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BBEJAEHUE

Paxut um QeHoTUNHUECKH CXOAHBIE C HUM PAXUTOMOIOOHBIE 3a00JICBaHUS
(PII3) mo cux mop OCTalOTCAd OJHOM M3 aKTyalbHBIX MPOOJEM MeauaTpuu. ITO
0OyCJIOBJIEHO, C OJHOW CTOPOHBI, BBICOKOM YaCTOTOW paxuTa CpeAu AETell paHHEro
BO3pacTa, ¢ Apyrod — TpyAHOCTAIMHU nuddepeHnanbHoil TUarHOCTUKU OTACIbHBIX
¢dopm paxura u PII3, koTopeie Ha poHE OTHOCUTENBHO MIMPOKOTO PACIPOCTPAHECHUS
B MOITYJISILIUU, IPOTPECCUPYIOLIETO XapaKTepa TEUEHUs OCHOBHOI'O MAaTOJOTUYECKOTrO
mpoliecca, HEPEIKO CIYXKaT MPUUUHON TSDKENON MHBANMIM3AINK, a TIOPON U rudenu
nereid. PII3 oTHOCATCS K NATOJNOrMU, KOTOpas CYIIECTBEHHO HApYyIIaeT POCT U
pa3BuTHe OOJBHBIX, OTATOLIAET TEYEHHWE JApPYyrux OoJie3Hed U CHocoOCTBYET
dbopMUPOBaHUIO XPOHUUECKUX (DOPM CaMbIX pa3IMYHBIX 3a00JI€BaHUI, B TOM YUCTIE U
XPOHUYECKON NTOYEYHOU HETOCTATOYHOCTH.

PaxutononoOHble 3a007€BaHUs OTIMYAIOTCS BBIPAKEHHBIM KIMHUYECKUM
noJuMOp(hU3MOM, B OCHOBE KOTOPOTO, IO BCEW BEPOSTHOCTH, JIEKUT T'€HETUYECKas
reTEPOreHHOCTb.

Pannsis uaeHTuduKams oTaeIbHBIX (POPM HACTEACTBEHHBIX PAXUTOIOI00HBIX
3a00ieBaHUN y JeTel TMO3BOJSET HMCIOJIB30BaTh KOMIUIEKCHYIO, MATOTEHETUYECKU
OTpPaBAAHHYIO TEPAIUI0 U MPEAYNPEIUTh PA3BUTHE THKEIBIX KOCTHBIX AedopMariuii
Y MHBAJIMIU3ALIUKA peOeHKa.

TouHblif AUArHo3, paHHSAsS W CBOEBPEMEHHas BepudUKalMs MaTOJOTHH U
aJIeKBaTHOE JICYCHHUE Jal0T BO3MOXKHOCTh OKa3aTh d()(PEKTUBHYIO MOMOIIb ACTSIM U

IOMOYb CEMbE B BEIOOPE JaTbHEUIEH TAKTUKU AETOPOXKICHUSI.



[Ipoananu3upoBaB NaHHBIE JHUTEPATypbl M COOCTBEHHBIC HAONIOACHUS 3a
OOJMBHBIMM C PaXUTONOJOOHBIMU 3a00JIEBAHUSIMU, MBI COWIM HEOOXOAUMBIM
COCTaBUTh Y4EOHO-METOAMYECKOE MOCOOUE M0 JAaHHOU Mpolieme.

Kaacenpukanus. Paxuronono6Hsie 3a601eBaHus — 3Ta reTepOreHHas rpyIna
HACJICICTBEHHBIX 3a00JI€BaHUM, CBSI3aHHBIX ¢ HapymieHHeM (HochOpPHO-KAIBIIMEBOTO
oOMEHa 1 COTIPOBOXKIAOIIMXCS 1epopmMaIusMu CKeeTa.

PII3 otHocaTcs K TyOyJomaTtusiM- HACIEICTBEHHO OOYCIOBJICHHBIM
MOpKEHUAM KaHalblleB Touek. EaumHOM u  oOmenpuHATON KiaccuPuKaiuu
TyOyJonaTuii, OTpakarolieil Bce MHOrooOpa3ue TIeHETUYECKUX HapyIIeHU W
KJIIMHUYECKUX MPOSIBJICHUI, B HACTOSIIIEE BPEMS HET.

K PII3 otHOCSTCS:

e docdar-nuader;

e [JoueyHBIN KaIbIIEBBIN aIll103;

¢ bones3ns ae Tonu-JleOpe-PankoHM;
e Butamun /[-3aBHCUMBII paxur.

BripakeHHble mporpeccupyromue aedopmaiuy CKelnera, pe3uCTeHTHOCTh K
nedeOHbIM f03aM BUTamuHa [| W HapymieHne (U3HYEeCKOro COCTOSHUS peOeHKa —

ocHoBHbIE npu3Haku PII3.

Dochar-guadet (D).
Onpenenenue. OJ] — rereporeHHas rpynmna HacJeICTBEHHO OOYCIOBJICHHBIX

3a00JIeBaHUM, MPOSBISIONIMXCA HapylieHueM (QochopHO-KaabIIHEeBOr0o OOMeHa u



PaxXUTONOAOOHBIMI U3MEHEHHSIMU, PE3UCTEHTHBIME K JIeYeOHBIM JT03aM BUTamuHa /1.
Cunonumamu @DJ[ sBusitoTcs: runopochaTeMUUYECKU PAXUT, MOYEUHBIH paxXHT,
CUHAPOM OnOpaiita-batnepa-birombepra, BUTaMUH i PE3UCTEHTHBIN
runodochaTreMUIECKU paxuT.

Pacnpocrpanennocrs. Yactora cocrtaBiuser npumepHo 1:20000 perckoro
HacCeJICHUS.

Cemeiinbiii aHamMHe3. Hacrienyercs 1o JOMUHAaHTHOMY TUIY CUEIUIEHHOMY C
X-XpOMOCOMOH, ayTOCOMHO-JIOMHUHAaHTHOMY M ayTOCOMHO-PELIECCUBHOMY THIIAM
HaCJICJOBAHMUSI.

IMatorene3. Cornacuo I1.B. HoBukoBy (2006) pa3Butue narorenesa docdar-
nrabera 00yCIOBIIEHO:
® ICPBUYHBIM HapyuieHueM peadcopOuun ¢ochaToB B MOYEUHBIX KaHAJIbLAX
(mepBu4Has TyOyJonaTHs);
® ICPBUYHBIM JIe(heKTOM HapYIICHUS BCAChIBaHUS Kalbliug U hochopa B KUIMICYHUKE;
® TCHETHUYECKH OOYCIIOBJIEHHBIM COYETAHHBIM JE(EKTOM MOYEYHBIX KAaHAJIBLEB U
KUIIICUHUKA,
® HapyIIeHHEM MeTaboM3Ma BuTaMrHa [l B IeUeHu.

Hapymenne  peabcopbumm  ¢dochaTtoB B TOYEUHBIX  KaHAJIbIAX
(runepdocdarypus) coznaet B opranuzme runopocdaremMuto, KOTopast ¥ IPUBOAUT K
GbopMUPOBAHUIO PAXUTOMOAOOHBIX HedopManuii ckenera. ITOMY CIOCOOCTBYIOT
notepu (ochopa yepe3 KHUILIEYHUK, B OTAEIbHBIX CIy4yasX MOBBIIIEHHAs CEKpelus

naparropmona (IITI") u pazsutue Bropuunoro napatupeosa (I1.B. Houkos, 1982).



JAunarnocruyeckue kpurepuu DJI.
OnopHule npusHaKu:
¢ HayaJ10 3a00JieBaHMs B Bo3pacTe 1-2 JieT ®u3HU peOeHKa;
® BRIPQXKCHHBIEC TpOrpeccupylonme naeopmanuu ckeiera, OCOOCHHO HIKHUX
KOHEYHOCTEH 10 BapyCHOMY THILY;
® PE3UCTEHTHOCTh K JACHUCTBUIO OOBIYHBIX JICUEOHBIX 7103 BUTaMUHA /1;
e runiopocaremus (Huxe 0,6 MMOITB/);
e runiepdocharypus (6osnee 20 MMOIB/T);
® HOPMAJILHBIN YPOBEHB KaJbIIUS B CHIBOPOTKE KPOBH;
® YMEPEHHO MOBBIIICHA aKTUBHOCTD IIEJI0UYHOU (pocdaTasbl;
e yposeHsb [ITI" u 1,25(0OH),/13 B HOpM™mE;
e rpyOble OOKamoBUAHBIE AedopManuu MeTadu30B, WCKPUBICHUE M YTOJIICHUE
JUIMHHBIX TPYOYaThIX KOCTEH 3a CUeT OJHOCTPOHHErO (MEIHATLHOTO) YBEIHMYCHUS
KOPTHUKAJIBHOTO CJIOS TIEPUOCTA.
DakyrvmamuseHvie NPUHAKU.
® 00JIb B KOHEUYHOCTSIX;
® c;1a00CTh, OBICTpPasi yTOMIISIEMOCTH;
KiuHn4yeckue BapMaHThbI.
1-p1ii  Bapuant. ®ocdar-guader (P/l), 0O0ycIOBICHHBIM JOMHUHAHTHBIM
I€HOM, CIICIVIEHHBIM ¢ X-XpOMOCOMOM, MMeeT 0oJjiee BhIpaXKCHHbIE MPOSBICHUS Y
MaJbUMKOB. Y JIMII )KEHCKOTO 104, €CJIM OHU TeTEPO3UTOTHBI IO MyTAaHTHOMY TEHY,

3a00JIeBaHUE MOJKET MPOSBIATHCA TOJNBKO TrunodocdaTemueir. bonesnp Moxer



NepeIaBaTbCs MaTEPhbI0 KAaK CHIHOBBAM, TaK M JOYepsM, a OTEl He Mepeaact
3a00JIeBaHUE CBOUM CHIHOBBSIM.

s smoeo eapuanma 3a60.1e8aHUs XAPAKIMEPHO:
® 33/IepKKa pOCTa;
® 3200JICBaHUE Yallle MPOSIBIAECTCA HA 2-M TOJy KU3HU peOEHKa, HO BO3MOXHA U
pannss Manudecranus (14 rox )ku3uu) u no3auss (7-8 ner);
® [IPOrpeCcCUpYIONIasi BBIPAKEHHOCTh JAePOpMallUh CKeJeTa MO BapyCHOMY THITY
MPEUMYIIECTBEHHO HUKHUX KOHEUHOCTEH;
® PEHTTEHOJIOTMYECKUE M3MEHEHHsI B KOCTSIX OOHapyXHBaroTcad 4epe3 3-4 Heaenu
nocyie MaHudectanuu 3a00JIeBaHUSI MPEUMYIIECTBEHHO B 30HaX pOCTa, B 30HAX
HHXOHJPAIBHOTO OKOCTEHEHHUS TPyOUaThIX KOCTEH M Ha TPAHUIIE MEXKITY dMH(PU30M U
MeTtaduzom. B nepros akTHBHBIX MPOSIBIICHUH T€HEPATU30BaHHBIN OCTEOIOPO3.

2-0ii BapuMaHT. AyTOCOMHO-JOMHUHAHTHOE TUTIOhoChaTEMUIECKOE TTOPAKECHNE
KOCTEN XapaKTEPU3yETCS:
e HayajioM 3a0osieBanus ¢ 12-24 mecsiieB )XKU3HU peOeHKa,;
® ICKPUBJIEHUEM HOT C HadaJia X0JIbOBI;
® KPENKUM TEeJNOCIOKEHUEM, naedopmanuen ckenera (MPEUMYIIECTBEHHO HIKHHUX
KOHEUHOCTEH);
e runoocdaremucii (0,8-0,9 mmosn/n) u runepdocharypuei;
® HOPMaJIbHBIM YPOBHEM KaJlblIMs B KPOBH;
® YMEPEHHO MOBBIIIEHHON aKTUBHOCTBIO 1IEJI04HOMN docdaTasbl;

¢ PCHTI'CHOJIOTHYCCKUMMU TIPU3HAKAMHU paXUTa C BHIPAKCHHBIM OCTCOIIOPO30M;



® BBIPAKEHHOM PE3UCTEHTHOCTHIO K BBICOKMM J103aM BUTaMHHA [I;
® 0JINHAKOBO 0OJICIOT MAJIBYUKH U JIEBOYKHU.

Y pomuteneit OONMBHBIX AETEW OTMeuaeTcsi Takke runodocdaremust 0e3
KOCTHBIX  gedopmarmii. Teuenue 3abomeBanust He  Tsokenoe. IIpornos
OJIarONpUsATHBIN.

3-uii  BapumaHT. HacnencrtBeHHslii runodocdareMuyeckuii  paxur ¢
TUNEepKaJbUypueii. DTO ayTOCOMHO-PELECCUBHBIA TUN TyOyjomnatuu. Ponurenu
HEPEIKO COCTOST B KPOBHOM POJCTBE.

Knunuxa:
® Ha4yaJIO NPOSBIICHUA 3a00JI€BaHUs B pAHHEM BO3PACTE;

e neopManvs HIBKHUX KOHEYHOCTEH, TPYAHON KIIETKH;

e runieppocharypuss u rUNEpKaNbIUYpUs (PKCKpElHs Kaibllus gocTturaer 6-9
MI/KI/CYT., ypPOBEHb KaJlbIUsl B KDOBU B HOPME);

e runodocharemus;

® TIOBBIIIICHA B CHIBOPOTKE KoHIeHTparus 1,25(0H),/s;

e yposeHs IITI" B kpoBU B HOpME.

B 3aBucuMOCTH OT CpPOKOB MaHH(ECTaluu, KINHUKO-OMOXUMHUYECKUX
0COOEHHOCTEH U XapakTepa oTBeTHOM peakunu Ha BuTamuH [ I1.B. HoBukon (1982)
BBIICIISIET 4 KIIMHUKO-OMOXUMHUYECKUX BapuaHTa 3a00JICBaHMUS:

1-ii BapuanTt — panHsis wmaHudecranus (lbii TOm KM3HM peOCHKA)
3a00J1eBaHusl, HE3HAYUTEIbHAs CTENEHb KOCTHBIX JAedopmalinii, Xxopolias peakiys Ha

JICYCHHE;
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2-ii BapuaHT — Ooyiee MO31HAA MaHuUdecTanus (Ha BTOPOM TOAY KH3HU
pebeHKa), BhIpaXXEHHBIE KOCTHBIE M3MEHEHHs, PE3UCTEHTHOCTh K BBICOKMM J103aM
BuTtamuHa [{. DTOT BapuaHT 00yCIIOBJIEH 1€(PEKTOM MOYEHHBIX KaHAIBIIEB (CHMXKEHA
peabcopbuus dhochopa).

3-ii BapuaHT — MaHudecTHOe 3aboyieBaHME IIOClie 6-TIETHETO BO3pacCTa,
BBIpQXECHHBIE CKEJIETHBIE Ie(pOopMaIIiy, BEIpaKEHHAs! pe3UCTEHTHOCTh K BUTaMHUHY /.
OTOT BapHaHT CBS3BIBAIOT C MPEUMYIIECTBEHHBIM BOBJICUEHHUEM B MATOJIOTHYECKUN
IPOLECC KUIIEYHUKA, HAPYILIEHUEM BCacChlBaHUA Kalblus U Gochopa B KUILIEUHUKE.
[Tpu sTOM BapuaHTe OTCYTCTBYET runepdocdaTtypus.

4-i BApUAHT — MOBBIIICHHAS YyBCTBUTEIBHOCTh K BUTAMHUHY [ M CKIIOHHOCTh
K Pa3BUTHIO KJIWHUKO-OMOXMMHYECKON KapTHHBI TurnepBuTamuHo3a [ (kaxna,
pBOTa, TUNIEPKAIBINYpHs 1 1p.). Hauano nposiBneHus 3a06o1eBaHus — 2-i TOJ] )KU3HHU,
yMEpEeHHBIE KOCTHBIC Ae(OpMaIiH.

JAuarnocruka.

Ha yposne oemckux noauknuHux:

e cOOp ceMeHHOro aHaMHe3a, COCTAaBJICHUE POJIOCIIOBHOM U €€ aHaJu3;

® OIICHKA MapaMeTpoB (PU3NUECKOTO pa3BUTHS (IePUIIUT pocTa U HOpMaJIbHAsI Macca
Tena);

® XapaKTEepUCTHUKA KOCTHBIX Aedopmanuii (IpeuMyIeCTBEHHO BapyCHBIN THI);

e 001U aHAINU3 MOYH,

e 001U aHAIKU3 KPOBHU;

e OIIpe/ieNICHNE YPOBHA Kanblus U Gpocdopa B KpoBy;

11



e OIIpe/ieNieHNe aKTUBHOCTH IIeTI0uHOM (pocdaTassr,

¢ npo6a CynkoBuya,

¢ peHTreHorpadust TpyOUaThIX KOCTEH BEPXHUX U HUKHUX KOHECUHOCTEH;
® KOHCYJIbTaIIUsI OPTOIIEIa.

Ha ypoene cmayuonapa u cneyuanuszuposannvix omoeneHui:
® OIIpe/ieTICHNE YPOBHS KabIUs OOIIETO U MOHU3UPOBAHHOTO, (pochopa KpoBH;
® OTIPE/ICIICHUE CYTOUYHOM AKCKPEIUHU Kablus U pocdopa ¢ MoUoii;
® OTpe/IeIeHNEe aKTUBHOCTH 1IeNT0OYHOM (hocdaTaszbl CBIBOPOTKU KPOBU;

e onipenenienne ypoHs 25(OH) 13 u 1,25(0OH)/13 B kpoBHu;

e OIIpeieTiCHNE KOHIIEHTPAIMU MTapaTUPEOUTHOTO TOPMOHA;

® 1ICCJIEIOBAaHNE MUHEPATHHOM IIIOTHOCTU KOCTHOM TKaHU (OCTEOJCHCUTOMETPUSA);
¢ peHTreHorpadusi TpyOUaThIX KOCTEH BEPXHUX U HUKHUX KOHECUHOCTEH;

e Y3 nouek u DY

® KOHCYJIbTaIlUsI TE€HETHKA,

® KOHCYJIBTAIIHSI OPTOME/A.

MuddepenunanbHas TUATHOCTUKA TPEJCTaBiIeHa B Tabiuile (MIPUIOKEHUE
1).

Jleuenne. Jleyenue MODKHO OBITh KOMIUIGKCHBIM W JUIUTENBHBIM. OHO
HAIMpaBJICHO HAa KOPPEKIMI0 METa0OJMYECKUX PACCTPOUCTB, MPOPUIAKTUKY
OCTIOKHEHUH U MPeAyNpeKACHIE WHBATUIU3AIIIH.

B aktuBHO# (a3ze Oone3Hu (BbICOKAas aKTUBHOCTH IeJIOYHOU QocdaTassl,

BbIpa’XKCHHas FI/IHO(I)OC(baTCMI/I}I, AKTUBHBIN Impouecc B KOCTHOM TKaHHU IIO JaHHBbIM
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JETCUTOMETPUN W pEHTTreHorpaduu), Ipu HaIWuuu OOJIed B KOCTSAX U CyCTaBax
MOKa3aH MOCTEJbHBIN PeXuM J10 2-X Henelb. Jluera 6oratas gocdopom (prida, sita,
CIIMBOYHOE MAaCJIO | JIp.).

MeankaMeHTO3Hasl TePanus.

1.  OOs3aTenbHBIM  YCIOBUEM  JIEUEHHUS  SIBJIIETCSA  IPHEM  BHYTPb
Heopranndeckux (ocdaros B goze 70-100 mr/kr (1o docdopy):

e Heoprannueckue ¢docdarel (pochatHbiii Oydep - cmech OmnOpaiita (45 T
Na,HPO,x7H,0 + 18 r NaH,PO4xH,0 +950 mn aucTrimupoBaHHOM BOABI) 0 80 M
B CYTKH B 5-6 IpUEMOB;

e octeoreHoH (B 1 Tabnetke xanbius 178 mr u docdopa 162 mr) no 1 Tabnetke 3
pasa B JICHB;

e 1ieHTpyM (B 1 Tabnerke kambiua 162 mr, docdopa 125 mr, maraus 100 mr) mo 1
TabJeTKe 2 pa3a B JCHb;

o xanbius raunepodocdar 0,5-1,5 r B cyTku.

2. Buramun /[, ero merabonutel. Hawanpnas posza -10000-15000 ME
(Ha3HAueHWE TaKUX JI03 TOJBKO TIPU YCTAaHOBIEHHOM nuarHose d¢ocdar-
nuabeta!). Uepes 4-6 Henenb MOxHO yBenuuuBath 03y Ha 10000-15000 ME nox
00s13aTeIHbHBIM KOHTPOJIEM YPOBHS KaJbIUs B KpoBU U Mode. KonTposb mpoBoauts 1
pa3 B 10-14 nueit. YBenudeHue 10361 BOBMOXHO JI0 HOPMAJIM3AIMK OMOXUMUYECKUX
nokazarenerd (P, I[®, Ca) m BOCCTAaHOBJICHUE CTPYKTYPbl KOCTHOW TKaHU IIO
PEHTTEHOJIOTUYECKUM JTAHHBIM.

3. AKTHUBHBIE MeTa0OIUTHI BUTaMuHa /1;
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e asibakanbruaon (1 a-rugpokcuButamud Jl3) 0,5-1,0MKI/CyTKH 1O KOHTpOJIEM
onoxuMuueckux Tmokazareneii. B 1 xkamc. (0,25 wmkr) HaumHate ¢ 0,25 MkT,
KOHTpoJiupys | pa3 B Heneno ypoBeHb Kaibliug U ¢docdopa B KpoBu. o3y
mpemapara  MOXKHO TmoBbImath Ha 0,25-05, MKr/CyTkm 10 cTaOWIM3auu
OMOXMMHYECKUX ITOKa3aTeIICH;

® OKCHJIEBUT B CyTOYHOW n03e 0,25-3 MKr 1moj CTPOTMM KOHTPOJEM KalabLus M
docdhopa B kpoBu. [Ipu TOCTUKEHUN PEMUCCHU MEPEUTHU HA MOJICPKUBAIOIILYIO
7103y, UHAUBUIYAITBEHO MOJ00PaHHYIO.

lIpomugonoxasanusamu 011 HasHavyeHus sumamuna /{ u e2o memaboaumos
AGNAIOMCA:
® UHIMBH1yaJbHasl HETIEPEHOCUMOCTD MPENapaToB;
® BhIp@KECHHAS TUIICPKATBIYpHs (0osiee 4 MMOJIB/CYTKH);
® OTCYTCTBUE aKTUBHOTO Tpollecca B KOCTHOM TKAaHM MO JAHHBIM JJTAOOPAaTOPHBIX U
PEHTIEHOJIOTUYECKUX UCCIICI0BaHUM;

e |V tun ocdar-nuabera.

[Tpu pa3BuTHHM NPU3HAKOB TMNepBUTAMUHO3A J] (OTKa3 OT e/bl, Kaxaa, IOJNypHs,
MOBBIIIIEHHAST AKCKPEIMS KaJIbIUs ¢ MOYOM BBIIIE 4 MMOJIB/CYTKH, TUIICPKAIIBIIEMUS 1
JIp.) TIOKa3aHo:

e ruapaTanus (pU3HONOTHYIecKHM pactBopoM (3 Mt Ha 1 M® MOBEPXHOCTH Tena

pebeHKa) BHyTPUBEHHOE BBEACHHUE WU pel 0S;
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e mpuMeHeHue nudocdaHaToB: KIOHApPOHAT, 3TUApoHAaT B 0,5% p-pe HaTpus
XJIOpHJIa BHYTPUBEHHO B TeueHue Oosiee 2-X yacoB 1 pa3 B JIeHb B TeueHue 3-7 gHei
uu per 0S 10-20 Mr/kr yepes JIeHb;

e MuakanblluH (pactBop 11t uHbeknuid B 1 M 50 ME u 100 ME, 200 ME, B
ynakoBke 14 103 1 ME cootsercTtByeT 0,2 MKT npemnapara).

[Ipenaparbl KaJIbIIUTOHWHA — KPATKOCPOUHAs MHTUOUIUS OCTEOKIACTHYECKOM
pe30pOLHH KOCTH U KJIbLIMIypeTH4ecKuit 3 HexT.

[Ipenaparbl KaJbIUTOHWHA Ha3HadaroTcs B no3e 4-10 ME/kr maccel Tena B
JI€Hb B/BEHHO MEIJICHHO, TIOJKOXXHO WM BHYTPHMBIIIEYHO KaxKable 12 dYacos.
JelicTBue npenapaTa BpEMEHHOE.

C KaJbLIMTOHMHOM MOKHO COUYETaTh Ha3HAYCHHE CTEPOUIIOB: MPETHU3OJIOH —
1-2 wr/kr/cyt. BHYTpb uiu 5-10 MI/Kr mapeHTepanibHO WU JAPYTHUE CTEPOUIBI B
COOTBETCTBYIOIIUX JI03UPOBKaX.
¢ 5% pactBop ToKOepona 1-2 xarmum Ha 1 TOI KU3HHU;

e sutamuH A 6600 ME B cyTku;
e Oeta-KapoTuH 5-10 Kar. B CyTKH.

DTOT KOMIUIEKC BUTAMUHOB HazHauyaeTcst Ha 7-10 aHeil.

4. Tlpenapatsl kanbius (III BapuanT Oone3HM): TiIHOKOHAT Kanbuusg 1,5-2
r/cytku. [Ipn Ha3HaueHnn e4eOHbIX 03 Ca yUUTHIBATH IOTPEOHOCTH IETEH B 3aBUCUMOCTH
OT Bo3pacTa (IPHIIOKEHHUE 2).

5. Jlns ymyumeHuss BcachiBaHHMsS Kanblus u  (pocdhopa B KHUIIEUHUKE

PEKOMEHAYIOT ANUTeNIbHOE (5-6 Mec.) MPUMEHEHNE KOHLIEHTPUPOBAHHBIX LIUTPATHBIX
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cmeced (JIMMOHHAsI KuciaoTa 24r, nuTpaTr Hatpusd 48 © U JUCTHILIMPOBAaHHAs BOJa
500 miu) mo 20-50 mu B cyTku. s ymydiieHus MpoIECCOB MuHepanuzanuu 2%
pactBop kcuaudoHa B 1o3e 10 Mr/kr/cyTku B 3 npuema 2-3 Hellelu.

B nmnepuoa KIMHHUKO-TAOOPAaTOPHOW PEMHUCCHUU PEKOMEHAYIOT COJSHO-
xBoHbIe BaHHbL, JIOK no cnennanbHON maasmen nporpamme.

Xupypruyeckoe Je4yeHHe TOJBKO B  IIEpUOJ  CTOMKOM  KIMHHUKO-
OMOXMMUYECKOW PEMUCCHHU TPOAOJIKUTENBHOCTHIO HE MeHee 2 neT. OnepaTuBHOE
JICYEHHE JTy4llIe IPOBOJUTH ITOCIIE OCTAHOBKH POCTA.

Kpurepuu npaBuJIbHOCTH JIeYeHHUs U U3JICYCHHOCTH:
® YJIy4IlIeHHE OOIIEr0 COCTOSHMS,
® YCKOpPEHHUE TeEMIIa pOCTa JIeTeH;

e HopMaiM3alMsl WM  3HAYUTENbHOE  yIydllleHHWe Tokasartenei  ¢ocdopHo-
KaJILIIHEBOr0 OOMEHa;

® CHW)KEHUE aKTUBHOCTH LIENOYHOM (pocdaTazsl KpoBH;

® [10JIO)KUTEIIbHAS TMHAMUKA CTPYKTYPHBIX U3BMEHEHUI KOCTHOW TKAHH.

OcnoxHeHus:
® BTOPUYHBIN rUNepHapaTupeos;
e riuesioneppur;
® [1IepEJIOMBI KOCTEH.

IIporno3 s >XU3HU ONArONpUSTHBIA, B OTHOLIECHUM BBI3JOPOBJICHUS -
COMHUTENbHBIN. TpebOyercs, MNO-BUAUMOMY, TOXKH3HEHHass Tepanusa. Ilocne

Nepro/ia OJIOBOIO CO3PEBAHUS MPOTrpeccupoBaHue Aeopmalinii mpeKpaniaeTcs.
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IIpopuiakruka.

llepsuunas npoghunaxmuxa - KOHCyJIbTallUs FTEHETUKA OEPEMEHHBIX KEHILUH, B
CEMbE WIH Y POJCTBEHHUKOB KOTOPBIX MMEIOTCS WM UMEIHNCh MOAOOHBIE OOJIbHBIE,
JUU1sl YTOUHEHUSI pUCKa BO3MOXHOCTH POXKAEHUS O0IbHOrO peOEHKa.

Bmopuunas - paHHee BbISIBICHHE 3a00J€BAHUS U KOPPEKLUMS OCHOBHBIX

OMOXMMHYCSCKHX CABHUI'OB, 4YTO oOecreunBacT MNpEAYNPCIKACHUC MHBAIIMIN3AIHN.

IToveuynbiii kKaHaabUeBbIH anua03 (ITKA)

Omnpenenenue. [IKA — mHOrouuciennass rpynmna 3a0oJieBaHHi, B OCHOBE
KOTOPBIX JIEKUT HECIMOCOOHOCTh IOYEYHBIX KaHAIBIEB IMOJKUCISATH MOUYY U
COMPOBOXK/IAIOIINXCSI CABUIOM PEaKIMM KPOBU B KHUCIYIO CTOpPOHY. B KoHedyHOM
UTOT€ TMATOJIOTHSl XapaKTepU3yeTCs METa0OJUYECKUM alujo30M, MOJUypHUEH,
PaXUTOMNOI00OHBIMU U3MEHEHUSIMU, HE(PPOKAITBIITUHO30M U HEPPOIUTHAZOM.

CHHOHUMBI: cuaapom  JlaittByna-Onbpaiita, TUIIEPXJIOPEMUYECKUAN
TyOYJISIPHBIN alli103 C TUMIEPKATBIIUYPHUEH U TUTIOIUTPATYPHUECH.

CeMeiiHbIiI aHaAMHe3: TUIIBI HACJIEACTBEHHOM MEpeladd pa3iudHbie. ITO
TCHETHUYECKHU TeTePOTCHHBIE 3a00JICBaHMUSI.

ITaTorenes. B Hacrosimiee BpeMs H3BECTHO, UTO ITATOTE€HETUYECKUE
MexaHu3Mbl pa3Butusa [IKA cBsi3aHbl, rjaBHBIM 00pa3oM, ¢ JIBYMs MPOIECCaMHU — C
M30BITOYHOM TOTEpei OMKapOOHATOB C MOYOM WM C HEJOCTATOYHOM CEeKperueu

BOIOPOJHBIX HOHOB B IIPOCBCT IMOYCYHBIX KaHAJIBIICB.
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Kanaccupukanma. B ocHoBy  knaccuduxammm — [TIKA
ATUOMATOTCHETUUECKUE, KIMHUKO-()YHKIIMOHATBHBIE IPUHITUIIBI.
[Tpunsaro [IKA y aerelt kitaccubuumnpoBaTh:
e iepBuuHbIil [IKA (HacnencTBeHHBIN);
e sropuuHbIil [IKA, 00ycinoBIIEHHBIN psiioM 3a00J1€BaHUM;
[To nokanuzanuu nedexra:
o nuctanbhbii [IKA (I Tun, nepBUYHbBIN U BTOPUYHBIN);
e npokcumanbHbiid [TIKA (Il Tun, nepBUYHbBINA U BTOPUYHBIN);
® IpoKCUMaNbHBIN U nucTanbHbIN (111 TH);
o [IKA c runepkamuemueit (IV tum).
narnocruyeckue kpurepuu KA.
OcHo8Hble NPpUHAKU:
® TIOJTUTUTICHS;
® TI0JINYPHS;
® OTCTaBaHUE B PU3NIECKOM Pa3BUTHUH;
® TUIION30CTEHYPUS;

® BEIPKEHHBIN META00TUYECKUHN aIliuI03;

ITOJIOXKCHBI

® PAXUTOMNOIOOHBIE M3MEHEHUs KOCTed (4alle B BHJE BaJbIyCHOM nedopmanuu

HIDKHUX KOHEYHOCTEMN);

® IBMCHCHUC HOHOI'PaAMMBI KpOBH (FI/IHOKaJ'H/IeMI/IH, THITOKaJIbIITUCMMUS,

TUIIOHATPUEMUS, TUIIEPXJIOPEMUs, yMEepeHHasl runodocdareMus);

® HM3KHWEC BCIIMYHUHBI OKCKPCIIUK HOHOB BOJOpOAda C MO‘IOfI;
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¢ He(POKATBIMHO3 U HEHPOTUTHA3S.

DakyrbmamueHvie NPUHAKU:
® JUTUTENBHBIN CTOMKUN CyOheOpUInTeT;
® PBOTA;
® OTCYTCTBUE aIlETUTA;
® 3a110pHI;
® MBIIIICYHAS TUTIOTOHUS;
® JICUKOIUTYPHS.

Kaununveckue sapuantsl IIKA.

Iloueunwiti kananvyesoiti ayuooz | muna (Oucmanvuwiil, kraccuwecku). Ilpu
TOM BapuaHTE IUCTAIBHBIN KaHalell He CHOCOOCH CO3[aBaTh OIpPEACIICHHBIN
IPaJMeHT KOHIIGHTPAIMU BOJOPOJHBIX HOHOB MEXIYy KpPOBBIO M KaHAJBIIEBOU
JKUJKOCTBIO, HapyleHa cexpeuus H' B puctanbHbix kaHanslax. Conepsxanue H' B
JUCTANBHBIX KaHAJbIIAaX CHUXKACTCS, PE3KO HapyIIaeTcss aMMOHUN W TUTpyemas
KUCIOTHOCTh MOYHM. pH Mouu He CcHmXaeTrcs oOblYHO MeHee 6,8 HE3aBUCUMO OT
TSOKECTH anu103a. OCOOEHHOCTHIO ATOM (DOPMBI ABIISIETCS TO, UTO B MOYY MOCTOSIHHO
BBIICIISIFOTCSL THAPOKAPOOHATHI, BMECTO KOTOPBIX B KPOBb JUPGYHAUPYIOT HOHBI
XJIOpa — Pa3BUBACTCS TUIEPXJIOPEMUSI.

Jns knaccuueckoro ITKA | Tuna xapakrepHo:
® OTCTaBaHUE B POCTE;
® PAXUTONOI00HBIE U3MEHEHUS B KOCTSIX;

e MeTabomueckuit aruao3 (nepunutr BE=-10-20 Mmomn/m);

19



® Kpu3bl 00€3BOKUBAHUS U TIOJINYPUS,

¢ He(ppoOKaATBITMHO3 (IByCTOPOHHU) u MOYEeKaMEeHHas 00J1e3Hb c
TyOyJIOMHTEPCTUIINATEHBIM He(PPUTOM W/UITH NTHUETOHEHPUTOM;

® TIOBBINIICHUE YPOBHS XJIOPUIOB KPOBH;

® TUIOKAIUEMHS;

e 1iesioyHas peakmus moun (pH 6,7-7,2);

® THUIIONIUTPATYPHS;

e runiepkanbuuypus 10 10-20 mr/cyr. ( mpu HOpMme 1-5 Mr/cyT.).

[Momuypuss npu IIKA | Tuna, oOycioBieHHass MOBBIIMIEHHOW 3KCKpeUuen
HAaTpUs, TPUBOJUT K THUINCPKATUYPUU, THICPKAIbIUypuu. boibimas moteps
KaJIbLIMS C MOYOM W IIEJOYHAas PEaKIMsi MOYU MPUBOAUT K OTJIOKEHHIO KaMHEW B
nmoykax, K 3-5 rojiaMm BO3HHMKAaeT JIBYCTOPOHHUN HEDPOKAIBIIMHO3, KOTOPHIN
CO3/Ia€T YCJOBUSA Ui BTOPUYHOW WH(GEKIIMA MOUYEBBIBOISIICH CHUCTEMBI WM
abaKTepUaIbHOTO MpoIlecca.

['unokanpiueMusi CTUMYJHMPYET BBIPAaOOTKY MapaTropMOHa, pPa3BUBACTCS
BTOPUYHBIN THUIIEpIIApaTUPEO3, UYTO NPUBOAUT K pe30pOIMU KOCTHOW TKaHM.
PazBuBatorcsi nedopmarun  (X-oOpa3Hble HWCKPUBJICHHUSI HIDKHUX KOHEUYHOCTEH,
00uko0Opa3Has rpyaHas KjieTka u Ap.). B pe3ynbprare pe3opOiuu KOCTHOW TKaHU B
KPOBb MOCTYIAET KAJIbIUH, B CBSI3U C YEM OTMEYACTCSI HOPMOKATBITMEMHUS.

| Tun [IKA BcTpedaeTcs OAMHAKOBO KaK y MaJIbUYMKOB, TaK U y JEBOYEK.
Yaiie BOepBbi€ BBISBISETCS B Bo3pacte 2-3 yieT ku3Hu. OAHAKO ATOT THUI MOXKET

BCTPCYATLCA M Yy B3POCIIbIX, TAK Ha3bIBaCMas «(bopMa B3POCJIIBIX». MI/IKpOCI/IMHTOMI)I
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MOTYT MPOSIBIATCA 3HAYUTEIBHO paHbIIe A0 MaHH]ecTaluu 3Toro 3aboyieBaHusi, B
rpyaHoM Bo3pacte. K aTum cuMntTomMam MOXHO OTHECTH:

® HEJIOCTATOUHYIO TpUbOaBKy Beca,

® 0JICTHOCTD,

® MBITIICUYHYIO TUTTOTOHUIO,

® [ICPUONYECKYIO PBOTY,

® AHOPEKCHIO,

® IPU3HAKHU JeTUpaTaliuy Ha (JOHE MOJUYPUU U TTOJUIUTICUH,

® 3a1I0PBI U OCCIPUYMHHBINA JUTUTEIbHBIN cyOheOpuaunTer.

Hedopmariiu KOCTHOU CUCTEMBI Pa3BUBAIOTCS K 2-3 rojam.

Hns «aenonusix» ¢popm | tunma I[NKA xapaktepHbl HEQpPOKAIbLUUHO3 U
OTCYTCTBHE CUCTEMHOTO anuao3a. OTMedaeTcsi HapyleH!e K MOAKUCICHUIO MOYH, HO
HET PE3KOT0 CHUXCHHS CEKPEIMM aMMOHHS, YTO KOMIICHCUPYET OTrpaHUYCHHYIO
HKCKPEILUIO TUTPYEMBIX KHCIIOT.

[IKA I Tuna noapa3znensierca Ha 3 moATUNA!

1. IIKA oucmanvno20 muna ¢ aymocoOMHO-OOMUHAHMHOU HACIe0CMEEHHOU
nepenaveil. KinuHudeckne MpOSBICHUS TOSBISIFOTCS K KOHIYYy 1-ro Troja >KU3HH
pebeHKa — TEpPUOJUYECKH pPBOTA, TUMOTPOGUS, 3amophl, >Kaxaa, TMOJNYpHs,
HEMOTHUBUPOBAHHBIC TOABEMBbI TEMIIEPATyphbl, 3aJepKKa CTATUKO-MOTOPHOTO
pa3BuTHs, TO31HEe mpope3biBaHue 3yO0oB. Yepez 1,5-2 roma mnpucOeAMHSIOTCS
pPaxUTONOMOOHBIE HM3MEHEHHS CKEJIeTa, MPEUMYIIECTBEHHO B BHJIE BaJbIyCHBIX

nedopmalii HKHUX KOHEYHOCTEH, NedopMmanuu rpyIHON KIETKH, paXUTHUYECKUX
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«4ETOK», «OpacieTok». Y MNOJABISAIOMIEr0 OOJBUIMHCTBA IMALMEHTOB C JaHHBIM
tunoM [1KA pa3BuBaercs 1ByXCTOPOHHHM HEPPOKAIBIIMHO3.

2. IIKA oucmanvroeco muna c npoepeccupyroweti 21yxomou. IT0 ayTOCOMHO-
pElLeCCUBHBIA THUIT HacienoBaHus. J[OBOJIBHO YacTO MpU 3TOM THIIE HAOIIOAAETCS
KPOBHOE POJCTBO POAUTEIEH.

B knmHMYeckoW KapTMHE OTMEYaroTCs NPU3HAKH, XapakrtepHsle s [IKA
JTUCTAJIbHOTO THUIA M HEWPOCEHCOpHas TIJIyXOoTa pPa3IUYHOM CTENEHU TSIHKECTH
(camkenne ciayxa or 49 16 mo 100 16), 9TO MOXKET OBITH MPUUYMHOUN 3aTCPIKKU
TEMIIOB IICUXO-MOTOPHOI'O Pa3BUTHSI.

B kpoBu npu mMeTabO0JIMYEeCKOM ali103€ Pa3InyHON CTENEHU BBIPAKEHHOCTU
HaO0JI01aeTCsl HOPMAJIbHBIM YPOBEHb KalbIs. Peakuns MOYM 1Ie0YHas.

3. IIKA oucmanvnoco muna 6e3 emyxomol. Tun HacleIOBaHUI — ayTOCOMHO-
PELIECCUBHBIM.

Knunuueckue MposiBIEHUS aHAJOTUYHBI ayTOCOMHO-PELECCUBHOMY THIIY C
TIIyXOTON  (THUIEPXJIOPEMHYECKUN  METa0OJUYECKUN  anua03, JABYXCTOPOHHUMN
He(DPOKATBIIMHO3/YPOIUTHA3,  IEJIOYHAs  peakmus Mo4H, OukapOoHaTypws,
TUIEPKAIbIUYPHS], THIOLUTPATYPHsI, CHUKEHHE MOUYEBON IKCKPEIIUN AMMOHHUS).

Toueunwuii kananvyeswviti ayuoos || muna (npoxcumanvusiii Kanarvyeaswlil
ayuoos).

B ocnoge 3toro tuna I1IKA nexur Hapyienue peadbcopOuun OMKapOOHATOB B

MMPOKCUMAJIBHBIX KAHAJIbLIAX W KX I[OBBIIMICHHOW JKCKpPEHUU € MOYOW. [IpuumHbI
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HapylieHuss peadbcopOrmu pa3nudHbl  (HeAocTaTouyHOCTh KapOoanruapaszsl |1-(C);
CHIDKEHUE aKTUBHOCTH B KpOBHU KapOoaHruapassl 1-(B); aucmnasus nmoyek u ap.).

3a cytku ¢ mouoi Beimenserca Ao 10-15% OuxapOoHATOB KIyOOUYKOBOTO
bunbTpara, B TO BpeMs Kak y 370poBbIX 10 2%. B cBsA3M co 3HauuTENBHOU MOTEpen
OoukapboHaTOB comepxkanue Oy(hepHbIX OCHOBAaHUH B KPOBU 3HAYUTEILHO CHIDKACTCS.
Cekpeunst H+ npu stom tune [IKA He HapymieHa, mO3TOMYy peaklys MOYH MOXKET
OBITh KHCJIOM, SKCKpPELUsl C MOYOW aMMOHMSI U TUTpyeMas KUCIOTHOCTh Mouu 0e3
OTKJIOHCHUH.

Knunanuecku 310 3a001eBanue MposiBisieTcsi ¢ 3-18 Mec. ¢ TaKMX CUMITTOMOB:
® TIOJIUTUTICH S, TIOJINYPUS;
® [I0AbEMBI TEMIIEPATYPhI HESICHOTO TeHE3A;
¢ oTcTaBaHue (PU3UUECKOTO PA3BUTHS;
e necdopmariuu 00IbIIICOCPIIOBBIX U OSAPEHHBIX KOCTEH;
e MeTa00OIMYEeCKU aruao3 (CHU)eHue oukapoonatoB u pH);
® TUIIEPXJIOPEMUS;
® THUIOKATUEMHST,;
® PE3KO CHUKEH Mopor peadbcopOiinu OMkapOOHATOB;
® TUII0- WJIK HOPMOKAJIBIIUEMUS,
® PCAKIIMsI MOYM MOXET OBITh IIEJIOYHOW 3a CYET TMOBBIIMICHHOW OJKCKPEIUuu
OnKapOOHATOB C MOUYOM, HO MOKET ObITh KACJIOW U HEUTPATbHOM.

Ota ¢opma [IKA gaie BcTpedaercs: y ManbuukoB. Tum HacinenoBanus [1IKA I

TUna (MPOKCUMAJbHBIA) MOXET OBITh ayTOCOMHO-JIOMUHAHTHBII U ayTOCOMHO-
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pEeLEeCCUBHBIN. AYTOCOMHO-PELIECCUBHBIA MPOKCUMAJIbHBIN MOYEYHBIN KaHAIbIIEBBIN
anua03  CONPOBOXAAETCS  IJIa3HBIMU  aHOMajusiMud  (TJ1aykoma, KaTapakTa,
KeparonaTusi), 3aJIep>KKOi yMCTBEHHOTO pa3Butus. [Ipu 3ToM BapuaHTe OTCYyTCTBYIOT
paxUTHUYECKUE U3MEHEHHUSI CKEJeTa.

Kmuanka IIKA Il tuna nporekaer nerue, uem I[IKA | Ttuma. [Jna IIKA
MPOKCUMAJIFHOTO TUTIA HE XapaKTepeH HePPOKAIBIIUHO3.

Boeigenstor eme Crnopajdyeckvii BapuaHT MEPBUYHOIO MPOKCHMAIBHOIO
noueyHoro anuaosa Il tuma. KnuHuka nposiBiasieTcss B TpyIHOM BO3pacTe pBOTOM,
3alopamMy, aHOPEKCHEH, IOJUypHUEH, IMOAbEMaMu TEMIIEpaTypbl Tejld HEICHOIO
reHesa, smnu3ofamMu o00e3BokHuBaHMs. JlabopaTopHO-MeTaboNIMYeCKui anmuao3 ¢
runokanuemueit, pH wmoum cHmxkaercs MeHee 5,5. V3MeHeHuss MoryT ObITh
0oOpaTUMBbI, BO3MOKHA CIIOHTaHHAs! PEMUCCHSL.

Huddepenunanvuas nuarnoctuka mexay 1IKA | u |l Tumamu npencrasiena B
MPWIOKEHUU 3.

Kpome 2-x ocHoBHBIX TUIOB [TIKA BBIIENSIOT eme:

Il Tum — 4gacTmuHoe HapymieHue peabcopOimu OukapOoHaTa B
IPOKCUMAJbHBIX KAaHAJIbLIAX W CHIKEHHE CEKpPELUH BOAOPOJIHBIX HOHOB
JTUCTaIbHBIMM KaHAIbI[AMU, T.€. COUETAaHHbBIN XapaKTep.

Knunuka. MpliedHas TUNOTOHHUSA, PAaXWUTONONOOHBIE W3MEHEHHS CKeJeTa,
OCTEOMNOopOo3 (PEHTTeHOJI0TUYeCKH), HePpoauTras u HehpoKanblHO3. JJabopaTopHo-
mieJovHas peakuss Moud, jaedumut ocHoBanmii (BE=-6,2-(-5,8). I'mmokanmemus,

CHW)KEHHE COJIepKaHusi OMKapOOHATOB B KPOBH.
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IV Tunm — cBsi3aH ¢ PE3UCTEHTHOCTHIO MOYEUYHBIX KAaHAIBIEB K JACHCTBUIO
anpoCTEpOHA. Pa3nmnyaroT mNepBUYHBIM ©  BTOpUYHBIA. [lpu mnepBUYHOM —
METa0OJIMYECKU alu03 C TUMEepKAIMEMUe, paxuTUYeckue aeopManuu ckeseTa.
OKCKpelusi TUTPYEMBIX KHUCJIOT HOpPMAajbHAasl, SKCKpELUHMS aMMOHHUS CHHUKEHA.
Hedpokanpumno3 orcyrerByeT. Peakius moun menee 5,5.

[Ipy BTOpUYHOM MOYEUHOM KaHAJbLEBOM MeTaboaudyeckoM amunose 1V tuna,
OOyCJIOBJIEGHHOM  Je(UUUTOM MHUHEPATOKOPTUKOUJOB WM  PE3UCTEHTHOCTHIO
pELEenToOpoB K ajJbJOCTEPOHY, META0OIMUYECKUA alnuja03 C THUIepKaTueMHUeH.
KnnHnyeckn — 3HAUMTENHHO BBIpaXKEHa 3ajiep)kka pocrta. JIabopaTopHO — MOBBIIICH
YPOBEHb albJOCTEPOHA, PEHHHA W Kalusd B IUIA3ME€ KPOBH, HOPMaJbHBII YPOBEHb
KOPTHU30J1a B KPOBH.

JAunarnocruka IIKA.

Ha ypoene oemckux nonukiuHux:

e cOOp ceMeHHOro aHaMHe3a, COCTAaBJICHUE POJIOCIIOBHOM U €€ aHaJu3;
® OIICHKA MTapaMeTPOB (PU3NIECKOTO PA3BUTHUS,
® XapaKTEePUCTHUKA KOCTHBIX Aehopmalinii (MpeuMyIeCTBEHHO BaJIbI'yCHBIM THII);
 00IIIMIA aHAIM3 KPOBH,
e OOIIMI aHAIU3 MOYH;
e V3U nouex;
® KOHCYJIbTalIMs OPTOIEIA.
Cmayuonap:

e nnokazarenu KOC kpoBu (npunoxenue 4);
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® OMOXMMHUYECKUI aHAJIN3 KPOBHU (MOYEBHHA, KPEATUHUH, HHOTPAMMa);
® YHOTpaMMa MOYH;

® A1[MJJ0AMMOHHOT €HE3;

e peHTreHorpadus noyek (o03opHas u JY);

e 1po6a 3UMHUIIKOTO;

® CyTOYHAs IKCKpPELUs OKCAJIATOB;

e peHTreHorpagus KocTeii;

® KOHCYJbTaIlMs OTOJIAPUHTOJIOTa;

® KOHCYJIbTAlLIUsI OKYJIUCTA;

® KOHCYJIbTallUsI T€HETHKA,

Jleuenue. OCHOBHas 1IeJIb JIEUEHUSI — KOPPEKLUS METa0OJINYECKOTO ali103a.
[Ipn BbIpaX€HHOM alMI03€ — KOPPEKIUs B YCIOBUAX cTaluoHapa. Jluera
PaCTUTENILHOTO MPOUCXOXKIeHUs (KapTodesbHas), orpaHuYeHue OEJIKOB >KUBOTHOTO
MPOUCXOXKACHUS, GPYKTOBBIE COKU.

2. Koppekiusi MeTaboJIM4ecKoro anuao3a MyTeM BBEIEHUS! pacTBOPOB HATPHS
oukapbonara. Hago moMHUTE, 9TO OBICTpast KOPPEKIMS MOXKET OBITh OMACHOM M3-3a
KOMIIEHCATOPHOTO  JBIXaTEJBHOTO  ajKano3a,  I[O03TOMY  BBIBEJICHHE U3
METa0O0JMYECKOTO alua03a J0HKHO MPOBOJUTHCA MOATAMHO: B IMepBbie 12 4dacoB
PEKOMEH/IyeTCsl YCTPAHUTh alli103 JIMILb YacTUYHO (MpuMepHO Ha 1/3), ocTraBiumiics
neuiut — B TeueHue cieayromux 6 yacoB. CyTOUYHOE KOJIMYECTBO BBOAUMOTO
OoukapOoHaTa MOXXHO BbIYMCIUTH 1o (dopmyne: HCO3; (B mmons)=BE (nedurur

oukapboHarta kpoBu) X 1/3 maccel Tena (B Kr).
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[Tpu TIKA (Il Tuma) moTpeGHOCTH B 103aX OMKapOOHATAa HATPHUS 3HAYUTEIHHO
BhIle, yem npu [1IKA | tuna.

B mocnenHue ronapl At KOPPEKIMU METAOOIMYECKOTO alia03a HUCIONb3YIOT
numedochon B Buge 15% pactBopa u3 pacuera 30 mr/kr B cytku win 1 mi 15%
pacTtBOpa Ha 5 KI' MaccChl.

Jns yMeHbIlleHUs anujo3a MNokazaHa nuTtpaTtHas cmech (140 r nuMoHHOU
KUCJIOTHI, 90 I KPUCTAIUIMUECKON CONU HUTpaTa HaTpus Ha 1 1 Boakl) 1o 15-25 miu 3
pasa B JICHb.

3. IIpenapater kanus: nipu | tune [MKA — 2 mmons/kr/cyt., ipu Il Tune — 4-10
MMOJIB/KI/CYT. TI0J1 KOHTpoJieM ypoBHSI K B CHIBOPOTKE KpOBU (YpOBEHBb Kaius 4-5
MMOJTB/TI).

4. TlpenapaTsl Kadablys MPYU HATUYUU TUTTOKATBITUEMHUH.

5. Ilpu octeomoposze u ocreoManmsauuu (aepopMaiusi KOCTHOW CHCTEMBI)
BUTaMMH [ min ero MeTaboIuThI:

e HauanbHble cyTtounble 103bl BuTamuHa [ 10000-20000ME. MakcumalnbHble —
30000-60000 ME.
e OxcuneBut 0,5-2 MKI/CyTKH.

Buramun J[ w ero Mera0oiMTBl HA3HAYAIOTCS 0 CTaOWMIM3alUU
OMOXUMHUYECKUX TIOKa3aTeled M PEHTTEHOJIOTMYECKUX JaHHBIX TOJ KOHTPOJIEM
MOYEYHOM IKCKPEINH KaJbLIMs, SKCKPEIMU OKcanaTtoB U Y 31 moyek.

6. [1pu HedponuTHaze (OKcaIaTHO-KaJIbIIIEBOM):
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eokuch Maraums no 0,2-0,25 r B cyrku Kypcamu 1o 3-4 Henenu B TEUEHHUE
JUIMTENIBHOTO BpemeHu 10 S5 ner. [llupoxoe mnpruMeHeHHWe HalUIM IpernapaTsl
«bnemapen», conepkamuii OypepHble cMecH TMMOHHOM KUCIIOTBI, IUTpaTa HATpUs U
Kanus;, «Marypiury, coiepKalui, KpoMe TOTO, IUTPAT MarHus U MUPUJIOKCUH, 10 |
4.71. 3 p/nenp Ha poHe OOUIBHOTO MUTHA. [Ipu MPUMEHEHUN UTPATHBIX CMECEH 03y
TUAPOKAPOOHATA YMEHBIIAKOT
e KaHe()POH B BO3PACTHOH /103€ B TEUECHUE JAJTUTEIBHOIO BPEMEHU
OcnoxxHenusi: HeQpoauTHas, HeppoKkanbUUHO3, THenoHePput, XITH.
Ipornos. Ilpu IIKA yxyamaercs npu HNPUCOEIMHEHUH HEPPOKAIBLIMHO3A,

ypohuTuasa, nuenonedpura, XI1H.

boae3nnb ne Touu-/leope-PaHkoHM.

Oto Haubonee Tsokenmas ¢opma PII3, oOycioBneHHas HapylieHHEM
TpaHCIIOpPTa TIIFOKO3bI, AMUHOKHUCIIOT, HEOpraHudecKkux ¢ocdaToB U OUKapOOHATOB.
Hapymienne KkaHalblIeBOrO TPaHCIOPTAa YKa3aHHBIX BEHIECTB CBS3BIBAIOT C
neuuToM  (GEpPMEHTOB,  OTBETCTBEHHBIX 32  TPAHCIOPT  aMHUHOKHCIIOT,
HEOpraHu4eckux ¢oc@aToB, INIIOKO3bl, peadcopOIui0 OMKApOOHATOB, a TAaKKE C
nucriazuen HepoHOB.

Cunonunmsl: TimrokoamuHodochatanader, Iedpe- ne Toru-OaHKOHU CUHAPOM,
MMOYEYHBIN KaHAIBLEBBIM CUHAPOM DAaHKOHU U Ap.

Pacnpocrpanennocts. Yacrtota 3aboneBanus coctapimsier 1 — 350.000

HoBopoxieHHbIX (I1.B. HoBukos, 2006).
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Cemeiinblii aHamHe3. boje3Hb HaclielyeTcs MO ayTOCOMHO-PELIECCUBHOMY
TUITy, OJIHAKO D3KCIPECCUBHOCTh MYTAHTHOTO T€HA B TOMO3UTOTHOM COCTOSIHUU
3HAYUTEIHHO BapbUPYET.

IlaTorene3. Bricka3biBaeTcsi MPEANONOKEHUE, YTO B OCHOBE 3a00JIeBaHUS
JAeKAT 100 (epMeHTATUBHBIN fedekT, MO0 aHOMATUU TpaHCIOpPTa OENKOB
MOYEYHBIX KAHAJIBLIEB, a TAaKKE TIE€HETUYECKH JETEPMHUHUPOBAHHBIE aAHOMAJIUU
MPOKCUMAaTbHBIX KaHAIIBIIEB.

Mopdosnorndyeckass KapTuHa OHONTATA MOYEK: U3MEHEHUS IPOKCUMAIIBHBIX
KaHAJIBIIEB B BUJIE YILIOIICHUS SIIUTEIUS, UICTOHUCHHUS U YIJIMHECHUS
IPOKCUMAJILHOTO CErMEHTA M0 TUITY «I€OeUHOMN Ien», paclIUpeHUe B 00J1acTH
netiu ['ense u coouparenbHbIX TPYyOOK; TUNEPIIa3us U runepTpodus
IOKCTarJIoOMEPYJISIPHOro anmnapara. B uHTepcTUIIMN TUMPOTUCTUOIIUTapHAS
uH(pUIBTpanus u, Hepeako, puopos. Kirydouku no pa3sutus XI1H nHTaKTHBL.

Kanaccuduxanus.

1. Bonesns ne Tonu-/edpe-Dankonu (mepBUYHAS HACIEICTBEHHAS TYOYIOTIATHS).
2. Cunapom ae Tonu-Jlebpe-PaHKOHU, BCTPEUAIOIIMIACS MPYU MHOTHX BPOXKICHHBIX U
MPUOOPETEHHBIX 3a00JICBAHUSX Y ICTCH.

B 3aBucHMOCTH OT CTENEHHU reHeTUUECKOTO JAedeKTa rimroko3aMuHodocdar
nrabeT MOKET OBITh MOTHBIM HIIA HETIOTHBIM.

JI71s1 HEMOTHOTO CHHpOMAa XapaKTEpHO HapylIeHue peadcopOiu B
NPOKCUMAJIbHBIX KaHAJIbLIAX JIUIIb OTACIbHBIX KOMIOHEHTOB MOYEUHOTO (PUIIbTpaTa

(pocdaToB, aMHHOKHUCIIOT WJIH TITFOKO3BI).
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JluarHocTu4ecKkne KpuTepum.
Onopnuvle:
® TJIIOKO3YpUS;
® TCHEPAJIM30BAHHAS TUIIEPAMUHOALINTYPHS;
e runiepocharypus;
o runogpocHareMUYECKU paxuT ¢ TUIOKAIBIUEMUEN UM HOPMOKAJIbLIUEMUEH;
® IPOKCUMAaJIbHBIA KaHAJIBLIEBBIA META00IMYECKHUM allUI03 C TUIOKAINEMHUEH;
® [I0JINYPUS;
® [IOJINUIICHSL.
DakyremamusHble:
® Pa3APAKUTEITBLHOCTD;
® PBOTA;
® AHOPEKCHS;
® MbIILIEYHbIE OOIH.
KimHnyeckue BApMaHThI:
Paznuuaror 2 BapuaHnra:
e 6one3Hb Jie Tonu-/ledpe-daHkoHM — Kak MepBUYHAS UaMoNaTu4Yeckas Gpopma u
e cunapoM ne Touu-/leOpe-Pankonu (kak BTopuuHas (opma), BCTpedaeMblid Mpu
MeTabOIMYeCKUX  HapylmeHHsX  (UHMCTUHO3€, TJIMKOI€HO3€,  TrajlaKTO3eMHH,
bpykTozeMun M JAp.), IPU OTPABICHUM COJIIMU TSDKENBIX MeTauioB u Ap. Torma
Hapsly €  KIMHMYECKMMH  TPOSIBICHMSIMM  INIIOKOaMHHOQocdatanadera

PETUCTPUPYIOTCS  CUMITOMBI  OCHOBHOTO  3aboneBaHus. (Oco0ol  TAKECThIO
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OTMEYAeTCsd CHHAPOM IpPU LUCTUHO3€, MPU KOTOPOM MATOJOTMYECKHA MpoLecc
0OyCJIOBJIEH HAKOIUICHHEM KPHUCTAJIOB LIMCTHHA B KJIETKaX Pa3lIMYHBIX OPraHOB, B
TOM 4Hcie U noukax. OTMeuaercs 3aj7epkka (PU3UYECKOTO pa3BUTHSI, CBETOOOS3Hb,
PaxuTONnoOA00HbIE U3MEHEHHUS CKEJIETa U CTOMKME HapylIeHUsT (QYHKIIMY MOYEK.

Husa Oone3sun ne  Touwu-/leOpe-DaHKOHM  XapaKTepHBI  TITIOKO3YpHs,
dochartypus, runodocharemMuss 1 aMuHOAIUAYpHUsa. Ho MoOkeT BCTpedaThCs B BHIIC
HEIOJIHOTO CUHJPOMA, KOT/Ia OTCYTCTBYET OJWH U3 3TUX CUMIITOMOB.

OCHOBHBIE KIIMHUYECKUE TPOSBICHUS TMOSABISIOTCS HA MEPBOM TOAY >KU3HH,
yamie BO BTOPOM MOJYTOJMH: JKAXKJA, MOJIUYpPUs, PBOTA, HHOTAA 3amopbl H
JUTUTENbHBIN  cyOQeOpunuter. Ha BTOpOM Troay O>KHM3HM OTMEUaeTCs pEe3KOoe
OTCTaBaHWe (PU3MUECKOTO pa3BUTHUS, KOCTHbIE Jedopmaiuu (Bajdbl'yCHbIE WIIU
BApyCHbIE) HIKHUX KOHEYHOCTEM M JApPYTHX OTAENIOB CKeneTa. BrlpaxeHHas
TUIIOTOHMS MBI, Tunopediiekcus, cHmkenne AJl pa3BuBaroTcs Ha 2 rojy >KU3HHU.

[Tonmunuricusi, MOAbEMBI TEMIIEPATYPhI Tela 0€3 BUIUMBIX MPUYUH, BO3MOXKHO
pesyapTar nerugpartauuu. llotepu Kanusi ¢ MOYOM TMPUBOIAT K Pa3BUTHUIO
TUMOKAJIMEMUU € COOTBETCTBYIOIIEW  KIMHUKOW  (MBIIICYHAs TUIOTOHMS,
runiopednexcusi, noHmwkenue AJl, msmenenuss Ha OKI'). C wmerabommyeckum
anua030M, OOYCJIOBJICHHBIM HapylleHHeM peabcopOiun OuMKapOOHATOB U Kallusl,
CBS3aHbl TPU3HAKK HWHTOKCUKAIIMU: BSAJIOCTh, Pa3ApPaXUTENbHOCTh, OJEIHOCTh
KO>KHBIX TTIOKPOBOB.

Paxutononobnas ocreomatuss —  CIEACTBUE COYETAaHHOTO  JACHCTBUSA

MeTabonnueckoro  ammuo3a, runodocdareMun W gedpuuMTa  KadbIMSL.
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PesuctentHocTh K BUTamuHy [, mMO-BHAMMOMY, OOYCJIOBJI€HA HapyIICHUEM
MpEBpAIlCHUs] €70 B aKTUBHBIC (DOPMBI B YCIOBHUSAX META00IMUECKOTO all1103a.
JlabGopaTopHble MoKa3aTeu:
e TUTIOKaJbIIeMUs (HKe 2-2,1 MMOJIB/1);
e runiopocaremus (meree 0,9 Mmonb/m);
® [IOBBIIICHUE AKTUBHOCTH IEJI0YHOMN (pocdaTasbl;
e meTabonuyeckuii anuao3 (BE = - 10-12 mMounb/n);
® TITIOKO3YPHSI;
® TeHEpaTM30BaHHAS TUTIEpaMUHOAMAYpHs (10 2-2,5 1/cyT.);
® HapYIICHUE aMMOHHOAINIOTCHE3a — CHIDKCHHE TUTPYEMOU KHCIIOTHOCTH;
e pH mMouwu (Bbie 6,0);
® IPOTEUHYpHUSI TYOYJISIPHOTO THIIA;
bonesns ne Tonn-/ledpe-PaHKOHU MOXKET MPOTEKATh B BU/IE 2-X BAPUAHTOB:
® BEIpaKEHHAas 3aJIepKKa (PU3MUIECKOro pa3BuThs (AeduuuT aauHbl Tena oosee 20%),
TSDKEJIO€ TEYCHHME, BBIpAXEHHBIE AehopMalMi KOCTEH HEpPEeAKO C IMepeoMamH,
TUTOKATBITUEMUS;
® yMepeHaasl 3ajiep>kka (pu3nuecKoro pa3BuTus (AedunuT HB Terna meHee 13%),
JIETKOE T€UCHHUE, YMEPECHHBIC KOCTHBIC Ae(OpMAaIIK, HOPMAJIbHBIN YPOBEHD KaJIBITHSI
B CBIBOPOTKE KPOBH.
2. Cunapom ae Tounu-Jlebpe-PankoHu — (BTOpUUHAS TYOYyI0TaTHS).
Teuenne cuHApPOMA 3aBUCHT OT XapaKTepa OCHOBHOro 3aboneBanus. Yare

Bcero cunnapom TJI® OwBaeT mpu 1ucTtuHO3e, Oone3nn Bubcona-KonoBamora,
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HECOBEPIICHHOM oOcTeoreHeze. Btopuunsie (opmber cuampoma ae Tonu-lebpe-
daHKOHM MPEICTaBICHBI B TaOIHIIE (TIPHIIOKEHUE 5).
JImarnocruxa.
B ycnosusx nonukauHuku:
¢ COOp TCHEATOTHYECKHX JaHHBIX;
ecOOp W aHaMW3 KIWHAYECKUX JAHHBIX (CUMITOMBI TOJHYPUH, PBOTA,
HEMOTUBUPOBAHHBIE TOJBEMBI TEMIIEPATYPHI, MEPEIOMbI TPYOUaTHIX KOCTEH, HE
COOTBETCTBYIOIIUE TSXKECTU TPABMBI);
® KIMHUYECKUNA aHaau3 Moud (TPOTEHHYpHUS, JCHKOIUTYPHUS, JPUTPOIUTYPHS,
TJIIOKO3YpHUsi);
¢ mpo6a CynkoBuya,
e Onoxumuueckuit ananus kposu (Ca, P, K, Na, Cl);
e V3U nouex;
e peHTreHorpadust TpyOouaThiX KOCTEH BEPXHUX U HUKHUX KOHEUHOCTEH;
® O0IIIMI aHATN3 KPOBH;
® YPOBEHbB TIIFOKO3HI B KPOBH;
® KOHCYJIbTAIIMSI OPTOTIE IA.
B ycnosusx cmayuonapa:
e OMOXMMHYECKUI aHanu3 KpoBH ( MOYEBHMHA, KpeaTuHuH, Oejok, Ca, P, K, Na, Cl,
aKTUBHOCTH IIEJIOYHOU (ocdaTaszbl);
e onpeaenenne KOC;

e 11po6a 3UMHUIIKOTO;
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® LOHOTpaMMa MOYH;
® CYyTOYHAs SKCKPELUS TIIFOKO3BI;
e onpeaenenue 25(OH)/; u 1,25(0OH) /I3 B kpoBuy;
e onipeneneane CK;
e onpeaenenue [ITI B CBIBOPOTKE KPOBH;
e peHTreHorpadust TpyOUaThIX KOCTEH BEPXHUX U HUKHUX KOHEUHOCTEH;
® 1ICCJIeIOBAaHUE MUHEPATBHOM IJIOTHOCTU KOCTHOM TKaHU (OCTEOACHCUTOMETPHS);
e V3U nouex;
e DY;
® KOHCYJIbTalls TCHETHKA.
JuddepeHnmnaibHbIii AMarao3 (npuioxenue 1).
Jleuenune. OCHOBHBIMU B JieueHuH 0ose3Hu T D sBasroTcs:
® TUeTOTEpanus;
e Koppekuus ekTpoauToB U KOC;
® Ha3HAauYeHWE BUTaMHUHA [| 1 ero MeTaboIuTOB.
1. /Inera npemxycMaTpuBaET:
® OTPAaHUYCHHE TIPOJYKTOB, COJCPKAIUX alMJOTCHHBbIE aMUHOKHUCIIOTHI (silla,
TBOPOT);
® BBEJICHUE MTPOIYKTOB, OoraThix (hocharamu;
® BKJIIOUEHHUE TIUIIEBBIX MPOJAYKTOB, OKa3bIBAIOIIUX OIllEIayMBaroOIIee JCUCTBUE
(MOJIOKO, MOJIOYHBIC MPOAYKTHI, (PPYKTOBBIE COKH), OOTaThIX KajlueM (4epHOCIUB,

Kypara, U3iom).
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e JIyumre Bcero 3To kKapTodenpbHasi WK KamyCTHAs TUeTa;
e Henb3s orpaHuyuBaTh NOTpeOICHUE KUIAKOCTH.

2. Ins xoppexkuun 3nexktposntoB 1 KOC nokasaHo:
® IIpH BBIPAKEHHOM aIliJ103€¢ BBEJECHUE IMEIOYHBIX pacTBOPOB (OMKapOoOHaTa HATPHS,
IUTPATHBIX cMecei) cM. pasnen [1KA;
® Ipu AePUIUTE Kallusi — MAHAHTUH WJIM aclliapkaM B BO3PACTHBIX JIO3MPOBKAX; MpHU
BBIPOKCHHOW THTIOKAJTMEMHUH MTPOTUBOIIOKA3aHO TTAPEHTEPATHLHOE BBEICHNUE TITFOKO3BI
(6omnee 10% p-pa) 0ocOOCHHO B YJIOBHUAX alllj103a.

3. Jlna nukBupanuu  HapymieHud — PochopHO-KaIbIMEBOrO0  OOMEHa
npuMeHsieTcss BUTaMHH J| U ero MeTaOoNMThl TMOJ TMOCTOSHHBIM KOHTpPOJIEM 3a
YPOBHEM KaJbIUsl B MOYE U KPOBH.

Hauansnas mo3a Buramuna JI — 10000-15000 ME B cytku. IloBsimerue 10361
kaxasle ase Hexenu mo 10000-15000 ME mon koHTposieM 10 HOpMalld3alud
nokazareneid Ca u P B kpoBu u moue. MakcumanbHas go3a — 75000-100000 ME B
CYTKH.

N3 metabomutoB ButamuHa J| pexomenmyercs: okcuneBut B qo3e 0,5-1,5 Mxr
B CYTKH, KaIbIUTPUOI, ambdakansiumaona 0,5-1 MKr B CyTKuH, mpemnaparbl KaJlbIHs
(rmrokonat kaneius 1,5-2,0 B cytku), mpenapatsl pochopa (dutun 0,5-1,0 B cyTKn),
ocTeoreHoH 1 Tab. 3 pa3a B ieHb (IpUIIOKEHUE 5).

Jleyenue mMpoBOAUTCS MO/ MOCTOSIHHBIM KOHTpojeM (kaxabie 10-14 mneit) 3a
YpOBHSIMH KanbIus, ¢ochopa, akTUBHOCTH IeiaouHoi ¢ocdaraspl, kamus, KOC

KpPOBHU.
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4. Butamunsl A, E, C, rpynnel B B BO3pacTHbIX 103aX.

Jleuenue 6one3nu TP n0KHO MPOBOAUTHCA MOBTOPHBIMH KypCaMH, TaK Kak
IIPU OTMEHE IPENApPaTOB YACTO HACTYNAIOT PELINBEI.

[Tpu HOpManu3anuu OMOXMMHYECKUX MMOKa3aTeNIe, YMEHbIICHUH aKTUBHOCTH
mpoliecca B KOCTHOW TKaHW TIOKa3aHbl MAacCaXX M COJSHO-XBOWHBIE BaHHBI (20-30
IPOLEAYD).

Jnst 60ppOBI € OCTEOMOPO30M U OCTEOMAISILIUEW HEKOTOPBIE ABTOPHI
npeaiaraloT IpUMEHSITh MpenapaTsl BUTaMUHA J| B couyeTaHUd ¢ aHAOOIUYECKUMU
ropMmoHamu (MeTmianapoctenosnon 0,1-0,3 Mr/kr/cyT.).

Xupyprudeckas KOPpeKUus T[OKa3aHa TPU  BBIPAXKEHHBIX  KOCTHBIX
nedopmalsax HUKHUX KOHEYHOCTEH, 3aTpyAHSIIONUX MEepeiBMKEHUE OOJIbHBIX, B
NEPHUOJI CTOMKON KIMHUKO-Ia00paTOPHON peEMUCCUU B TeueHue 1,5-2 jer.

OcnoxHeHust: MUenToHePUT, UHTEpCTULIMANBHBIA Hedput, XITH.

IIporno3. IlporHo3 omnpenenseTrcd  HaJIWM4YUMEM  OCIOXHEeHUW.  [Ipu
nporpeccupoBanun XIIH — moueunass 3amecTurenbHas Tepanuss ¢ MOCIEAYHOLIEH
TPAHCIUJIAHTALIMEN TTOYKHU.

Buramun /[-3aBucumsbliii paxur (BZI3P).

BJI3P emie u3BecTeH Kak NMceBAOBUTAMUH [[-1eDUITUTHBIN paxuT.

B ocnoBe B/I3P nexut HapylieHue npespamnienus 25 okcuButamuna 3B 1,25
JTMOKCUBUTAMUH [3 WM HapylIeHUe 4YyBCTBUTENIBHOCTH perienTopoB K 1,25 (OH) /5.
Knunanueckun 5310 3a0oneBaHME CXOAHO C PAaXUTOM, HO PE3UCTEHTHO K

npo(UIAKTUIECKUM U JIeUeOHBbIM 103aM BUTaMHUHA J1.
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3a0osieBaHrEe dalle BCTpeYaeTcss y JeTed OT POACTBEHHBIX Opakos,
HACJIeIyeTCsl IO AyTOCOMHO-PEIIECCUBHOMY THUITY.

Juarnocruyeckue kpurepuu B/I3P:

Knunuueckue nposenenusi:

e paHHee pa3BuTthe 3a0oieBaHus (B  MEpBbIE MeECSIbl KU3HH) U €ro
MIPOTPECCUPYIOLINI XapaKTeD;
® paxUTUYECKUE JaepopMalluid cKeleTa (HKHUX KOHEYHOCTEH TpYyIHOM KIIETKH,
BEPXHUX KOHEUHOCTEN);
® MBIIIICYHAS TUTIOTOHUS;
e CeMEHHBII XapakTep 3a00JIeBaHMUs.
JlabopamopHvle nokazamenu:
e runoKanbremMus (Hwke 2,0 MMOITB/);
® [IOBBIILIEHWE aKTUBHOCTH LEJI0YHOMN (ocdaTasbl;
® NIOBBINIIEHHAsA dJKCcKperus ¢ocdaTtoB ¢ Mouod. OOBEKTUBHBIM TMOKa3aTeIeM
sBsieTcs kiupeHc gocdatos (B HopMme 0,1-0,25 mi/mMun);
® TUTIepaMUHOALIUTYPHSI.

KiimHuveckue BapuaHThbI.

1. Buramun /I-3aBucumbliii paxut | TMma. AyTOCOMHO-pELIECCUBHBIA THUI
HacienoBanus. CXeMaTHYEeCKH TMAaTOreHEe3 JAaHHOTO THIA MOXKHO TPEJCTaBUTH B
CJIEIYIOLIEM MOPSIJIKE:
aepuuut 1 o rugpoKcHIIa3bl MoOYEK — HeaocTaTouHblil cunres 1,25 (OH)A; —

HapylmeHue BCaCblIBAaHUA KAJIbIIUA B KNIICIYHUKE — BTOpH‘IHbIﬁ
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runepnapaTrupeo3 — HapyumeHue Goc(popHO-KaIbUMEeBOro 00MeHa — pa3BHTHE
PAaXUTONOA00OHBIX M3MEHEHHUI CKeJIeTa.

[To manaeiM I1.B. HoBukoBa (2006 r.), B OCHOBE AITOr0 BapHaHTa JICKUT
HapyILIEHUE BCACHIBAHUS KAJIBLIUS B KHILICYHUKE.

Knunnka xapakrepusyercs HoauMophu3MOM.

Yame nepBble NpOsBICHUS 3a00JI€BaHUS OTMEYAKOTCS B NIEpBble 3-5 Mec.
XKU3HU peOeHKa (paHHssT MaHudecTanus) B BHUAE: NOTIMBOCTH, HApYILIEHUs CHA,
B3/IparvBaHus. 3aTeM MPHUCOEAUHSIIOTCS AeopMali KOCTEH HIKHUX KOHEYHOCTEH
(vamie cabiIeBUIHOTO WK BAPYCHOTO THUIA), TPYIHON KIETKH, Yepera, paXuTHUECKUX
«YETOK», «OpacieTok». Pa3BuBaeTcst MplllieUHast TUIIOTOHUS. MOTryT OBITh CyJIOPOTH,
OOyCIJIOBJIEHHBIE TUIOKAJIBUUEMHUEN U MPOBOLIMpPYEMbIe rurneprepmueil. M3amenenus
HOCSIT NPOrPECCUPYIOLINI XapaKTep U K KOHILY T0Ja )KU3HU OOJIbHbIE UMEIOT MOJIHBIH
cumnToMokomiuieke BJI3P.

Ho 3a0oneBanre MOXET TPOSBISTHCS W TOpa3lo MoOKe B S5-6 JEeTHEM
Bo3pacte. IlepBbiMu mpu3HakamMu OOJIE3HM B 3TOM BO3pACTE SBIISAIOTCS HapyIICHUE
NOXOJKH, ©Oonb B Horax, nedopMaluyd HIWKHUX KOHE4YHocTe. B kpoBu —
TUIOKAJBIMEMUS], TOBBIIEHHAs AaKTHUBHOCTh  IeaoyHo  ¢ocdatasel. [lpu
PEHTIeHOJOTUYECKOM OOCIIEI0BAHUM KOCTEW OTMeUaroTcs fedopmaiuu, 0cTeonopos
Pa3IMYHON CTENEHU BHIPAXKEHHOCTH, HAPYLIEHUSI CTPYKTYPhl KOCTHOW TKAHH.

2. Buramun JI-3aBucumbiii paxut |l tTuma. B ocHoBe »toro tuna BJI3P
JIEKUT HEUYBCTBUTENIBHOCTh penentopoB-mMumeHen K 1,25(0OH),/3, B To Bpems Kak

CUHTE3 ATOro MeTabonuta He HapymieH. YpoBerb 25(0OH)/l; B kpoBU HOpMaLHBIM,
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nokazarenu 1,25(OH),/l; Takke HOpMallbHbI WU YyTh MOBBIIICHBI, YTO MO3BOJISIET
otnuddepennrpoats 3ToT TUl B3P 0T | THMA.

Bropoii Tun B3P moxer npotekats ¢ anoneuueit u 0e3 Hee. Bapuant Il Tuna
B/I3P c anoneuueii (cyotun B3P Il A) cBs3biBaloT ¢ nedextom caMoro penenropa
BUTamMuHA JI, CHUXKACTCS UYyBCTBUTEIHLHOCTH PEIENTOPOB BOJIOCSHBIX JIYKOBHIl K
MeTabonuTaM BUTaMuHA J[, 9TO W TPUBOAWUT K Pa3BUTHIO ajonenud. Jta ¢opma
3a00JIeBaHUS U3BECTHA KaK CHHJIPOM PaXHUTO-aJIOTICIIHH.

Cy6tun BJI3P |l B o0ycnoBiieH HapylieHHEM B3aUMOICUCTBUSI TOPMOHAIBHO-
peuentopHoro komiuiekca (penentop + 1,25(0OH)./l3) ¢ siapom kieTku. IDTOT
BapUaHT NIPOTEKAeT 0e3 aoNeInu.

Knunanuecku anga BJI3P |l tuna xapaktepHsl cuMOToMsbl | THNa, HO B OTIWYHE
OT TIOCJCIHETO K PAXUTUYECKUM H3MEHCHHSM YacTO TPHUCOCIUHSICTCS TOTAIBHOE
o0JIbICEHHEe, KOTOPOE HACTyMnaeT B Bo3pacTe 14-16 mec. )KU3HH.

s 06oux tumoB B3P cBolicTBeHHBI ciienyromue 1adopaTOpHbIE JaHHBIE:
® HU3KHUI ypoBeHb 001ero Ca ceiBOpoTkH KpoBH (1,7-2,0 MMOIB/1);
® HOPMAJILHBI WJIM CJIeTKa CHWKEHHBIM YpOBEHb HEOpPraHWYecKuX ¢ocdaToB
ceiBOpoTkH KpoBu (0,8-1,0 mmonb/n);
® TIOBBINICHHAS aKTUBHOCTH IIETIOYHOM (ocdaTasbl KPOBH;

e 110BbIIEHHBIE YpOBHU [ITI" B CBIBOPOTKE KPOBH;
e cHibkeHHast skckpenus Ca ¢ mouoit (0,3-0,6 mMmomw/cyT. mpu Hopme 1,5-4,0

MMOJIB/CYT.);
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® TCHEPATM30BaHHAS THIEPAMUHOANUIYPUS (CYTOUHASI IKCKPEIHsl ¢ MOYOU MOKET
nocturath 1-1,5 ).

JAuarnocruxa BJI3P.

Honuxnunuka:
e cOOp ¥ aHAJIN3 TEHEATIOTUYECKHUX JaHHBIX;
e OroxuMuyeckuii ananu3 kposu (Ca, P, akTuBHOCTH 11e04HOM PocdaTasbl);
¢ npo6a CynkoBuya,
® PCHTTEHOTpaMMa TPyOUaThIX KOCTEH HIDKHIX KOHEUYHOCTEH;
® KOHCYJIbTAIIMsI OPTOIIE IA.

[Tomyiexxat TakoMy OOCIIETIOBAaHUIO ICTH, HUMCIOIIIHE:

® BEIDOKCHHBIE W TMPOTPECCUPYIONINE PAXUTUYSCKUE W3MEHECHHS CKeJlleTa TIpHu
OTCYTCTBHUH JiedeOHOro 3hdekra oT NMpohUIaKTUHISCKUX U JISYSOHBIX 103 BUTAMHHA
A
® CYJIOPOXKHBIM CUHJIPOM HESCHOTO T€He3a B COUETaHUU C JAedhopMaIisiMu CKeleTa y
JIeTEed PaHHETO BO3pAaCTa.

CmayuoHap:
® OTIpe/IeIICHIE HOHU3UPOBAHHOTO KAJIBIIHUS B CBIBOPOTKE KPOBH;
e onipenenienne KOC;
e onpeaenenue yposHs [ITI' B kpoBu;
® IOHOTPaMMa MOYH U KPOBH,
® OTIpe/IeIICHUE YPOBHS aMUHOKHCIIOT B KPOBH;

® OIIPCACIICHHUC MMOYECYHOM OKCKpCIIMK aMUHOKHUCIIOT,
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® ONpEJEICHUE KIUPEHCA SHAOT€HHOIO KPEaTUHNHA;
e onpenenenue yposus 25(OH) 3 u 1,25(0OH), /3 B kpoBu (npuioxenue 7);
® KOHCYJIbTAllUs TEHETUKA,

JNuddepeHunabHasi AMATHOCTHKA (TIpriiokeHue 1).

B nonb3y B/I3P 0CHOBHBIMU apryMEeHTaMH SIBISFOTCS:

e OTSTOIICHHAsT HaclneACTBEHHOCTh (B 30% ciiydaeB poOAMTENH HMMEIOT KpPOBHOE
POJICTBO);

® [IPOrPECCUPYIOUINI XapaKTep KOCTHBIX Ae(hOpMallHii;

® TUMOKAJIBbIIEMUS;

e HopmasbHOe conepxkanue 25(OH)dz nis | u |l Tunos;

e yposeHb 1,25(0OH) /13 nnst | Tuna cuvkennsiid, 11 | v 11l THIIOB — HOpMaTbHBIM.

JleueGHO-AMarHOCTUYECKUM TECTOM MOXKET OBbIThH OTCYTCTBHUE
noyioxkuTesnbHOrO0 3(dexra Ha monmyudenue Butamuua Il B mose 4000-5000 ME B
TeueHue 4-6 Heaenb.

Jleyenne. OcHoBHBIM B sieueHuu BJI3P sBisieTcss Ha3HaueHre aKTUBHBIX (hopm
ButamuHa [l. Ilpu BJI3P | tuna nasznauaercs okcuaeBut — ananor 1,25(OH),/; B
no3e 0,5-3 mkr/cyT., kaneuutpuona B go3e 0,5 Mkr 2 pasza B aenb. st B3P Il tumna
OKCHUJEBUT Ha3HayaeTcs B 03¢ 2-10 MKT B CyTKH.

[Ipn OTCYTCTBMM aKTHBHBIX META0OJUTOB BHUTaMHHA [| MOXHO Ha3HAYUTH
ButamuH [ B 103e 10000-15000 ¢ nocnenyromum ypenunuenueM 10 40000-60000 ME

B CYTKHU.
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Ha3naueHne akTUBHBIX MeTa0OJIMTOB BHUTaMuHA J| TpeOyeT MOCTOSHHOTO
koHTpoJisi. Onpenenenue ypoHs Ca, ¢pocdopa B kpoBu u moue 1 pa3z B 10-14 nueit.
[ToBbiienne ypoBHs Ca B KpoBu Oojiee 2,8 MMOJIB/J WIIM €ro 3KCKpeuuu Oonee 4
MMOJIB/JT — TIOKa3aHMs JUIsl HEMEJICHHOW OTMEHBbI MperapaTa B CBSA3U C pa3BUTHUEM
rurepBuTamuHo3a /.

[ToBTOpHOE Ha3HaueHue BUTamuHa J| wim ero merabonuToB uepe3 7-10 nuei
1I0CJIE OTMEHBI B MOJOBUHHOMN J103UPOBKE (OT MEPBOHAYAIBHOW) MOJ TIIATEIbHBIM
71a60paTOPHBIM KOHTPOJIEM.

B komruiekc siedueHuss peKoMeHayeTcsi BKIouaTh mpernapathl Ca (TIrOKOHAT
kanpiug 1,5-2 1), docdopa, nutparasie cmecu, Butamun A,C,E kypcamu o 3-5 mec.

OOBIYHO peMHccHsl HacTymaeT uepe3 4-6 Henmelb Mmociie Havala KOMIUIEKCHOU
tepanuu. [locne oTMeHBI mpenapara MOKET HACTYNUTh peuuAuB (4amie uepe3 3-6
MeC.), MMOATOMY JICUEHHE JTOJKHO MPOBOAUTHCS HEMPEPHIBHO B TEUEHHE HECKOJIBKUX
JeT.

XUpypruyeckoe jeueHue TOJIbKO MO MOKa3aHUsM M He paHee ueM uepes 1,5-2

roJla CTOMKOM KIIMHUKO-JIa00paTOPHOU PEMUCCHUH.

JAuddepeHumnaibHass JIMATHOCTUKA PEHTICHOJOIMYECKUX NPU3HAKOB
PII3.
PeHTreHonornyecknii MeToj MCCIEIOBaHUS SIBJISETCA OJHUM W3 BEIYIIHMX

MeToa0B nuarHoctuku PII3.
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Jns oueHku KOCTHBIX u3MeHeHud mnpu PII3 BhINOJHAIOTCA ClEAyIOIIKE
PEHTTEHOBCKUE CHUMKH:

1. PeHTreHorpaMmbl KOCTE€M KHCTE€Ml C 3axBaTOM NPEAIJICYMA B MPsIMOM
MIPOCKIINH.

2. Kocrel roJsieHed € 3aXBaTOM CYCTaBOB B MNPSIMOM MPOEKIMU C YKIIAJAKOU
«HOCKHU BHYTPbY.

[Tpn HEOOXOIMMOCTH TUIAH 0OCIIETOBAHUS MOXKET JIOMOIHSTHCS:
1. peHTreHorpaMMamMu Ta300€IPEHHBIX CYCTaBOB, O€IPEHHBIX KOCTEH.
2. peHTTeHOrpaMMaMH IIEHHOTO OT/Jela IMO3BOHOYHMKA B OOKOBOW MPOEKIMHU C
3aXBaTOM OCHOBAHUS YEpEIa;
3. 0030pHBIMU CHUMKaMH OpIOIIHOM MOJIOCTH;
4. IpyrUMU PEHTTCHOJOTUYECKUMU UCCIIEIOBAaHUSIMU.

KoHTponbHBIE pEHTTEHOrpaMMBbl MPOBOASTCS MO KIMHUYECKUM MOKa3aHUSIM
yepe3 6-8 MecsIEeB.

HaubGonee xapakTepHbIMH PEHTTCHOJIOTHYECKUMU TpPU3HAKAMH TOPAKEHUS
KocTHOU cuctemsl nipu PII3 sBusiroTCs:
® pa3HOOOpa3HbIe AehOopMaIlUi KOCTEH;
® CUCTEMHBIN OCTEOINOPO3;
® 3MEHEHUE YHXOHAPAIBHOTO OKOCTCHEHUS,
® HApYIICHUE KOCTHOTO BO3pacTa;
® HaJIMYUE 30H MIEPECTPOINKH;

® [IATOJIOTUYCCKUC IICPCIIOMBI;
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® 0CTEO(UTHI;

® U3MEHEHHE MMO3BOHOYHUKA, OCOOCHHO B IIEHHOM OT/EIIE;

® IOpaXXCHUE JPYTUX CHUCTEM U OPraHoB (MOYEBBIBOMSINHME IyTH, IHIOKPUHHAS
CUCTEMA, CEpJIEYHO-COCYIUCTAs, KEIYJOYHO-KUIICYHBIM TpakT U JOp.). OITU
U3MEHEHHUSI  SIBJISIIOTCS ~ BTOPUYHBIMHU,  OOYCJIOBJICHHBIMA  METAa0OJIUYECKUMU
paccTpoKCTBaMH.

Il B/IPP unu @/] nanbonee TUMUYHBI BapyCHBIC, KOPJAHTHBIC AehopMaluu
KOCTE€M HOT M CUCTEMHBIM OCTEONOpPO3. DHXOHAPAIbHbIC U3MEHEHUS (pa3pbIXJCHUE
30HBI MIPEJIBAPUTEIIBHOTO OOBI3BECTBIICHUS) YMEPEHHO BbIPaKEHbI, KOCTHBIA BO3PacT
B OOJIBIIIMHCTBE CIIy4aeB COOTBETCTBYET MACIOPTHOMY.

Ilpu noueunom rananvyesom ayuoose XapaKTEPHBIMHU MPU3HAKAMH SIBIISIOTCS
BaJbI'yCHbIE JAedopManuu TpyOuaThiX KOCTeH. BBIpaKeHHBIH OCTEOMOPO3 C
UCTOHYEHUEM KOPKOBOTO CJIOSl. 3HAUWUTENIbHOE HAPYIICHHE SHXOHAPAIBHOTO
OKOCTEHEHHUs. 3HAUYUTEIBHOE OTCTABaHME KOCTHOTO BO3pacTa OT MAaCHOPTHOTO.
Teuenue 3aboseBanus 6osee Tspxenoe. HegpokanbimHos.

Tsokenvle  aedopmarnuu  cKejleta ¢ npeoOjagaHUEM  CMEIIAHHBIX,
JTMCKOPJAHTHBIX, BAJIBTYCHBIX HAPYIIEHUW C PE3KUM OTCTaBaHHEM (PU3UUECKOTO
pa3BUTHS, YKOPOUCHHEM TPyOUYaThIX KOCTEH XapaKTepHbI s Oosie3Hu e ToHH-
JleObpe-Pankonu. BpipakeH CHCTEMHBIH OCTEOMOPO3 C MCTOHUYEHHEM KOPKOBOTO
CJ1051, C TOTEPEN KOCTHOM apXUTEKTOHMKHA U CTPYKTYpHbI KOCTEU. Pe3koe usmeHenue
DHXOHJPAIIBHOTO  OKOCTEHEHHS] €  OTCYTCTBUEM  30HbBl  IPEABAPUTEIBHOIO

O0OBI3BECTBIICHUS. 3HAYUTEILHOE OTCTaBAHUE KOCTHOTO BO3pacTa.
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Ilpu BJ/[3P nedopmaru KOCTeW WMEIOT BapycHbdi Tun. CHCTEMHBII
octeornopo3. He pe3ko BIpaskeHbI SHXOHpaabHbIe U3MeHeHus1. KoCcTHBIN BO3pacT B
OOJBIIMHCTBE CITy4aeB COOTBETCTBYET MACIIOPTHOMY.

[IpaBunbHas MHTEpHpPETALIUS PEHTIEHOrpaMM TomMoraeT B Auarnoctuke PI13.
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[MPUJIOKEHUE 1

JAnddepenunanbHasi IMATHOCTUKA PAXUTA U PAXUTONOJO00HBIX 3200/ 1€BAHNM.

3a0os1eBaHue BIIP B3P dochar-quader boJe3ns ae KA
Touu-/ledpe- | T Il T
DaHKOHU
Tun He ycTaHoBneH | AyTOCOMHO- JloMHHAHTHBIN AyTOCOMHO- AyTOCOMHO-PEIIECCUBHBIM
HaCJIeA0BaHUs pELIECCUBHBIN X-CLEIICHHBIN pELECCUBHBIN
Otnonarorene3 | Ok3okpuHHas |HemgocrtaTok 1-a- CHmxenue Hapymenue CHimxeHue CHmxeHue
HEJI0CTaTou- |THApOKcUiassl B| abcopbuuu Ca B |peabcopbuum psaal cexkpeuuun H' B | peabcopOimu
HOCTb BUTaMHUHA MOYKax KHUIIICUHUKE, BEILIECTB B JUCTAJIbHBIX  |OMKapOOHATOB B
| peabcopOimu Ca 1 | MpOKCUMATbHBIX KaHaJbIax MIPOKCUMAITh-
P B IpOKCUMAaJNIbHBIX|  KaHaJIbIAX HBIX KaHaJIbIlaxX
KaHaJIbIaX
Cpoku 1,5-3 mec. S5-6Mmec. Ir.3mec.—1r. | 2r.6mec.—3T1. | 2T1.6 Mec. — 3 T. 5-6 mec.




MaHudecTauu 6 mec.

IlepBbie N3menenus co Mpelieunas Bripaxkennas O- | becnpuunnssie [lonnypusi, moMMANNCUS, IPU3HAKH
kiuHnyeckue | ctoponsl [IHC |  rumoronwus, oOpa3zHas IOABEMBI nopaxxenusa LTHC
NpOSIBICHUS  |(pa3Apa)KuTENbH |HAPYLIEHUS CHA, | Ae(OpMaLIMsI HOT C | TEMIEPATYPhI, (pa3npaxuTenbHOCTb,

OCTb, pa3IpaXUTENIbHO| HAa4YaJlOM XOAbOBI, MOJINYpHS, IJIAKCUBOCTD ), pE3Kasi MbILIEYHAS
MJIAKCUBOCTb, CTb, «PaXUTHYECKHUE MOUAUIICHUSA, TUNIOTOHUS, MBIIIIEYHBIE 00U
HOTJIMBOCTS, IJIAKCUBOCTh OpacneTel» HA | MBIIIICYHbIE OOJIU
HapyIIEHUs CHA), KHUCTSIX, MbIILICYHAs
CHI)KEHHE TUTIOTOHUS HOT
anmneTuTa,
MBIIIICYHAsS
TUTIOTOHMS
Crnenmduaeckue KocTHble KoctHble OtcraBanue B pocte| OrtcraBanue B |OTcTaBaHuE B pOCTe, THIOTPOPUS,
MPU3HAKH W3MEHEHUS: W3MEHEHUS], pU HOPMAJIBHOM | POCTE U Macce, | BabrycHas JAedopMalivs HIKHIX
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KpaHuoTtadec,
JIOOHBIC U
TEMCHHBIE

Oyrper,
«PAXUTUICCKUC
YCTKHU U
OpacieTsl»,
WHOTIA

nedopmanusi Hor

CXOIHBIC C

BJIJIP

Macce Tena
(«kOpeHacThIe
JET»),
Mporpeccupyromas
BapycHas

nedopmarust HOT

MPOTrPECCUPYIOIIH
€ MHO>KE€CTBCHHBIC
nedopmanuu
KOCTHOH CHUCTEMBI,
YBEIINUYCHUE
TICYCHH,
CKJIOHHOCTb K
3aropam,
CHIDKCHHUE
PE3UCTEHTHOCTHU K

UH(pEKIUIM

KOHEYHOCTEMW, MOJNYpHs,
nonuauncus. MelmevyHas
TUIIOTOHHUS 10 aJIUHAMUU,
CKJIOHHOCTb K 3a1iopam,
yBennueHue neuenu. Yacro MKD,

uHpexuun OMC.
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[MTPMJIOXXEHUE 2

CyTouHasi noTpeOHOCTH B KaJabIuM U ¢pocdope (B MI) 10 JaHHBIM

uHCcTUTYTA NUuTanusa PAMH

Bo3spacr Kanpbmii docdop
10 3 Mmec. 400 300
4-6 mec. 500 400
7-12 mec. 600 500
1-3r 800 800
4-6 net 900 1350
6 jer 1000 1500
[IIxonbHUKH
7-10 et 1100 1650
11-13 nmet 1200 1800
14-17 net 1200 1800
[MPUJIOXEHMUE 3

OcHOBHBIC IPU3HAKH TOYEYHOT0 TyOyasipHoro auuao3a | u |1 Tuna.

IIpusnaxku

Tumn |, TUCTAILHBIHM,
cunapoMm barrtiepa-

OunopaiiTa

Tum 11,

NMPOKCUMAJIbHBIN




Anuaudukanys Moun

Hapymena Bcerma, PH moun

He ObIBaeT HIKeE 6,8.

He wnapymena, PH moum

ObIBaeT HIXKE 6,5.

DKCKpenus Bcerna mnapymena (pesko | He Hapymiena, ajekBaTHa
H(tutpyemas CHUKEHA). MUIIEBOMY PEXKUAMY.
KHUCJIOTHOCTb,
aMMOHHUM).
[Toyeunslit mopor Hopwmaien (23 MMoutb/i1) Pesko cumwxen (19-20
peabcopbiuu MMOJIB/IT).
OuKapOOHATOB
DKcKpenus HopwmaibHa, 0-1-2% | Pe3ko TOBEBIIIEHA, OKOJIO
OuKapOOHATOB ¢ MOYOM | MPOPUILTPOBABIIIETOCS 10%
KOJIMYeCTBa PO HIBTPOBABIIETOCS
KOJINYECTBA.
T,, bukapboHaTOB Bcerna HopManbHbIN Huskwuit W
HOPMAaJIbHBIN.
HacaenctBeHHOCTD HNmeer HacleIACTBEeHHBIN | Bo3HUKaeT
reHes, THUII nepeaayu | Copajudecku,  OOJeroT
JIOMHHAHTHBIN, CUECIUICHHBIN | HCKIFOUUTEIBHO
¢ X-XpOMOCOMOHM. MaJIbYUKH PaHHETO
BO3pacTa.
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Tepanus Koppurupyrommas no3a | HeobxonmuMo  BBeneHue
OnKapOOHATOB OMPEACISAETCS | BBICOKUX 703
B 3aBUCUMOCTH OT MHIIEBOTO | OMKapOOHATOB (5-10

BBemenuss H' (2-3 wmmomb | MMONB Ha 1 K- Macchl

OMKapOOHATOB B JICHB). Teja B IEHb U 0oJiee).
OcoxxHeHus Hedponuruas, Moryt otcyTcTBOBaTH, 32
He(POKAJIBLIUHO3, UCKJIIOYCHHEM  3aJ1CPKKHU

KJIBLUYpHsI, OCTEOMAJALMs, | poCTa U YMEpPEHHOU
MHTEPCTUIMAIBHBIA HEPPHUT, | KATBLILYPHH.

ypEMUS.

[MPMJIOXXEHUE 4
IHoka3zaTean KOC kpoBu:

PH kpoBM — mOKa3arenb KOHIIGHTPAIMM BOJOPOJHBIX HOHOB B KpPOBH,
napameTpsl PH=7,35-7,45 cCBUAECTENBCTBYIOT O KOMIICHCALINH.

Pco, — mapruanbHOE JaBJIEHHE YIJIEKHUCIOro raza, B HopMme Pco, =35-45
MM.pT.CT.; Pco, <35 MM.pT.CT. CBUAETEIBCTBYET O pECIUPATOPHOM ajkanose, Pco,
>45 MM.pT.CT. CBUJIETEILCTBYET O PECIIUPATOPHOM AJIKAJIO3€E;

BE — nokasarens caBura Oy(epHBIX OCHOBaHWUN B CTOPOHY H30BITKA WIIU

nedunuTa, CBUAETEILCTBYIOMUNA 0 MeTabonmueckux caBurax, N=BE+2,3 no +3,0
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mMoutb/i1; BE Gonee + 2,3 MMOJIB/TT CBUAETENBCTBYIOT O META0OIUYECKOM aJIKAJIO3€,
3HaueHusa BE menee -2,3 MMOJIb/J1 CBUAECTENBCTBYIOT O META0OJIMYECKOM Al I03€.

HCQO;— 6uxkapOOHaATHBIN aHUOH KPOBH, B HOpME=24 MMOJIb/JI.

SB - craHmapTHbIE OuKapOOHAT, OTpa)kaeT cojAep)kaHue OukapOoHaTa B
CTaHIAPTHBIX YCIOBHSIX.

AB — akTyanpHBIA (MCTUHHBIA) OMKapOOHAT KPOBU Yy MAIMEHTA, IMOKA3aTEIH

CTaHJApTHOTO U aKkTyabHOro OukapOoonatoB npu casurax KOC paznuyHsbl.

[MPUJIOXXEHUE 5

Bropuunsie gopmbl cunapoma ne Tonun-/ledope-®aHKOHH

1. HacieacTrBeHHOIo renesa:

e 1eeKThl MeTabOoJU3Ma YIJIEBOJAOB (TajJakTO3eMHs, HEMEPEHOCUMOCTh (PYKTO3BI,
TIIMKOT€HO3 1-ro Thmna);

® HapylIeHue OOMEHAa aMUHOKHCIIOT (TUPO3UHEMHUSI, INCTUHO3);

® HECOBEPILICHHBIN OCTEOT€HES;

e 6one3Hb Bunbcona-KonoBanona;

e 00JIE3HU KPOBU (CEpIIOBUIHO-KIETOYHASI aHEMUS, CPEPOIIUTO3, TAIACCEMU);

® 0OJIE3HU TMOYEK (BPOXKIEHHBIN HEYPOTUUECKUM CHUHIPOM, MOYEHHBIA TYOYJSPHBIMA

aluI03).

2. IlpuodpereHHblie:

® OTpaBJICHUS (TSKENBIE METAJUIBI — KaJMHi, CBUHEL, PTYTh, YpaH, BACMYT);
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® OTPABJICHUS XHMMHMYECKHMMH BEIIECTBAMM U  JIEKAPCTBEHHBIMU  CPEICTBAMU
(canmuuunaTel, TETPAUMKINH, HUITPOOCH30JI, TU30J1, METUI-3-XpPOMOCMOH, MaJICMHOBAS
KHCJIOTa);

® BEIDOKCHHBIN JICPUIIUT MUHEPAIBHBIX BEIIECTB, BUTAMUHOB, OENIKOB (Kaius,
KaJipITueposia, aCKOPOMHOBOM KUCIIOTHI, IIMaHKOOAIaMHUHA, 0E€JIKOBOE I'OJIOJIAHUE);

® YHIOKPUHOMNATUH (BTOPUYHBIN runepnapaTupeos);

® TIATOJIOTHS TIOYEK (OCTPBIN HEKPO3 TOUECTHBIX KAHAJBIICB);

® 0JKOTH TSIKEJIOH CTEIICHH;

® 00JIe3HHU KPOBU (MHOXKECTBEHHASI MUEJIOMA);

¢ pCAKIIMU «TPAHCIIJIAHTAT IIPOTHUB XO3M1Ha».

3. Unnonarndyeckue

[MPMJIOXXEHUE 6
AKTHBHBIE MeTa00JUTHI BUTAaMuHa 1.
HA3BAHHUE AKTUBHOE ®OPMA BbIITYCKA
IPEITAPATA BEIHIECTBO

OKCHUIEBUT 1-a-oxcuBuTamMuH /3 Kancynst 0,001;

0,0005;

0,00025 mr
AJIBOAKAJIBIINIOJI 1-a-oxcuBuTamuH /13 Kancyner 0,25 Mxr
OTAJIb®A
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KAJIBIUTPHUOJI 1,25 nurunposutamuH 3 | Kancynsl 0,25; 0,5 Mxr
A.T. 10 1- 0,25 (OH),AI'T, PactBop B 1 mi1 (30
(AUTUAPOTAXUCTEPOJI) karnenb)=1,0 mr

[MTPUJIOXXEHUE 7

HOpMaTHBBI METa00JINTOB BUTAMUHA I[ B CBIBOPOTKC KPOBH.

1. Conepxanue 25 (OH)/3 B CBIBOPOTKE KPOBHU:

e B 3uMHee Bpems roja — 35-105 umounn/n (14-42 ur/mon)

e B jeTHee Bpems — 37-2000 amoits/it (15-80 ur/mi).

Koaddumment nepepacuera 25 (OH)/3 ChIBOPOTKHM KpOBH: KOHIICHTpALUS B

HMOJIB/JT X 0,4 = Hr/Mi1 vtk HI/ma X 2,496 = HMOJIB/JT

2. Conepxanue 1,25 (OH),/3 B ceiBopoTke kpoBH: 86-144 nmons/1 = 15-60 nr/mr).

Koaddumment nepepacuera.

KonnenTparus B amonib/i x 0,417 = nr/mi; nr/mi X 2,4 = IMOJIB/J

[MTPUJIOXKEHUE 8

ITPEITAPAT JIEMCTBYIOIIEE ®OPMA BbIIIYCKA "
BEHIECTBO JAO3UPOBKA
Buranron (MacisiHbIi) Xonekanbudepo Macnsnsliii pactBop B |
kamie 500 ME
AKBageTpum (BOJIHBIM Xonekanpuudeposn Bonansrit pacteop 1 xars
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pacTBop)

500 ME

I3 (BON) Xoaekanbiudepot AMIyJTBI 1J1s1
BHYTPUMBIIIEYHOTO
BBeneHus 200000 ME B
amIryJe
M, (MacIIsHbIN) Oprokanbuuepos MacinsHblii pacTBOp

0,0625% (1 xaruts 700 ME)

0,125% (1 xamns 1400 ME)

58




VyeOHoe n3nanue

CrankeBnu 3uHanma AHTOHOBHA, Ausekcannap BacunbeBuu Cykano, Enena

CeménoBHa 3aiirieBa

PAXUTOIIOOBHBIE 3ABOJIEBAHUS ¥V JIETEN

OtBetcTBeHHas 3a Beinyck E.C. 3aiinena

Penaxrop

KommnrerorepHas BepcTka
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