHAS UJIX BTOPHUYHAS aMEHOPEs Ha (POHE pE3-
KO IIOBBIIICHHOI'O YPOBHSA (POJIIUKYJIOCTUMY/IUPYIOMIEIO
ropmona — OCIL

Llenamu poCTOCTUMYJIMPYIOIIEH TEPATUUN ABJIAIOTCA: HOP-
MaJIU3aLUs POCTd B BO3MOKHO HAUOOJIEE PAHHUE CPOKH,
CBOECBPEMEHHAS MHAYKLMA IIyOEPTaTa M JOCTHXKEHUE HOP-
MaJIbHOI'O KOHEYHOI'O POCTA B pesynsrare. Kiodesyio posb B
POCTOCTUMYIHPYIOLIEH Tepanuu urpaet I'P, KOTOpbIi yBen-
YUBAET CKOPOCTh POCTA U KOHeuHbI poct. CIIT spnsercs
OZJHUM M3 HAMOOJIee YaCThIX IIOKA3aHMI K Tepanuu I'P (1o
JIAHHBIM MEKAyHApOoaHOro uccienosanust KIGS B 1996 r,
OKOJIO 15% ManteHTOB, HY>KIAI0IMNXCA B Tepanuu ['P, cocTas-
Jisa ieBouku ¢ CHIT).

Lenbio seuenus I'P npu CIHIT ABis€eTCS CTUMYJIALIIA POCTA
CBEPX I'€HETUYECKOIO MNOTEHLIHANIA. YeM NPOJO/LKUTE/IbHEE
POCTOCTHMYJIMPYIOIIEE JIEYEHUE B IIPENTYOEPTATHBIN IEPUO/I,
TEM OOJIbIIE KOHEYHBIN POCT. HEOOXOAUMO OTMETUTD, YTO
COOCTBEHHAs ceKpelys comaroTponHoro ropmona (CIT) y
nesouek ¢ CIIT ne HapymeHa. CHmkeHue cekpenuu I'Py sie-
Bouek ¢ CIIIT B BO3pacTe JOJLKHOI'O, HO HE HACTYIUBIICTO ITy-
6epTaTa 06YCIOBICHO T'HIIO3CTPOI€HUEN U KOMIICHCUPYETCS
Ha (pOHE 3aMECTUTEIBHON TEPAIINU dCTPOreHamu. I[1poseie-
HHE NPOBOKALIMOHHBIX TECTOB Ha cekpenuio I'P He Tpedyercs
JI11 O60CHOBAHUS Tepanuu ['P.

OmnpIT npuMeHeHus I'P B MEXKYHAPOJHOM ITPAKTHKE 34 I10-
cnepnue 15 j1eT NO3BOJSET CYUTATD STOT BUJ, TEPAIINH METO-
JIOM BBIOOpA I JiedeHus1 Hu3Kopocaioctu npu CIHIT. Tlpu
CBOEBPEMEHHO HAYATOM JIEUEHHUU B AJIEKBATHOM PEXHUME 10~
3UPOBAHUSA U BBECACHU IIPENApaToB I'P, NCIIOIB30BAHUU OIl-
TUMHU3UPOBAHHOM 3CTPOICHOTEPANIUM YAAECTCH JOCTOBEPHO
YBEJIMUUTB KOHEYHBIN POCT /IO JOCTWXKEHUS 5-U LIEHTUIIH T10-
IyJIILUH 30POBBIX KCHIIUH.

Jo3za I'P nist neuenuns CIIT cocrasmsier 0,05 Mr/Kr/cyT, Te-
Ppanuio NpoJoLKAIOT IO JOCTUKEHMSI KOCTHOI'O BO3pacTa 00-
see 14 1eT Uau CHKEHUS CKOPOCTH POCTA MEHeE 2 CM/TOJ.

CyIIeCTBYET T€HETHYECKOE 3260/IEBAHME, CXOAHOE IO CUM-
nromatuke ¢ CHIT, KOTOpOo€ HOCHUT HA3BAHHE CHHAPOMA
Hynasn, umeer ¢penorunudeckue yeprtel CIIT 1 HOpMaIb-
HBIF HAO60P MOJOBBIX XpoMOcoM. IuddepenHiinanbHas auar-
Hoctuka ¢ CHIT ocHOBaHA HA ONIPEIENEHNN KapruoTuIa. Yac-
TOTA BCTPEYAEMOCTH CUHAPOMA gocTUraer 1:8000 HOBOPOX-
JEHHBIX JIeTeH, IpudeM 000€ero nomna. 4Yacrora BCTpedaeMo-
ctu — 1:1000—-2000. BerpewaroTcst CHopajiduyecKUe U CEMEN-
HblE€ BApUAHTBL Hacneayercs B OCHOBHOM dyTOCOMHO-JOMM-
HAaHTHO. B HacTosmee Bpems pu cuHapome HyHan o6Hapy-
JKEHBI MyTAIIMH HECKOIBKUX I'eHoB — PTPN11 (B 50% ciyua-
eB), CRAS, SOS1 u RAF1. KiimHu4eCcKue nposiBIEHUs IUPOKO
BAPBbUPYIOT B 3aBUCHMOCTU OT I'€HETUYECKOM IIPUPO/IBL, YaC-
TO BCTPEYAIOTCS CTEPThIE (POPMBL [1pH GOJIBIION CXOKECTH,
cunzapom Hynan omindaer ot CIIT HOpMa/IbHBIN KAPHUOTHUIL,
paBHAsA BCTPEYAEMOCTD Y MATIbYMKOB U JCBOYEK, YMCTBCHHAS
oTcTanocTs (y 40% 60/IbHBIX), TIOPOKHU cep/iiia (IIPEUMYIECT-
BEHHO IPABbIX OTJEJIOB), HOPMA/IbHAS JJIMHA TEJIA IIPU POK-
JIEHMU U CHIKEHHE POCTa B 50% crydaes, Torga Kak npu CHIT
CHIDKEHHE POCTA HAOMIOLAETCS NIpakThudecku y 100% 605b-
HBIX.
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MoHUTOPUHr 3 PeKTUBHOCTU U 6€30MaCHOCTU JIe4EeHUsS FOPMO-
HOM pocTa

MapameTtp YacroTa

AHTpoOnomeTpus (poCT, Macca Tena)
OnpegpeneHve KOCTHOrO BO3pacTa

KoHTposnb ToLakoBom mitokoasl, HbA, .

KoHTponb NDP-1

Broxmmumnyecknini aHanns KpoBu C UCCNEA0BAHNEM
KpeaTnHnHa KpoBuK, a3oTa MOYEeBUHbI, IIOKO3blI,
nnuaHoro npoduns, GepMeHTOB neveHn
KoHTponb 06Lero aHannsa Kposu, Mo4n
KoHcynbTaums okynucrta

HabnioaeHune Bpayein-cneunanmctos

1 pa3 B 3-6 mec
1pas B 12 mec
1 pa3 B 3-6 mec
1 pa3 B 6 mec

1 pas B 6 Mec

1 pas B 6 mec
1pa3B 12 mec
Mo nokazaHnam

Cunppom IIpagepa-Bruran. [letu ¢ 3TUM CHUHIPOMOM
Haps/Ty C 3a/IEP/KKON POCTA C POXK/ICHUS UMEIOT BBIPASKEHHOE
OKHPEHHE, KPUIITOPXU3M, MUKPOIICHUC, TUIIOCHIA/IHIO, HAPY-
LIEHHE TOJIEPAHTHOCTH K YIVIEBOAAM, 33JE€PKKY YMCTBEHHOI'O
pa3BUTHSL

Cungpom Jloypenca-MyHna-bapae-bumia. Britouaer
B €051 HUBKUH POCT, OXKUPEHHUE, TUTMEHTHYIO JICTCHEPALIUIO
CETYATKH, ATPOMHUIO TUCKOB 3PUTEIBHBIX HEPBOB, TMITOTOHA-
JIU3M, 33/IEPKKY YMCTBEHHOT'O Pa3BUTHSL. YaCTO BCTPEUYAIOTCS
HEIOJIHBIE (POPMBI CUHIPOMA, C HAJTMYHEM JIMIITb HEKOTOPBIX
ONHCAHHBIX IIPU3HAKOB.

Tepanus I'P B o3e 0,05 MI'/KI'/CYyT TAKXKE YBEJIMUUBAET KO-
HEYHBIA POCT Y JAHHBIX OOJIbHBIX.

MpumeHneHune I'P npu HU3KopocnocTu,
accouMMPOBAHHOW C 3a4ePXXKOi BHYTPUYTPOOGHOro
passBnTua

JleTn ¢ 3a1EPKKON BHYTPUYTPOOHOTO passutus (3BVP, miun
SGA, small for gestation age, «MaJbI€ I FECTAITMOHHOTO BO3-
pacTa») UMEIOT JUIMHY W/WIN MACCY TeJId IIPHU POXKICHUN Me-
Hee 2 SDS i cpoka recrauuu U nona. 3BYP Berpeuaercs y
2,5—10% HOBOPOKACHHDBIX. Y OOIBbIINMHCTBA U3 HUX HAOIIO-
JIA€TCA CHOHTAHHBIN ITOCTHATAJIBHBIN POCTOBOI CKA4YOK
(catch-up) € AOCTHKEHUEM HOPMAJIBHBIX POCTOBBIX IIOKA34-
Tenen K 2—3 rogaMm »kusHu. OJHaKO OKos1o 10—15% ocraiorcs
HHU3KOPOCJIBIMH B TEYEHHUE BCETO JETCTBA M HE JOCTHUTAIOT
HOPMAaJIbHOI'O KOHEYHOI'O POCTA BIOCIEACTBHIN. 3BYP Moxer
HaOMOAATLCA IIpU cuHApoMe CuiibBepa—Paccena, cungpome
CEeKKensA 1 HEKOTOPBIX IPYI'HX.

Cungpom CuiabBepa-Paccena Xapakrepusyercs BHYT-
PHUYTPOOHOM 3aI€PKKOM POCTA, TPEYTOJIbHBIM JIMLIOM, Y3KUM
PTOM C ONYIIEHHBIMU YITIAMU («PBIOHI POT»), YKOPOUCHHUEM
U MCKPUBJICHUEM (KIMHOAAKTUIMCH) MU3HHIIA, ACHMMETPH-
€M TYJIOBUILA U JIMLA, 3aJ€PKKON YMCTBEHHOI'O PA3BUTUA. Y
YACTH NAIUEHTOB HAOGIIOACTCS IPEKACBPEMEHHBIN TyHep-
TaT.

Cungpom Cekkeasa («<ITHULETOJIOBBbIE KAPIHUKN») XaPaK-
TEPU3YETCSA BHYTPHUYTPOOHOM 3aI€P/KKON POCTd, MUKPOLIE-
danuen, TMIOIUIA3UEN JIMIIEBOIO OT/IE/IA YEPEIA C KPYIIHBIM
KJIIOBOBHUIHBIM HOCOM, HU3KUM PACIIOTIOKCHUEM YIICH, KIH-
HOJAKTWINECH MU3UHIIA, 32/ICPKKON YMCTBEHHOI'O PA3BUTHA.

IMpumenenwue I'P B jo3e 0,067 mr/Kry jierei ¢ 3BYP u Bbipa-
JKEHHOM HU3KOPOCIOCTBIO B IIOCTHATAILHOM [IEPUOAE CIIO-
COOHO MH/IYITUPOBATH YCKOPEHHE TEMIIOB POCTA 6€3 BhIpa-
JKEHHBIX ITOOOYHBIX 3(PPEKTOB.

MpumeHeHue I'P npu kpaHnodapuHruome

Kpanunodgapuurnoma (K®) — 31O BpPOXKJIEHHAs OIyXOJlb,
Pa3BUBAIOMIASACA U3 OCTATKOB KapMaHa PaTke. OyxoJb JIo-
KaJIU3yeTCs B CeUIIpHON ob6mactu. KO MoxkeT ObITh 3HO0-
CEJUIIPHOM, CYNIPACE/IIPHOM, CTEOEBHON U BHYTPUWXKETY-
Io4uKkOBOU. XoTsa KD sBisgeTcss JOOPOKAYECTBEHHON OIIyXO-
JIBIO, ITOCJIE €€ ONEPATUBHOIO JICUYCHUSI HEPEIKO HAOIIO/1A-
10TCs penuiuBbL. B 80% cirydaes, 1O JaHHBIM HAIIUX UCCIIe-
JIOBAHUWI, OJTHUM W3 IEPBBIX CUMIITOMOB SIBJISIETCS 3a71€PrK-

Ka pOCTa. YUUTBIBASA JIOKAJIU3AUIO OIYXOJIM, BBIIAJCHUE
¢pyHKIMU TPOIHBIX TOpMOHOB (CTI, MIOTEHMHU3UPYIOMNHI
ropmoHn — JII, ®CI, Tupeorponneiii ropMmoH — TTT, agpeno-
KOPTUKOTPONHBIM ropMOH — AKTIT) HaGmOmaercs O4eHb
4acTo, 4 MOCJIE OIEPATUBHOIO JICYEHMS BbBINIAJCHUE TPOII-
HBIX TOPMOHOB Habumozaercs B 100%, 1oaToMy 3TUM 60J1b-
HBIM HEOOXOAMMO PEabWINTALIMOHHOE MOKU3HCHHOE JIe-
YEHUE y SHJAOKPUHOJIOTA.

B nerckom Bo3pacre HEOOXOMMO NIPUMEHEHUE 3AMECTU-
TenpHOU Tepanuu I'P, L-tupokcrunom n Kopredom. ITo goc-
THKEHUA KOCTHOI'O BO3pacTa 13—14 jIeT mOAKIIOYAeTCa 3a-
MECTUTENIBHASL TEPANMs MOJIOBBIMU CTEpOUaMu. Bo Bcem
MUPE HAKOIUIEH OI'POMHBIN OIBIT jieyeHus I'P nereit nocue
yaanenus KO. OI'Y DHI] Takke nmeer 18-JIeTHU OIBIT JIeue-
Hus I'P nerert ¢ K®. [TokazaHa BbICOKas €10 3(PPEKTUBHOCTD,
TAKasA )K€, KAK U IIPU BPOXKAEHHOM I'IIO(PU3APHON KaPJIUKO-
BOCTH. JleueHue 3To 6e3011aCHO, peiu Bl KD He BhIIIE Y j1e-
YEHHBIX 1 HEJICYCHBIX OOJIbHBIX.

Jlegenue I'P nposoaar B 1o3e 0,033 MI'/KI/CyT €KEJHEBHO,
JIO 3aKPBbITHA 30H pOCTA. ITOCII€E 3aKPBITUA 30H POCTA HEOOXO-
JIMMa IIOKU3HEHHAs1 Tepanusd B Jo3e 0,0033 mr/cyr. ITokaza-
HHeM Ui HazHadeHus I'P noce ynanenus KO aBiisioTcst: CKo-
POCTBb pocTa MEHEE 3,5 CM/TOJl, HU3KMI YPOBEHb MHCYJIMHO-
10/I06HOTO (hpakTopa poctoBoro 1 (MPP-1).

MpumeHeHue NP npu 3nokayecTBEeHHbIX
HOBOOOpa30oBaHUAX

biiarogapst JOCTIKCHUAM XUMUOTEPAIUH, PAa3paboTKE CIie-
LIMJIbHBIX IIPOIPAMM JICUCHHSA 1 IIEPECATKE KOCTHOT'O MO3Tra
BBDKUBAEMOCTD JICTEH C 37T0KAYE€CTBECHHBIMU 3260JICBAHUAMU
(reMo61aCTO3bl, JIUM(POIPAHYIEMATO3B], APYTUE OIIYXOJIH)
3HAYUTEILHO YBEIUYUIACh. BMecTe ¢ yBeImueHueM poaoIi-
SKATEJIBHOCTH SKM3HU KOHCTATHUPYIOTCS SHIOKPUHHO-META-
OOIMYECKUE OCJIOKHEHUS KAK IOCICICTBUE MOIIHON XH-
MMO- M JIy4€eBOH Tepanuu. OOIydeHre TOJJOBHOIO U CIIMHHO-
I'O MO3r'd MOJKET B IOCJICYIOIEM IIPUBECTH K BBIIT/ICHUIO I'H-
no(pHU3apHbIX (PYHKIUHA U 33J€PKKE pocTa. JledeHne ropmo-
HOM POCTA MO3BOJIAECT Y ITUX JCTEH YBEJIUYUTb KOHCYHBIA
poct 6€3 pucka paszBuTus peuuansa 3adbonesanus (H.Gue-
son, K.Darzy, S.Shalet).

MpumeHeHune I'P npn XpoHMYECKO NOYEe4YHON
HeaAoCTatTo4HoOCTH
OTCTaBaHue B POCTE ABJIACTCA YACTBIM OCIOKHECHUEM XPO-
HUYECKOM NOYEYHOU HegocTrarodnoctu (XIIH) y nperer.
Pannwuit Bo3pact passutusa XITH acconmnupoBaH ¢ 6071€€ BbI-
PaKEHHBIM Je(PUIIUTOM KOHEYHOIO pocTa. Hepegko manbie
pasmepbl pebEHKA MOTIYT CJIYKHUTh INPENATCTBUEM IIPHU
TPAHCIUIAHTALWY ITOYKU. Pazsurue XITH B J€TCKOM BO3paC-
Te€, OKA3bIBAsA HErATUBHOE BJIMAHNE HA JIMHCHHBINA POCT KOC-
TEU, IPUBOAUT K BBIPAKECHHOM 33/IEPKKE KOHEYHOTO POCTA Y
GOJNBITMHCTBA OONBbHEBIX. IT10X0M pocT y AeTeti ¢ XITH cBa3zan
C YBEJIMYEHHEM 3200JIEBAEMOCTU U CMEPTHOCTH.
BbIpakEHHOCTh HU3KOPOCJIOCTU 3dABUCUT OT XAPaAKTEPA
HEPBUYHOT'O ITOPAKEHUA ITOYEK, JJIUTETbHOCTH U BBIPAXKEH-
HOCTU MHOYEYHOI HEJOCTATOYHOCTH, CTENEHU AepUIIUTA
O€JIKa U KAJIOPUH, HAIMYUA A1IM/103a, TIOUYEYHON OCTEOUC-
TpO(UH, aHEMHU, TOPMOHAIBHBIX HAPYIIEHWUI, HAJIUYUS
3MU30/I0B JICYCHUSA TTIIOKOKOPTUKONAAMH. OCHOBHOU IIPU-
YMHOM 3aJcp:KKU pocta npu XITH cumraercs HapylmeHUe
cucreMbl I'P — UDP-1. Comatorponnsiii addexr I'P yvactny-
HO PEATU3YEeTCA MyTEM CTUMYIAnUN cuHTe3a MDP-1 BO
MHOTUX TKaHSAX, OCOOEHHO B IedyeHU. HecMOTpsi Ha HOp-
MaJIbHbIE KOHLIEHTPALIUH B IUIA3ME KPOBHU, IIPU YPEMUHU OT-
MEYAETCA CHWXKEHHUE OUONIOTMYECKON aKTUBHOCTU MDP-1.
Yposenn I'P B CBIBOPOTKE y JieTeil U B3pOCabix ¢ XITH HoOp-
MQJIbHBI WIM IMOBBIIIEHHBINA B 3aBUCUMOCTH OT CTEIIEHU
IMOYEYHOM HEAOCTATOUYHOCTU. [IpHu 3TOM y 6OJIBHBIX HAPY-
LIEHA PETY/IAINS CEKPELIUU COMATOTPOIIMHA THIIOTATIAMO-
runodusapHoi ocelo. Ilpu XITH umeeT MeCTO PE3UCTEHT-
HocTb K I'P, a He ero nepunut. OJuH U3 MOJEKY/ISIPHBIX Me-
XAHU3MOB TAKOH PE3UCTEHTHOCTU IPU YPEMUU — CHMXKE-
HUE IJIOTHOCTU pelrenTopos I'P B opranax-muienax. Hec-
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MOTpPs H4 4YaCTO IIOBBIINIEHHOE cojep:kaHue I'P B Kposu
OOJIBHBIX IIPH YPEMUHU, KOHIIEHTPaus PP-1 B CBIBOPOTKE
HE IOBBIIIAETCS U3-32 CHIDPKEHMS €10 CUHTE3A B IIEYEHU. 3a-
JepKKa pocra y gereit ¢ XITH 4acTU4YHO SABJIETCs Pe3y/ibTa-
TOM HMHTHOMPOBAHMS OHOJIOIHYECKON aKTUBHOCTH M DP-1
13-32 U3OBITKA CBA3BIBAIOIIMX €I'0 BHICOKOA(P(OUHHBIX MHIU-
OUTOPHBIX GEIKOB.

JleueHne HU3KOPOCIIBIX JICTEM C YPEMHUECH ITPETIAPATAMU Pe-
KOMOHMHAHTHOI'O 4€JI0BEUECKOIO I'P B /103aX, MPEBBIMIAIONINUX
(PU3HOIOTHYECKYIO CEKPEIINIO TOPMOHA, YBETMYHBAET GUOAK-
THUBHOCTb CBIBOPOTOYHOTO MDP-1. [T0 TaHHBIM 6OJIBITNMHCTBA
UCC/ICIOBAHUH, JiedeHre npenaparamMu ['P okaseisaer 1mosio-
JKUTEIBHOE IEUCTBUE HA CTUMYJIALIUIO YBEJTMYEHUS JJIMHBI TE-
J1a Ha KOHCEPBATUBHOM cTainu XITH y 1erert npenyoepTraTHo-
ro Bo3pacra. Jledenne HU3KOPOCabIX aAeren ¢ XITH npenapa-
TaMU PEKOMOUHAHTHOTrO 4esioeueckoro I'P B foze 0,05 Mr/kr
B CYTKH BBI3BIBACT CTOMKOE YJIy4IICHHE ITOKA3ATEICH POCTA
0€3 BBIPAKEHHBIX ITOOOYHBIX 3(P(PeKTOB. POocTOCTUMYNIMPYIO-
mui 3deKT Tydnie y JeTei IperyoepTaTHOrO BO3pacTa, Ha-
XOJAINUXCA HA CTAAUN KOHCepBaTUBHON Teparmu XITH. Bo-
IIPOC O HEOOXOIUMOCTH JieueHus I'P ciie/tyer nojJHuMaTh Kak
MOXKHO B 60JI€€ PAHHEM BO3PACTE U HA PAHHUX CTAAUAX PA3-
puTuA XITH, TeM CaMbIM yBEIUYHBASA BO3ZMOXXHOCTb MAKCH-
MaJIbHOI'O MCIOJIb30BAHMSA POCTOBOI'O IIOTEHIUAIA. YBEIYe-
HHE POCTA Y ITOM KATETOPUU OOJIBHBIX O3BOJIIET OCYLIECT-
BUTD IIEPECAJKY ITOYKH OT B3POCJIOrO JOHOPA.

MpumeHnexnune I'P npn mykosucunpose

Myxkosuctnnos (MB) aBagercs ayroCOMHO-PEIECCUBHBIM
HACJIE/ICTBEHHBIM 3200JIEBAHUEM C YHHUBEPCAJIbHBIM JIJI
BCEX 3MUTEIHUAIbHBIX KJIETOK OPraHU3Ma Ae(MEKTOM CEK-
peuMK, XapaKTEPUIYIONUMCS PaHHEN MaHU@ECTAIUECH,
TSOKEIBIM TEYEHUEM M BBICOKOU JIETANBHOCTBIO. Onpene-
JISIOIIMMU /I KU3HU OOJIBHOT'O SABJAIOTCS XAPAKTEP U
CTEINEHDb NOPAKEHUA JIETKUX, 4 TAKKE JKEJIyTOYHO-KUIIEY-
HOI'O TPAaKT4, NPEXKIAE BCErO IOJPKENYAOYHOM JKENE3bl U
neyeHu. Poct gerei, 60abHBIX MB, 3aBUCUT OT CBOEBpE-
MEHHOCTH JIMATHOCTHUKHM 3a60sieBaHus1. JOCTOBEPHO 60-
Jie€ BBICOKUIT POCT OTMEYAETCA y TeX 60NbHBIX MB, nuar-
HO3 KOTOPBIM OBLI IIOCTABJICH PAaHbIIC. YK€ Y IPYAHBIX JIC-
TEH C BBIABJIICHHBIM IIPU HEOHATAIbHOM CKpUHHUHTE MB 110
CPaBHEHMIO CO 3/JOPOBBIMH MMEETCS JOCTOBEPHBIN Jledu-
LUT AHTPOIOMETPUUYECKUX IOKA3ATENEN (MACCHL TEIA U
pOCTa), CBA3AaHHBIA C MAHKPCATUYECCKON HEJOCTATOYHO-
CTBIO. BO 2-10 JleKajly )KU3HU OTCTABAHME POCTA HEPENKO
CBA3AHO C 3aJ€PKKOM mydeprarTa. bonee pannue uccieno-
BAHMA OKA3aJI4, YTO CTENEHD 3a[E€PKKU POCTA U IIOJIOBO-
'O Pa3BUTHUs KOPPEIUPYET C HAPYIIEHUEM KHUIIEYHOI'O
BCACBIBAHUSA U TSXKECTBIO JIETOYHOI'O IPOLECCA. DTH HAPY-
HIEHUSA PA3BUTUA CONIPOBOXKIAIOTCA 3HAUYUMbBIM CHUKECHU-
eM nyoepraTrHoro yposua MP®-1, JII, ®CI' 1 1oJIOBLIX CTE-
pouoB.

V 60mpHBIX MB, Macca KOTOPBIX IO OTHONIIEHUIO K POCTY
COOTBETCTBYET HOPME, IIOKA3ATE/IN JIETOUYHBIX (DYHKIIUH 3HA-
YUTEJIBHO JIYYIIE 10 CDABHEHUIO C TAKOBBIMU y OOJIbHBIX C I'H-
norpopueit. JuHaMUKa COHPOMETPUUYCCKUX ITOKA3ATENICH
3aBUCUT OT POCTA M HYTPHUTUBHOI'O CTATYyCa, YTO IOJTBEP-
JKIAET BO3MOXKHOCTD IIPEAYIPEXRICHNA CHUPKEHUS JIETOYHON
dyHKIIMM y eTel ¢ MB aKTUBHBIMH JIUETUYECKMMU MEPO-
MIPUATHUAMU.

I'P XOpOIIO U3BECTEH KAK IPENAPAT C BBIPAKEHHBIM aHA00-
JIMYECKUM 3(PPEeKTOM Ha OEIKOBBIM OOMEH U KIETOYHBIA
poct. Mcnone3oBaHue Cynpapusnonorndeckux o3 I'P co-
craspomux 0,04—0,05 mr/kr/cyr, y gerer ¢ MB Moxer 11o-
BBICHUTDb CUHTE3 6€JIKA M OOIIIEE COACPKAHUE A30TA B OPIAHU3-
M€ U IIPHUBECTHU K UX ITOJHOIIEHHOI IUIIEBON PEAOMINUTAIINN
U Koppekuuu Huzkopocnoctu (D.Hardin, 2002). K Hacros-
IEMY BPEMEHU B 3aPYOCIKHON JTMTEPATYPE UMEETCA MHOXKE-
CTBO CBEJIEHUH 00 YBEMUYEHUH BECOPOCTOBBIX OKA3ATENEN
6ombHBIX MB Ha (one steuenus I'P. YCTaHOBIEHO, YTO HUBKO-
pocnocts y iereit ¢ MB He cesazana ¢ nepunnrom I'P, B TO Bpe-
Ms KaK YPOBHHM POCTOBBIX (pakropos (MP®-1 u MPDCB-3)
CHIDKEHBI W1 HAXO/ATCS HA HIPKHEN I'PAHULIE HOPMBL JIeue-

Hue I'P 601bHBIX MB IpHUBOAUT K MOBBIIICHUIO YPOBHEH POC-
TOBBIX (PAKTOPOB M IOBBIIIAET YYBCTBUTEABHOCTb TKAHEN K
I/IHCYIII/IHY.

CKOPOCTb POCTa OCOGEHHO CUIBHO HAPYILIEHA B IIy6epTaT-
HBIN IIEPUOJT, BHE 3aBUCUMOCTH OT KJIMHUYECKOT'O COCTOSHHUA
U YPOBHS MOJIOBBIX CTEPOW/IOB MAIIMEHTOB. MHOIOUMCIIEH-
HBIC MCCJIEAOBAHMS TTOKA3aJIM, 4YTO jiedeHue I'P npuBoauT K
JIOCTOBEPHOMY YBEITUYEHUIO KAaK CKOPOCTH POCTA, TAK U MAC-
CBI TeJIA JIeTer ¢ MB, a TarKe yIydIeHUIO UX KIMHUYECKOTI'O
craryca. POCTOBOM OTBET y MallMEHTOB ¢ MB O6BIMHO He-
CKOJIBKO HIKE, YEM Y JIETEN, TOMy4Jaromux ['P mo nosoay uan-
onatuyeckoro jedpuipra I'P. Tem He MEHEE OHO NPUBOJIUT K
JIOCTOBEPHOMY YBEJIMYEHHIO POCTA IIO BCEM MOKA3ATEIIIM.
ITOMMMO TOTO, TPOUCXOAUT YBEIMYCHUE MBIIIIECYHON MACCHL
CJIE/ICTBUEM ITOIO SABJISIETCS YMEHBIIIEHUE YACTOTHI TOCIINATA-
JIN3ALUH, KYPCOB aHTHOMOTUKOTECPAINU U YIy4IICHUE JIe-
TOYHOM (PYHKITHH.

Hcnonb3oBanue I'P B ieyeHun 60JbHBIX MB MOBBIITIAET X
(PYHKLIMOHAJIbHBIE BO3MOKHOCTH, CHHKEHHBIE BCJIEICTBHE
HAPYHIIEHHOTO MATAHUS MU YCUJIEHHOTO KaTA00IN3M4d, 4 TAKKE
YBEJIMUHBAET IIEPEHOCUMOCTD (PUBUUYECKHX HAT'PY30K, BBDKH-
BAEMOCTD M YJIYYIIIAET KA4E€CTBO XKMU3HU. Jleuenue I'P nerert no-
Ny6EPTATHOTO BO3PACTA MOKET OKA3bIBATH OJIATONPHUATHOE
BJIMSTHUE KAK HA POCT, TAK U HA TOJIEPAHTHOCTD K (PU3UYECKUM
HAIpy3KaM Oe3 CEPbE3HBIX OCIOKHEHUN. Habmonaemble pu
3TOM U3MEHEHHA B MBIIICYHOM, CEPJCYHO-COCYAUCTON U JIbI-
XaTEJIbHOM CUCTEMAX CIIOCOOCTBYIOT YBETMUEHUIO IEPEHOCU-
MOCTU a3POOHON (PU3UUECKOU HATPY3KU U CHJIBI JAbIXATCIIb-
HOWM 1 epupeprudecKOr MBIIIIEYHONH MyCKY/IaTypbL bosee To-
ro, npumeHenue I'P gaxe y B3pOC/IbIX 6OJIbHBIX, HE OKA3bIBAs
3HAYMMOI'O BJIUAHMA HA JIETOYHYIO (DYHKLIMIO, IPUBOAUT K
YBEJIMYEHHIO ITIEPEHOCUMOCTH (PU3NYECKUX HATPY3OK.

MpumeHneHune I'P npn peematongHomMm

nonvapTpuTte

CHIXEHHME TEMIIOB POCTA U HHU3KOPOCJIOCTh HAOIIOJAIOTCS
4aCTO IPU peBMATOUIHOM apTpute (PA), pasBUBIIEMCS B J10-
IIKOJIBPHOM M MJIAJIIEM MIKOJbHOM Bo3pacre. Hamboiee
CHJIBHO HA CHWJKEHUE TEMIIOB POCTA BJIUSIOT BOCIIAJIEHUE, PE-
ATIM3YIOIICECS YEPE3 LIUTOKUHDL, U JICUCHHUE INIIOKOKOPTUKOU-
JaMU. B peTpOCHEKTHUBHBIX MCCIEIOBAHUAX ITOKA3aHO, YTO
oonee yeM y 80% nareHTOB, UMEBIIIMX CUCTEMHBIN PA B f1€T-
CKOM BO3PaCTe, KOHEYHBIH POCT BO B3POCIIOM COCTOSIHUHN HHU-
JK€ TEHETUYECKU JJETEPMUHUPOBAHHOIO pOCTa U B 40% HIDKE
-2SD /1151 HONYJIALIA.

B OONBIIMHCTBE UCCICLOBAHUIM, IIPOBEAEHHBIX BO Ppan-
1I1H, TOKa3aHa 3(PPeKTHBHOCTD TpuMeHeHus I'Py neteit ¢ PA.
B namux nccnenosanuax (AA.llaposa, 2002) Taxke okasa-
Ha 3HEKTUBHOCTD U 6€30I1ACHOCTb NpUMeHeHus I'P y neret
¢ PA B cynpadusunonorngeckort gose 0,05 mr/kr/cyt. Ho ag-
(PEKTUBHO ITO JIEYEHUE TOJIBKO B TOM CJIy4a€, €CJIN YAAETCS
CHU3HUTD NOJJICPAKUBAIOIIYIO TEPAIHIO [NIIOKOKOPTHKOUIAMU
meHee 10 mr B cytku. [Tpu 6051€€ BBICOKUX JJ03aX Tepanust ['P
HeaeKTUBHA.

MoHUTOpPUHI peTen, nony4alowmx neyeHuve NP
Tepanus I'P IpoOBOUTCS HEMPEPBIBHO B BH/IC €KCHECBHBIX
MOJKOKHBIX HMH'BEKIIUH, KOTOPBIC JEIAI0T POAUTEIN HIH CaM
pedeHok. KouTponb a(ppeKTUBHOCTH U 6E30IIACHOCTH TIPO-
BOJIUMOTO JICYCHHSI OCYIICCTBIISICT BPa4 C MHTEPBAJIOM B 3—6
Mec. OCHOBHBIE ITOKA3ATE/IN, UCCIICAYEMbIE IIPU MOHUTOPUH-
re, CYMMHPOBAHBI B Ta6u11e. JIeueHHE NPOIODKAIOT JTUOO /10
3aKPBITHS 30H POCTA, JTUOO JIO JOCTIDKEHUS COIUAIBHO ITPH-
€MJIEMOT'O POCTA.

I'P ob65ajaeT MOIIHBIM AaHAOOIUYECKUM JICHCTBHUEM: YIIyd-
HIACTCS MBIIICYHAS CUJIA M MACCA, YBEJIMYUBACTCS IVIOTHOCTD
KOCTHOU TKAHH, CHIDKACTCA COACP:KAHHUE U CHHTE3 KUPA,
VAYYIIAETCA CEPAEeYHasd AEATE/IbHOCTb. B mocneanue rofipl
MOSIBWJIOCH MHOT'O PaboT 1O 3(PPEKTUBHOMY MCIIOJIb30BA-
Huio I'P ipu crapyeckoi ApsX/IOoCTH, HECPACTAIOMUXCS T1e-
pEJIOMAX, OCTEOIIOPO3E, CEPAECUYHON HETOCTATOYHOCTH. DTO
MEJUIIMHCKOE HAIIPABJICHUE AKTHUBHO PA3BUBACTCS U MMEET
XOPOIIUE NEPCIEKTUBEL
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