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CemuHap no teme: BpoxkieHHble U HacJieCTBEHHbIE 3a00J1eBaHUs - MOYEK.

O0ocHOBaHHNE TEMBI:

B mnpoucxokJIeHUMHU HACIEICTBEHHBIX U BPOXKICHHBIX 3a00J€BaHUI MOYEK UMEIOT
3HAYCHHE KaK TCHETHMYECKHE TaK W CPEIOBBIE  (PAKTOPHI.(IKOMATOIOTHICCKUE
Bo3zeicTBUsA). Kpome

HACJICJICTBEHHBIX He]poraTuii BO3MOXKHBI ~ HACJIEJCTBCHHBIC  ypONaTUM U
Hepoypomnarun. Ilpu obcnenoBanuu aeteit okoso 30 % u3 Bcelt MOYEYHOM MaTOJIOTUH
COCTaBJIAIOT HACJEJCTBEHHBIC M BPOXKJICHHBIC OOJE3HM OPraHOB MOYEBOM CHCTEMBI.
YacToTta Bcex HaciaeacTBeHHBIX 0ostesHer OMC He wu3BecTHA. 3HAHUE KIMHUYECKUX
CUMIITOMOB HACJICICTBEHHBIX 3a00JIeBaHUN TMO3BOJIUT TMPHUHSITH MEPHI MO0 pAaHHEMY HUX
BBISIBJICHUIO U COOTBETCTBYIOIIEMY BEICHUIO OOJIbHBIX.

ACIIMPAHT J0JI’KeH 3HATD:

1. Knuauveckue nposBIeHUS HACIEICTBEHHOTO Heputa

2.Knmmanugeckue MposIBICHUS Pa3IMYHBIX TyOYJIOaTHA.

3.HebOxomumplii 00beM UCCICTOBAHMM 71 TOTBEPIKIACHUS TIPEANOIaraeMoro JuarHosa.
4.00beM TOTOTHUTENBHBIX METOJIOB UCCIIEIOBAHUS U UX UHTEPIIPUTAIUIO
5.IIpuHIUIIBI paHHEW JUATHOCTUKY BPOXIACHHBIX U HACIIEICTBEHHBIX 3a00seBanii/ (1)
6. Kpyr 3a0osieBanuii, ¢ KOTOPHIMH HEOOXOJIMMO MPOBOIUTH AU depeHIInanIbHbIi
JMArHO3 T10 BEAYyIIEeMy CUHAPOMY Y KOHKPETHOTO OOJILHOTO.

ACIHPAHT J0JKEH yMEThb:

1. Boigensate u hopMHUpPOBATH BEYIIHI CHHIPOM.

2.IlpoBoauts nuddepeHIMaNbHBIA AUATHO3 TI0 BEAYIIEMY CHHIPOMY.

3. ChopmynupoBath mpeanoiaraemblii (MpeaBapuTEIbHbIN) JUArHO3.

4.CocTaBUTh TJIAH AOIOJHHUTEIBHOTO OOCICIOBAaHUSA OOJBLHOIO B 3aBUCHMOCTH OT
BEIIYIIET0 CHUHJpOMA

5.000cHOBaTh KJIWHUYECKUN JMArHo3 B COOTBETCTBHUU C KiacCH(UKaIUEH.
6.Ha3nauuts JieueHue

7.Cobpath aHaMHe3 3a00JICBaHMS, JKH3HU, TCHEOJIOTHYSCKUI aHaMHE3 .



Ilopsnok caMoOCTOATEJBbHON PpadoTBl  ACHHPAHT 0 CaMONOAIOTOBKE K
CEMUHAPCKOMY 3aHATHIO:

1. O3HakoMJIEHHE C LEJIAMHU H COAEP)KaHUEM CEMUHAPCKOTO 3aHSATHS.

2. [IpoBepka ¥ BOCCTAaHOBJICHHE UCXOHOTO YPOBHS 3HAHUU.

3. Teopernueckoe ocBoenne OO/l (OprEeHTUPOBOUYHON OCHOBBI ACSITEIBHOCTH).

4. IlpoBepka yCBOEHUS 3HAHUUN U YMEHUH JUIsl pEIIeHNs KIMHUYECKUX 3a]1a4.
.IloaroroBka HESACHBIX BONPOCOB W  IIOJIOKEHUW I  BBIICHEHMS UX Ha
CEMHUHAPCKOM 3aHSITHUU.

Texnuuyeckue cpeacrsa:

Herarockor.

JIeMOHCTpallMOHHBIM MaTepHaL:

Taomnpi(1)

PenTtrenorpammel

Hcropuu 60ne3Hu (B OTACTIEHUHA HEPPOIOTHH )

Tembl ceMuHapa:
[Inan nmpoBeneHuUs U CoIep KaHusl CEMUHApA.
Tembl cooOIIEeHus:
1. Onpenenenue TOHATUS BPOXKIACHHAS U HACJICJICTBEHHAS TIaTOJIOTHSL.
Hacnencreennsiii Hedpwr.
TyOynonatuu-onpeaeneHue U o01as XapakTepuCcTUKa.
Buramun /[-pe3uCTEHTHBINA paxuT.
BuramuH /[-3aBUCUMBIN paxuT.
bonesns e Tonu JleObpe PDaHKOHM.
[Toueynast TIIFOKO3YpHL.

N o ok wd

[Toueunslii TyOyISIpHBIN aLMAO3.



ILnan nmpoBeneHUsI U COePKAHHE CEeMUHApA.

No | DTarnb! 3aHITHI OcHatenue MecTto
1. |KonTtponar wucxomHoro ypoBHs|Tabmuipl. Hedponoruueckoe
3HAHUM OpJIMHATOPOB Uctopun  GonesHel,|oTaeneHue, ydeOHas
BBIITUCKH (B|KOMHaTAa.
2. |TeMbl COOOIICHUSI OPAMHATOPOB: |OTACIICHUH
Omnpenenenue HNOHATHUSA-|HEe(PPOTIOTHN)
BPOXKJICHHAsd M HacleACTBeHHas |PEeHTreHorpaMMmBel.
MaToJIOTUS HacnencTBeHHbIN
HedpHuT.

3. |Tybynonaruu —onpeiescHue,
Butamun J[- 3aBUCUMBINA paxwur.

4. |ButamMuH JI-pe3ncTeHTHBIN
paxwur.
bonesnr ne Touu Jebpe

5. |®ankonn
6. (IloueuHas TIIFOKO3YpHSI.

7. |TOYEeYHBIN KaHaJIBIIEBLIN
arumg03.

8. |[Pazbop  wmctopmit  Oose3Hw,
BBITIFCOK, PCHTTEHOTPAMMBI

9. |KoHTpOJIb KOHEYHOTO Y

POBHSI YCBOCHHSI MaTepHala.

Knuanuecknit pa30op OOJIBHBIX MPOBOAUTCS B IMajiaTe, OPJAUHATOPHI JIE€MOHCTPUPYIOT
BBISIBICHUE CHMITOMOB  3a00JICBaHHS, TEXHUKY MaHyaJlbHBIX HCCIICIOBAHUM,
aHAJIM3UPYIOT JaHHbIE JA0OpaTOpHBIX HccienoBaHuid. B ydeOHON  KOMHate
00OCHOBBIBAIOT TMPEANOJaracMblii JMAarHO3 M TaKTUKY JedeHus. lIpemomaBarernn
000011aeT M JenaeT BBIBOJ MO KaxjaoMmy OosibHOMY. [lociie o0cykaeHus-TeCTOBBIM
KOHTPOJIb.



baoxk ungopmanmu:

HACJIEACTBEHHBIN HE®PUT Y JETEMN.

OTHONOTUS, MATOTEHE3 HAC/IeICTBEHHOr0 Hedpura He u3ydenbl. [Ipeamosaraercsi, 4ro
3a00JIeBaHKE CBSI3aHO C MyTallMel I'eHa, KOHTPOJMUPYIOIIETO CHUHTE3 CTPYKTYPHBIX OEJIKOB
MOYEYHOM TKaHW, a Takke Jpyrux opraHoB. CyllecTBYeT JBa BapuaHTa HACIEIACTBEHHOIO
HedpuTa - cMHAPOM AJIBIIOpTa U remarypudeckuil Hepput. bornee Tspkenoe TeueHne 0ose3Hu
HaOJIO/IaeTCsl y JIMILL MY>KCKOTO TIOJIa, YTO CBUJIETETIHCTBYET O BOBMOYKHOCTH HACIIEIOBAHUSI IO
JOMHUHAHTHOMY THITY, YACTUYHO CLIETUIEHHOMY C ITOJIOM.

Kimmnuyeckasi kapruHa Hepura.

['ematypuyeckuil BapyaHT HAUMHAETCS HE3aMETHO, MOYEBOM CHHJIPOM BBISBIISIETCS CITyYaiiHO.
Otexu U apTepualibHasi TUIIEPTEH3UST OTCYTCTBYIOT, HO MOSIBJISIFOTCS TIPU PA3BUTHU TTOYEYHON
HEZOCTATOYHOCTH, KAaK IPaBWIO, B TOJPOCTKOBOM BO3pacTe WM Yy B3pociblx. MoueBoi
CUHJIPOM XapaKTEpU3yeTCs SPUTPOLUTYPUEN PA3IMUHOM CTENEHH - OT HE3HAYUTEIbHOIO
YBEJIMYEHHsI KOJIMYECTBA JPUTPOLIMTOB 1O MakporeMarypud. OOHapyKUBAIOT —TakkKe
YMEPEHHYIO TNPOTEMHYPUIO M Yy HEKOTOPBIX JETed - MPEXOMSIIYI0 JICHKOLUTYPHIO.
baxrepuypru, kak mpaBuio, He ObIBaeT. buoxummyeckoe MCcie0BaHue KPOBU HE BBISBISET
BBIPQKEHHBIX C/IBUTOB, Y HEKOTOPBIX JETEH MOXKET HAaOIIOIAaThCsl Hepe3Kasi AUCTIPOTENHEMHUS 1
runeprruaemust. [laprmansabie GyHKIHY TOYeK B TEUSHUE UTUTEILHOTO TIEPHOJIa OCTAFOTCSI
HEHAPYILLIEHHbIMY, HHOTJA BBIBISIETCS TMIIEPaMUHOALMIYPUsl TEPErpy30uHOro WU
peHaNTbHOTO THMA. bonee TshKemble MPOSBICHUS XapaKTePU3YIOT CHHAPOM AJIBIIOpTa, MPH
KOTOpPOM HMMEETCSl COUeTaHHe MOpPaKeHHs MMOYeK, IJa3 M TYTOyXocTH. B CBs3M ¢ TeM 4TO
TYTOYXOCTh pa3BUBACTCS B TIO3MHUX CTaausiXx OOJIe3HH, paHHee TUQQepeHIMPOBaHNEC
CHH/IpOMa AJIBIIOPTa MOXKET OKa3aThesl 3aTpyaHUTEbHBbIM. [lopaxkenue ciyxa 0OyCIOBIEHO
NOpaKEHUEM CJIIyXOBOIO HEpBA WM KOXJICAPHOIO arrmapara M y HEKOTOPbIX OOJbHBIX
BBISBISIETCS. TOJIBKO TIPU  ayAMOMETPUYECKOM HCCIIEOBaHMM. Y OOJBIIMHCTBA JIETEH C
HACJIC/ICTBEHHBIM ~ HE(PpPUTOM  OOHApPYKUBAIOTCS CTHTMBI  TU3OMOpHOTEHE3a B BHIC
AHATOMUYECKUX AHOMAJIMM CTPOCHHS MOYEBOM CHUCTEMBI, a TakKe BHEIIHUE CTUTMBI
(TumepTeNIopu3M, aHOMAIIMK CTPOECHUS YIIIHBIX PAKOBHH, MAIBLEB PYK U HOT).

Jnst TsokenbIX ()OpM HACTIEACTBEHHOTO He(pUTa XapaKTEepHO IPOIPEIUEHTHOE TEUEHHE C
IIOCTETIEHHBIM PAa3BUTUEM XPOHUUYECKON [IOYEYHON HENOCTATOYHOCTH.

JIuarHo3 HaCIIC/ICTBCHHBI HE(PPHUT OCHOBBIBACTCS HA BBIIBIICHUM OCHOBHBIX ITPHU3HAKOB
OoJIe3HHW, aHaIM3e POJIOCIOBHOM pebeHKa, OOCleNoBaHUM ONMKANIIMX POJCTBEHHUKOB.
Hammurie MHOXECTBEHHBIX CTUTM COCIMHHUTEIIHHO-TKAHEBOTO M3IMOPHOTEHE3a TaKKe
VKa3bIBaeT Ha BEPOSTHOCTh HaciencTBeHHOro Hedpura. [Ipu Tsoxenbix ¢opmax mokazana
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Ouoricusi TIOYeK M TUCTOJIOTMYECKOE HCCIISIOBaHME IMOYeuHOM TKaHu. Mopdonoruueckre
W3MCHEHUS B TIOUEYHOM TKAaHM XapaKTePU3YIOTCS HAIMYuMeM (DOKaIbHO-CETMEHTAPHOTO
npoy(EePaTUBHOTO TJIOMEPYINTA, AUCTPOPHEH HSIUTETNS TPOKCHMATBHBIX W aTpoduei
JCTATHHBIX KAHAJBIIEB, MHTEPCTHIIMATGHON KJIeTOUHON WH(MiIbTpammerd u (GuoOpo3oM C
HAIMYUEM "TEHUCTBIX KIETOK'. DJNEKTPOHHO-MHUKPOCKOIMMYECKOE HCCIICIOBAHUE BBISBIISCT
UCTOHYEHHUE Oa3aIbHON MEeMOpPaHbI IIIOMEpYJI.

MuddepeHunanbublii  AUarHo3 mpoBogiIT ¢ JUbQy3HBIM  TIIOMEPYJIOHe(PUTOM,
MOYEKaMEHHOM 00JIe3HbI0, MUETIOHE(PUTOM, TYOYJIONATHSIMU.

JleyeHue Hace/ICTBEHHOTO He(ppUTa MPEICTABIISICT TPYAHYIO 33/1a4y B CBSI3U C OTCYTCTBUEM
YEeTKHX 3HaHUM O maroreHe3e Ooje3HW. B KoMIUieKce TepaneBTUUECKMX MEpPOIPUSTHIA
UMEIOTCSL OOIIME dJIEeMEHThl sl BOCHAIMTENBHBIX 3a00JICBAHMM TMOYEK: TPaBUIIbHAS
OpraHMzalysi pexuma cHa W OOApCTBOBaHMS pEOCHKA, CaHALMS O4YaroB XPOHUYECKOM
MH(EKUUY, HCKIIOYEHWE M3 MUIIMM OCTPhIX M OKCTPAaKTUBHBIX BEIIECTB. AHTUOMOTHKU
HAa3HAYAIOT TOJBKO TMPU HHTEPKYppEHTHbIX 3a0oneBaHusX. C  LENbIO  TOPMOMKEHMS
CKJIEPOTUUYECKMX M3MEHEHUM MOTYT ObITh Ha3HAYEHbI MpenapaThl 4-aMUHOXWIMHOBOIO psza
(pe3oxuH- cyrtouHass pgo3a 5-10 MI/Kr, AJMTENLHOCTH JICUEHUSI HE MeHee O Mec).
[ TFOKOKOPTUKOMIBI HE TOKA3aHBL. YIOBICTBOPUTENBHBIC PE3YJIbTaThl TOMYYEHBI OT
BUTAMUHOTEpAIUK (MMPUAOKCHH, KOKapOokcmiaza), mpumenenuss AT® (mo 1 mi B/M yepes
neHb, 10-15 nabekimii).

BaxHo BBISIBUTH paHHME TIPU3HAKK XPOHUYECKOM MMOYEYHOW HEIOCTATOUHOCTH, YTOObI HAYaTh
JICUCHUE 110 MpOrpaMMe IUAIU3 - TpaHCIUIAHTaiws. I 3TOro cClieayer NepuoIu4ecKd
OIPEIEISITh COJEPKAHNE KPEATHHUHA B TUIA3ME KPOBH, HCCIIEIOBATh TTOKA3aTENN PaBHOBECUS
KHCJIOT U OCHOBAaHUI.

Ipornoe3. XITH npu remarypryeckoM BaphaHTE HACJEJACTBEHHOrO He(puTa MOSBISETCS B
Bo3pacte 20- 25 net, npu cuHapome AJbriopta - B 12-16 siet (Jarie y MajJbYiKOB).

Ipodunakruka HacaeaCTBEHHOTO HepuTa HE pazpaboTaHa.



MOYEYHAS I'TIOKO3YPUA YV JTETEMN.

BTHOJ'IOI‘I/IH, naToreHe3 MOYe4yHoOM IJIYKO3YPHUHU.

[loyeunast TJ1IOKO3ypHs Pa3BUBACTCS B pe3yJIbTaTe HACIEACTBEHHOTO JiepekTa B (hepMEHTHBIX
CHCTEMax TOYEYHBIX KaHAIBIIEB, 00ECIIEUMBAIONIMX PeadCOpOLMIO TOKO3bL. O MOoYeyHOU
[JIFOKO3YPUM  CIIEAYET TOBOPUTh B TEX CIIy4yasx, KOTJAa BBIACICHUE TIIFOKO3bl C MOYOU
NPEBBIIIAET YPOBEHb (hr3Hrooruueckoit sxckperuu (200 mr/cyt). [pu noyeqHo# rioko3ypuu
CYTOYHAs SKCKpEIHS TITIOKO3bI ¢ MOUOM 00bIMHO coctaBisieT 10-20 T, XOTs M3BECTHBI CITy4yau
nmoko3ypun, nocturaroieit 100r. Yactora moueuHol riroko3ypun coctanisiet 2-3:1000; Tur
HACJICIOBaHNS ay TOCOMHO-OMWUHAHTHBIN.

KianHnyeckass KAPTHHA MOYEYHOMN I[VIIOKO3YPHH.

Kmianueckue cumntombl (Kpome TIIFOKO3YypHH) HAOIIOMAIOTCS TVIABHBIM 00pa3oM B OYEHb
TSDKEJTBIX CITyYasiX U 00YCIIOBJIEHBI 3HAYUTEIBHBIMU MOTEPSIMU caxapa. boJIbHbIE UCTIBITHIBAIOT
ci1aboCTh, YyBCTBO rosiofia. CTOMKMI OCMOTHYECKHA Jype3 (MOMMYpUsi) CITy>KUT MPUYUHOM
pa3BUTUSL JieTHpaTaii 1 runokameMud. C neduimTomM yriieBoIoB MOXKET OBbITh CBSI3aHA
3ajieprKKa (PU3MIECKOro pa3BUTHS peOSHKA.

JAnarHo3 moye4Hast r.il0KO3ypusi.

Kpurepusimu noueyHoM MIFOKO3ypUH SIBISIFOTCS:

1) moBBIIIEHHAST AKCKPEIMS TIIFOKO3bI TP HOPMAJIbHOM COJICP)KaHUM caxapa B KpOBH; 2)
HE3aBUCUMOCTh SKCKPELMM TIIFOKO3bl C MOYOM OT MOCTYIUICHHS YTJIEBOAOB; BBIBE/ICHUE
[JIFOKO3bl OTHOCUTEJIBHO TIOCTOSIHHO KakK B JIHEBHOE, TaK M B HOYHOE BpEMS; 3) OTCYTCTBHE
W3MEHEHUI YPOBHSI caxapa B KPOBH MPH MOCTYIUICHUHU YTIIEBOAOB; 4) naeHTU(UKAIMSA caxapa,
BBIBOJIMMOI'O C MOYOM, KakK TJIFOKO3bI, 5) HOpMaibHas caxapHas KpuBas MOCJIE Harpy3Ku
TJIFOKO30M.

Kpome caxapnoro auabera, npu audepeHIMaTIbHON TUarHOCTUKE MOYSYHOM TITFOKO3YpHUU
HEOOXOIMMO WMETh B BHIYy MEJUTYPUH APYTOW TPHUPOMBI, B YaCTHOCTH MEIUTYPHUH TIPH
OCTPOM KaHaJIBIICBOM HEKPO3€, PH TOKCHYECKHUX MOPAKEHHSX TIOUEK, "CTeponIHbIN auadet"
NPy TIPUMEHEHWH TJIFOKOKOPTUKOWIOB C JICUEOHOW IIETIbI0, (PPYKTO3YPHUIO, TIEHTO3YPHIO.
[onoxxutenbHble MPOObI Ha caxap B MOYE MOTYT OOHAapY>KHUBAaThCA MPHU JTI0OPOKAUECTBEHHOM
dpykTo3ypru. OTCYTCTBHE APYTHX KIMHUYECKUX MPU3HAKOB B ATUX CITy4YasX MOXKET MPUBECTH
K 3aKIIIOYCHUI0 O BO3MOXKHOCTH TIOYEYHOM Iimoko3ypun. Heobxomuma wuneHTUhUKAIIS
VIJIEBO/IOB, BEIBOJTMMBIX C MOYOHA.



[eqyeT TarKke WMETh B BHAY CJOXKHBIC CHHIPOMBI, MPH KOTOPHIX TOYEYHAS FOKO3YpPHS
MpOSIBISIETCS. KaK YacTHBIM TPHU3HAK: TIIOKO-aMuHO(ochaT-1mabeT, 10K0-aMHHO-TUa0eT,
rmoko-pocar- nuader. JlaHHOE 0OCTOSTENHCTBO TpeOyeT s3aTelbHOTO  HCCIIEIOBAHMS
BEJTMYMHBI SKCKperH PochaToB M aMUHOKHCIIOT Y JKI0T0 OOJIBHOTO MOYEYHOM TITFOKO3YPHEH.

JleyeHHne MOYEYHOM IIIOKO3YPHUH.

MeTooB MaTOreHeTHUEeCKON Tepariy 3TOro 3a00JIeBaHUs HE CYIeCTBYeT. BakHO ecrieunTh
NPaBUIILHOE TMMTaHWE OOJILHOTO, YTOOBI M30eKATh MEPETPY3KH JIEBOJAMU M THIICPTIIMKEMUH,
KOTOpasi CIOCOOCTBYET BO3PACTaHUIO TOTEPh caxapa, I Pa3BUTHU THIIOTIMKEMHH MOXKET
BO3HUKHYTh HEOOXOIMMOCTh B INOJHUTEILHOM BBEACHHWM TJIFOKO3bI, a MPU THIOKATMCMHUH
LIEJIECO00Pa3HO €/ICHUE TMPOAYKTOB, COACPKAIMX OOJbIIME KOMMYECTBA Kalus (HM3IOM,
MOPKOBb U JIp.).

[Iporuo3 6yaronpHUsTHLIN.
[podunakTrka: METUKO-TEHETHYECKOE KOHCYJITUPOBAHHUE

CXomHbIMM TIPU3HAKAMU C PaXUTOM OOJIQ[AIOT PAXUTOINOJO0HKIE 3a00JI€BaHMs - TPYIIa
OoJie3Hel, MpHU3HAKM KOTOPBIX CXOMHBI C PAaXWUTOM, HO HE CBSA3aHbl C JEPULIMTOM
MOCTYTAIOIIEro B opranm3M ButamuHa D. VX Bemyrmm mposiBiIeHUEM SIBISFOTCSI aHOMATUH
CKeJlera.

Butamun-b-pe3ucTeHTHBI paxuT (cemelHbIi runiogocharemaeckuii paxur, docdar-
mabeT) XapaKTepu3yeTcsl JOMHHAHTHBIM THIIOM HACJEIO0BaHMs, CICIUICHHBIM C TIOJIOM,
BO3MOXKEH Takke ayTOCOMHO-TOMUHaHTHbIA Tun (cM. HacnenctBenHocts). Ilatorenes
METa00JIMIECKUX PACCTPOMCTB TPU STOM 3a00JICBAHUM CIIOKEH U B JIOCTATOYHOM CTETICHU HE
uccrenoBad. Pa3BuTHE €ro CBSA3BIBAIOT C TIEPBUYHBIM HAPYIICHHEM ITPOIIECCOB BCACHIBAHUS
kameims (Kanmpimil) - @ocdopa B KHUINIEUHHKE, C TMEPBUYHBIM Ae(EKTOM TpaHCIIopTa
Heopranndecknx ¢GocaTtoB B TMOYKAX ¢ TOBBIIICHAEM YYBCTBUTEIHLHOCTH JITUTEITHS
KaHAJIBIIEB- TOYEeK K JICMCTBUIO TMApaTrOpMOHA; C TEHETHYECKH JCTEPMUHHUPOBAHHBIM
COYCTaHMEM J3THX HApYyIICHWH, C CHHTE30M B opranmsMme (QochaTypruueckux MeTaboJMTOB
BuTamMuHa D 1 HetocTaTouHbIM 00pa3oBaHueM 25-0KCHXOJIeKaIbI(eposia B IEYSHH.

3abosieBaHre TIPOSIBIISICTCS y AeTeld B 1—2 rojia, HO MOXET HavaThCsl B OOJiee CTapiieM
Bo3pacte. OCHOBHBIMH TIPOSIBJICHUSIMU OOJIE3HM CITyKaT 3aJepyKKa POCTa W BBIPAKCHHBIC
nporpeccupyromme aehopManyi CKejeTa, 0COOCHHO HIDKHUX KOHEYHOCTEH (IO BapyCHOMY
tury, D-o0pa3Hbie MCKpUBIEHUSI), YTO CONMPOBOXKIACTCSI HAPYIICHWEM TMOXOIKH peOeHKa
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(«yTHHAs TOXOIKa»); 3HAUMTENIbHAS OOJIE3HEHHOCTh KOCTEW M MBI, HEPEAKO MbIIIeUHas
runotonust; runodocdaremus u runepdocharypust Mpyu HOPMAITBHOM COJIEP)KAHUM KAJTbLIUS B
KkpoBH (muddepeHrmatbHO-TMarHOCTUIECKUH TPHU3HAK); BBISBISIEMBIC PEHTTCHOJIOTHICCKH
pPaxUTONONOOHBIE  W3MEHEHUS  KOCTEH, NpPEHMMYIIECTBEHHO HWKHHX  KOHEYHOCTEW;
COXPAaHHOCTH MHTEJUIEKTa y OOJBHBIX JETEH.

Butamun-D-pe3ucteHTHBIT ~ paxuT ~ OTIMYaeTcs  BBIPOKEHHBIM  KJIMHUYECKUM
noymmopdu3MoM. B 3aBHCMMOCTH OT CPOKOB MaHU(ECTAIMH, KITMHUKO-OMOXUMUIECKHX
0COOEHHOCTEH, TyBCTBUTEIIFHOCTH 1 XapaKTepa OTBETHOM peakiiy Ha BuTamuH D BeiemsoT 4
KJIMHUKO-OMOXMMHUYECKUX BapuaHTa 3a0oseBaHus. [1epBblil BapuaHT XapakTepu3yeTcs paHHEH
(Ha mepBOM oy KU3HU) MaHHU(ecTaluen, HE3HAYUTEITLHOM CTENIEHBIO0 KOCTHBIX J1e(hOopMalHid,
runopocaremueli, runepdocdarypueli, MOBBIIICHUEM YPOBHA IApaTrOPMOHA B KpPOBH,
XOpOILIeH MEepeHOCUMOCThI0 BUTaMuHA D. Bropoiil BapuaHT oTimuaercs Oonee mo3aHel (Ha
BTOPOM TOMIy OKM3HM) MaHudecTalel, BbIPAKECHHBIMA KOCTHBIMA  W3MEHEHUSIMH,
runoocdareMuelt, 3HauMTeNBHON runepdocdarypreil, pe3UCTEHTHOCTHIO K BBICOKMM JI03aM
BuTamuHa D. TperseMy BapuaHTy NPUCYILH MTO3THUE CPOKU NPOSIBIICHUS 3a00J1eBaHus (B 5—
6-meTHeM BO3pacTe), THKECTh TIOPAKEHWW CKeleTa, BbIpakeHHas rurodochareMus,
3HAUUTEIbHOE CHWKEeHHE abcopOimu ¢ochopa B KHUILIEUHUKE TPU HOPMABHOM WM
HE3HAUUTENTLHON ruriepdocdaTypur; OTMEUaeTCs TaKKe HETYBCTBUTEIBHOCTh K BUTAMUHY D.
UYeTBepThlii BApUAHT XapakTepusyeTcss MaHu(ecTalyeil Ha BTOPOM TOJTy YKU3HH, YMEPEHHOM
CTENEHBIO KOCTHBIX JedOopMalvii, TOBBIIIEHHOW YyBCTBUTEIBHOCTHIO K BUTaMuHy D H
CKJIOHHOCTBIO K Pa3BUTHIO KJIMHUKO-OMOXMMHYECKOW KapTHHBI THrepBUTaMuHo3a D (pBorta,
TOIIHOTA, YKaXK/1a, TUIIEPKATBLMEMHS, TY NEp KaJl bLYP Us U JP.) B OTBET HA HEOOJIBILIKE JIO3bI
ButamuHa D. Knunudeckuii momimopdusm, 0COOCHHOCTH TMATOreHe3a M METa0OTMYECKUX
pacCTpOMCTB, HMIMPOKUI JMANa30H OTBETHOM peaklMy Ha BUTaMHH D CBUIETENBLCTBYIOT O
T€HETUUYECKON F€TEPOreHHOCTH BUTAMUH-O-PE3UCTEHTHOTO paXMTa.

OCHOBHBIMHM KPUTEPUSIMUA JTMATHOCTUKK BUTaMHH- D -pe3UCTEHTHOrO paxura CIIyXKar:
KJIMHUYECKUE TIPOSIBIICHUST — BApYCHBIA THUIT M TPOTPECCHPYIONIMN XapaKTep KOCTHBIX
nedopMarmii HIDKHUX KOHEYHOCTEH C OTCTaBaHWeM (DM3MYECKOTO Pa3BUTHS; JOMUHAHTHBIM,
CIICTUICHHBIN ¢ X-XpOMOCOMOM THIT HACJIEIOBAHUSI NTATOJIOTHH; OMOXUMUYECKUE OTKJIOHEHHS B
0OMEHE ANEKTPOIIMTOB — HU3KUIM YpoBeHb (ocdopa B CHIBOPOTKE KpoBH, rurnepdocdarypus,
HOpPMaJIbHBIC TTOKa3aTeN OOIIEro Kaibliusl B KpoBH (2,3—2,75 MMOB/T), TOBBIIICHHUE
AKTUBHOCTH IEJIOYHOM (hocdaTazbl KpOBU, TOBBIIICHUE YPOBHS IapaTrOPMOHAa B KpPOBH,
CHIDKeHHE abcopOImu Kambims U Gocdopa B KUIICUHUKE; PE3YJIbTAThl PEHTTCHOJIOTUIECKOTO
WCCJICIOBaHMsA, TP KOTOPOM BBISBIIIFOT J[BA THIIA KOCTHBIX W3MEHEHWH: JIMOO W3MEHEHUS
SMU(U30B KOCTEH C PaCIIMPEHUEM 30H MPOSdepaImu Xpsia, TpyOOBOJIOKHHUCTYIO CTPYKTYPY
KOCTU C TMpPU3HAKAMHM OCTEOMIHOM rumepruiasuy (ToJHAsl aHAIOTHS C PAXUTOM), JIMOO
nopaxeHue MeTapu3oB yxe C(HOPMUpPOBABIIEHCS KOCTH M TPOSBICHUS OCTEOMAIISIIUM.

['ucronoruyuecky B KOCTHOM TKaHU OOHAPYKUBAIOT HAPYILIEHUE CTPYKTYPbl KOCTHBIX KAaHAJIOB
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U Tpalekyn, npoiudepalrio Xpsia, 4epeloBaHUE YCHUIIEHHOTO OOpa30BaHUSI OCTEOMIHOU
TKaHU C y4aCTKaMH OCTEOIOPO3a.

Jleuenne ButamuH- D -pesucteHTHOro paxura Kak W Apyrux P. 0., JOWKHO ObITh
KOMIUIEKCHBIM.  OHO  HampaBJieHO Ha KOPPEKIMIO META0OJMYECKUX  PaCCTPOMCTB,
NpO(UIIAKTUKY OCIIOKHEHUH U TIpeyNpeKIeHIe MHBATMIM3aMU peOeHka. [lokazanusmu st
JICKapCTBEHHOW  Tepanmuu  CIIyXaT: aKTUBHBIA TIpOIleCC B  KOCTHOM TkaHU (10
PEHICHOJIOTMYECKUM JaHHBIM), TIOBBIIICHHE AKTUBHOCTH MIETOYHOM (ocdarasbl KpoBH,
TMOBBIILIEHHAsT AKCKpermsi ¢GocaToB ¢ MOYOI, MOATOTOBKA OOJNBHBIX K XHUPYPrHYECKOU
koppekimy. OCHOBHBIMU MperaparaMd B Tepaluyd BUTaMUH- D -pe3MCTEHTHOro paxura
SIBJIAFOTCS. BUTAMUH U ero Metaboimtel. Havanmbaeie 10361 ButamuHa D cocrasisror 10 OO0
— 15 000 EJI B cytku. X yBemumBaroT Moj1 KOHTPOJIEM TOKa3aTesel Kabims u Gpocdopa B
CBIBOPOTKE KPOBH M MOU€, aKTUBHOCTHU ILIEJIOYHON (pocara3bl KpOBH, MCCIIETOBAHUS YPOBHS
KOTOPBIX JIOJDKHO NPOBOIUTHCS Kaxnple 10—I14 muell. MakcuMmanbHbIe CYyTOYHBIE J103bI
BuTaMrMHa D B 3aBUCUMOCTH OT KIIMHUKO-OMOXMMHMYECKUX BapUAHTOB OOJIE3HU COCTABJISIIOT:
ripu riepeom Bapuante 85 000—100 000 EJI, mpu Bropom 150 000—200 000 E/I, npu tpetbeM
— 200 000—300 000 EJ. Ilpu yerBeproM BapmaHTe OONE3HW Ha3Ha4YeHHWE BUTammHa D
MPOTUBONOKa3aHo. M3 MeTaboimMToB BUTAMUHA D MCTIONB3YIOT OKCHUAEBUT B CyTOYHOM JI03€
0,25—3 MKr, mpy NPUMEHEHHHM KOTOPOro HEOOXOAUM OCOOEHHO CTPOTMil KOHTPOJIb 32
YPOBHEM Kasbiwis B KpoBH (orpenesiercs 1 pa3 B 7—10 gueii). B amOynaTopHbIX YCIOBHSX
UCCIIEYIOT MOYYy Ha COJCpXKaHME Kalblusl IyTeM MOCTaHOBKU peakimu CyiabKoBHYA.
[IpoTuBONOKa3aHUAMM Ui KOHCEPBATUBHOM Tepanuy BUTAMUHOM D u ero merabomuramu
SBJIAIOTCA MHAMBUIyaJIbHAS HENEPEHOCHMOCTh MPENaparoB, BhIPAKEHHAS! THIIEPKATBLIAYPHUS
(6onee 4 MMOJIB/CYT.), OTCYTCTBHME AKTMBHOIO Mpollecca B KOCTHOM TKAHU TIO JaHHBIM
JTa0OPaTOPHBIX W PEHTTEHOJIOTHUYECKUX HCCienoBanuil. B komiuieke neuenust ButamuH- D -
PE3UCTEHTHOTO paxWTa BKJIIOYAIOT TIPeraparhl KalIbIUs: TIFOKOHAT KalbIMs WM XJIOPUJ
Kaseiys 1o 1,5—2 r B cytku) u docdopa (utun 1—1,5 r B cyTku, rimtiepodocdar KaabIus
0,5—1r B cytkn). 1151 yydItieHus: POIIeCCOB BCACHIBAHMS KATBIMS U (pocopa B KUITICUHUKE
PEKOMEHIYIOT JUTMTENbHOE (5—06 Mec.) MPUMEHEHNE KOHLIEHTPUPOBAHHBIX LIUTPATHBIX CMECE
(HampuMep, TUMOHHAs KMCIoTa 24 T, UTpar Hatpus 48 T U AucTiinMpoBaHHas Boaa 500 mur)
no 20—50 mn B cytku. B aktuBHOM (aze 6one3Hn npu HamM4uK 00JIed B KOCTSIX M CycTaBax
MOKa3aH TIOCTENIbHBIA PEXUM TMPOAODKUTENIBHOCTRIO 10 2 Hen. B mepuoa  KiIMHUMKO-
71a00paTOPHOM PEMHCCHUU 1 HAOJIOICHNS OOJTbHBIX B aMOYJIATOPHBIX YCIIOBUSX OTPAHUUNBAIOT
bu3UYecKre Harpy3KH, 3aHATHST (PU3UIECCKUME YIIPAKHEHUSIMA U JICYSOHBIN MacCaX TIPOBOJIST
[0 CHELMATBHON IAIAIICH POrpaMMe, HA3HAYAKOT COJITHO-XBOWHBIE BaHHBI, OCYILIECTBIITIOT
CAHaTOPHO-KYPOPTHOE JICUEHHE.

[NokazarensimMu 3PPEKTUBHOCTA KOHCEPBATUBHOM TEPANMU SIBISIIOTCS YIydlIEHHE OOIIEro

COCTOSHMA 60J'II>HI>IX, YBCIIMYCHHUE TEMIIOB POCTa ﬂeTeﬁ, HOpMaJIM3allyisd WM 3HAYHUTCIBHOC
11



yJydlIeHre nokazaresnend (ochopHO-KaIbIMEBOr0 0OMEHA, CHUXKEHHUE aKTUBHOCTH LIEJIOUHOM
(ocarazpl KpOBH U MOJOKUTENbHAS TUHAMUKA CTPYKTYPHBIX U3MEHEHHUI KOCTHOM TKaHH (TI0
JAHHBIM PEHTTCHOJIOTUYECKOIO HCCIIEOBAHUS).

Xupyprudeckoe JeueHue BuTamMuH- D -pesucreHTHOro paxura CBOIMTCS K
KOPPUTHPYIOIIMM OCTEOTOMHSIM KOCTEW TOJICHEW WM O€PEeHHBIX KOCTEW C IMOCIEMyIOIeh
UMMOOMIM3AIIMEl  TMOBS3KOW WM JIUCTPAKIIMOHHO-KOMIIPECCHOHHBIM  aIllapaToM.
OOs3aTeNIbHBIM YCIIOBUEM JIJISI TIPOBENICHUSI XUPYPIUYECKOTO JICUCHHUSI CITY>KUT JIOCTHKEHUE
CTOWKOW KJTMHUKO-OMOXMMUYECKOM PEMUCCUH B TEUCHHE HE MEHEe 2 JIET.

Buramun- D -3aBucumblii  paxur  (nceBmoButamuH-II-neduumTHBIT  paxuT
TICEB/IOPAXMUT) SIBJISIETCS SH3UMOIIATHEHN, KOTOpasi CBsi3aHa ¢ edekroM (epmenTa 1 -anbha-ru
JIPOKCHJIA3bl B MOYKAX, OCYIIECTBISIIONIETO MpeBpalleHre 25-okcuxonekaibipdepona B 1,25-
JMOKCUXOJeKaIbI(epon. VMeer ayTOCOMHO-PEIIECCHUBHBIA THIT HACIIENOBAaHUS, OJIHAKO
BCTPEYAIOTCS W CHOpPAIMUECKUe Ciiydan 3a0ojieBaHusi, 0OyCJIOBJICHHbBIC, BUIMMO, CBEKUMU

IICPBUYHBIMU MYTallUSAMM.

[Tatorene3 ButamuH- D -3aBHCHMOro paxuTa MOXKHO MPEACTABUTH CIIETYIOIIMM 00pa3oM:
neburmut 1 -amba- TUAPOKCHIIA3bl  TIOYEK —>  HENOCTaTouHbli  cuHTe3  1,25-
JMOKCUXOJIEKAIbI(Epoa —  CHIDKCHHE aOCOpOlMM Kbl B KUIIICYHUKE —
TUTNIOKAJTBIIMEMHUST — BTOPHYHBINA TUIIEpIIApaTHpPe03 — HapyiieHrne (ochopHO-KaTbIHEBOTO
00MeHa — pa3BUTHE PAXUTOINOJOOHBIX U3MEHEHHI CKeleTa.

KiHnuecku natonorust BBISIBISIETCS Yallle BCEro B MEpBbIe 3—25 Mec. )KU3HU peOeHKa (perke

0o0JIe3Hb HauMHAeTCsl B 3—D5-JIeTHEM Bo3pacte). B HayalbHBIX CTAmUsIX XapakTepu3yeTcs
(PyHKLIMOHAIBHBIMI W3MEHEHMSMM 11.H.C. U BEr€TaTUBHOM HEPBHOM CHUCTEMBI (IOTJIMBOCTD,
HapyllIeHUe CHA, B3JpAaruBaHus U JIp.), K KOTOPHIM TO3IHEE MPHCOSIUHSIOTCS KOCTHBIC
nopakenust. [locnenHue oTIMUaloTCs MPOTPEIMEHTHOCTHIO, HECMOTPSL Ha paHee MPOBEICHHYIO
NpoUIIAKTUKY paxWTa WIA TPOBOJUMOE OOBMHOE AaHTHPAXUTHYECKoe JieueHue. B
3aBUCUMOCTH OT TJIyOMHbI METabOJMYECKUMX pACCTPOMCTB BBIIEISIOT JIBA  KIIMHUKO-
OMOXMMHUYECKMX BapuaHTa BUTaMUH- D -3aBHCMMOrO paxura: C TSHKEIOW U YMEPEHHOU
CTENEHbIO BBIPAKEHHOCTH OOMEHHBIX HapylIeHHH M KOCTHBIX Aedopmarmii. s mepBoro
BapuaHTa OOJIE3HH XapaKTEpHbI CEpPbe3HbIE KOCTHBIE W3MEHEHUS (BApyCHbBIE, BapyCHO-
cabneBuaHbIC ehOpMaIi HIKHUX KOHEUHOCTEH, nedopMaluyl TPYJHOW KIIETKH, Yepera,
NpeIJICUnid, PAXUTUUECKUE «UETKI», «OpacieTKkm»; puc. 2), BbIPAKEHHAs THUITOKATBIAEMHUS
(1,4—1,7 mMMoOJB/1T), BBICOKHME IOKA3aTeId AaKTHBHOCTH INEJIOYHOM (ocdarasbl KpOBH,
HOPMAJIbHBIA WM CJIETKa CHIDKEHHBIN ypoBeHb ()OC(aTOB B KPOBHU, MOBBIILIEHHAS SKCKPELHS

(I)OC(I)&TOB M 3HAYUTCIIbHOC YMCHBIICHUC BLIACIICHUS KaJbIKUA C MO‘IOﬁ, ICHEPAIM30BaHHAsA
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TUNIEPAMUHOALMTYpUs. PEHTIeHONOrn4YecK ONpPEAENSIoT TITyOOKHue HApYUIEHHUsS CTPYKTYpHI
KOCTHOM TKaHU (TeHEepaIM30BaHHBINA OCTEONOPO3, IIMPOKAsT paxUTUYECKasi 30Ha, HEPOBHOCTD
KOHTYpOB MeTapu30B U Jip.). BTopoMy BapuaHTy CBOMCTBEHHBI JIETKHE WM yMEpPEHHBIC
nedopmayy KocTel MpeMMYIIECTBEHHO HMDKHUX KOHEUHOCTEH ¢ HErpyObIMH CTPYKTYPHBIMU
W3MEHEHUSIMU KOCTHOM TKaHH TI0 PEHTTEHOJIOTMUECKUM JaHHBIM, YMEPEHHAs! TUTTIOKATbIIEMHUST
(1,9—2,2 mmoub/a). Pa3Butie MEpBOro BapHaHTa IMATOJOIMH CBA3BIBAIOT C BBIPAKCHHBIM
nedurtom 1,25-mokcuxosekansiydepona, BTOPOro — €O CHIPKEHUEM 4YYBCTBUTEIILHOCTH
OpraHoB-MHUIIIEHEHN K 3TOMy MeTabOoIUTy BUTamMuHa D.

OCHOBHBIMM KPUTEPUSIMUA JTUArHOCTUKU CIIYXAaT KIMHUYECKUE MPOSBIICHUS, CEMEHHBIN
XapakTep 3a00JieBaHUsl C AyTOCOMHO-PELIECCUBHBIM THIIOM HACJIEAOBAHUS, OTMEUYECHHbIE
OCOOEHHOCTH METAa0OJMMYECKUX CIABMIOB M OTCyTCTBHE 3((eKra OT MPOBOAUMOIO
aHTHpaxuTHyeckoro  jedenus ButamuHOB D.  Haumbomenme — muddepeHimansHo-
JMArHOCTUYECKUE 3aTPyJHEHUs] BOSHUKAIOT TIPU pa3rpaHUUYeHNH BUTaMHUH- D -3aBUeMMOro u
BUTaMUH-D-neuiurHoro paxura. B mons3y nepBoro CBUAETENBCTBYIOT HPOTPECCUPYIOLIMI
XapakTep KOCTHBIX JepopMalii M OTCYTCTBUE IPU3HAKOB HOPMAIM3ALMH  KIIMHUKO-
OMOXMMHUYECKUX TOKa3aTesIel Py KOHTPOJIBHOM JieueHuu ButamuHoM D B fo3e 4 OO0 E/l B
CYTKH B TeueHHE 6—S8 HeJl., a Taroke HU3KHUH YPOBEHD KBNS M HOPMAILHOE Coflep KaHme 25-
OKCHIXOJIEKAITBIII(eposia B KPOBH.

OcoOeHHOCTBIO JIeueHHsT BHTaMHMH-D 3aBHCHMOro paxura sBISCTCS HEO0OXOIUMOCTh
3aMECTUTEJIHOM Teparii OKCHICBUTOM — aHAJIOTOM OMOJIOTMUYECKH aKTHBHOTO MeTabomTa
ButamuHa D 1,25-muokcrxonekanbipdeporna, CyTouHbIe 10361 KOTOPOro coctaBiisitoT 0,5—4
MKT B 3aBUCHMOCTH OT HWHIMBHIyaTbHOM MEPEHOCHMOCTH TIperapara M TSHKECTH TCUCHUSI
3aboneBanus. VMcnonb3yror Taoke ButamuH D B jozax or 10 OOO—I15 OOO EJl mo 40
0O00—60 OO0 E/I B cytku. B komIuiekc je4eOHbIX CPEeCTB 00S3aTEbHO PEKOMEHAYIOT
BKJIFOYATH MpenapaThl KaabLust U pocdopa, Buramuna A, C, E, uTpaTHble cMecH KypcaMu To
3—5 wec. llonoxuTenbHas AWHAMHUKA TOKazareneld (hocOpHO-KAIBIIIEBOrO TOMEOCTas3a
Ha0moaeTcsi OOBIMHO uepe3 4—6 Hell. mocie Havajia KOMITIEKCHOU Tepariu. [locie oTMeHs
npenapaToB BuTaMuHa D MoxkeT pa3BuThes (darie depe3 3—6 Mec.) permauB 3a00JeBaHMs,
TIO3TOMY JICUCHHE CJIEMyeT MPOBOIUTH HETPEPHIBHO B T€UEHHE HECKONBKHX JieT. [Ipu paHo
Ha3HAYEHHOM M aJIeKBaTHOW Tepariy KJIMHUKO-OMOXUMUYECKUE MPU3HAKWA OOJIe3HU Yy JieTei
PaHHEro BO3pacTa TMOJBEPratoTcs 00paTHOMY pa3BUTHIO. B ciydasx Mo3qHEH MHarHOCTHKY,
KOTJIa YK€ UMEIOTCS TsDKEIble U TpyOble JiehopMaliy HIDKHUX KOHEYHOCTEH, 3aTpyAHSFOIIIE
TIEPEBIDKEHIE OOJBbHBIX, TIOKa3aHa KOPPUTHPYIOMIAs OCTEOTOMHS, YCIIOBHEM YCIICIITHOTO
TIPOBEICHUST KOTOPOH SIBIISIETCS CTOMKAS KIIMHUKO-OMOXMMHUYECKas peMuccHs B TeueHue 1Vo—
-2 JIeT.
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Boae3nn n1e Tonn — Jleope — Pankonn (rmoxoamuHodochar-auader) npecrapiseT
coboii Hambomee Tspkenmoe 3aboneBanme cpemu P. 6. Hacnemyercs mo  ayrocomHo-
PELIECCUBHOMY THITY, OJTHAKO 3KCIPECCUBHOCTh MyTAaHTHOTO T€HA B TOMO3UT'OTHOM COCTOSTHUM
3HAYUTENHFHO BapbHUPYET;, BCTPEUAIOTCS CIOPAJUYECKUe Cydad, OOYCIIOBJICHHbBIC CBEXKEH

MyTalEN.

[lonarator, 4yTt0 B OCHOBE OOJIE3HU JIEKAT TEHETUYECKU OOYCIOBICHHbIE Je(eKThI
dbepmeHTaTUBHOrO  (HOCHOPUIIMPOBAHKMS B IMOYCUHBIX KaHAIblaX (KOMOMHHMPOBaHHAS
TyOyJonarusi). ITO TMPUBOJWT K HAPYIICHHUIO TPOIIECCOB 3HEProO0ECHCUCHHS TPAHCIIOPTa
¢ocdatoB, TIFOKO3BI 1 AMUHOKHCIIOT B TIOUEYHBIX KAHATBIIAX U TTOBBIIIICHHON MX SKCKPEIH C
MOYOH, a TAKKE PACCTPOMCTBY MEXAHU3MOB IOICPYKAHUS PABHOBECHSI KUCIIOT M OCHOBAHUIA.
PazBuBarommiics merabommueckuii  Aumno3 W HemocTatok  (ocOpHBIX — COSTMHEHUNA
CIIOCOOCTBYIOT HApyILEHUIO (POPMUpPOBAHUSI KOCTHOM TKaHM IO TUIy OCTEOMAJISLIMU
(Ocreomainsiiusl) M paxUTONOJOOHBIX W3MEHEHUH ckenera. B psne ciydaeB BBIBIISIOT
MOP(DOJIOTMUECKAE  W3MEHEHUs] B [OYEYHBIX  KaHAIbIAX, HapylieHue (QyHKUIuH
MapaIMTOBUTHBIX JKeJe3, PacCTpoiicTBa cuHTe3a 1,25-mmokcuxomekanbiudepona.

B GomnpimHCTBE CiTy4yaeB NepBbIe MPU3HAKH 3a00JICBaHMS TTOSBIISTFOTCS BO BTOPOM TTOJIOBUHE
HEPBOr0 Tofa >KU3HHU, Pa3BEpHYTHI CHMMITOMOKOMILIEKC (OPMHUpPYETCS KO BTOPOMY TOIY
KU3HU, peke HabromaeTcs mo3nHsis MaHudecrarums 0oje3Hn — B 6—/-JIeTHEM BO3pacTe.
HavanpHble KIMHMYECKWE TIPOSIBJICHMS — TMIOBBIIICHHAs JKaXIa, MOJUYpHs, HHOTIA
JUTMTENBHBINA  cyOdeOprmTeT, pBoTa. Ha BTOpOM TOy >KM3HM BBISBIBIIOT OTCTABaHHUE
(U3MUECKOr0 Pa3BUTHS M KOCTHBIC JehopMallii HIDKHUX KOHEUHOCTEH (BaJIbIyCHBIC WU
BapyCHBbIE), TPYAHOM KJIETKH, PEIUICYHid 1 TUIeUeBbIX KocTel (puc. 3). PeHTreHomornyecku
IpA  3TOM onpelesitoT OCTeonopo3 CUCTEMHBIM PA3IWMYHOW CTENEHW BBIPAKEHHOCTH,
MCTOHYEHHE KOPKOBOTO CJI0s TPYOUaThIX KOCTEH, pa3phIXJIEHHE 30H POCTa, OTCTABAHUE TEMIIOB
pOCTa KOCTHOW TKaHU OT OMOJIOMMYECKOr0 BO3pacTa peOeHKa.

XapakTepHbIMA OCOOCHHOCTSIMU OMOXMIMHYECKUX HapyIIeHUH Tipu Oone3nn e Tonn —
Jlebpe — DaHKOHU SIBJIAIOTCS CHUXKEHUE YPOBHSI Kablvs U ocdopa B KPOBH, MOBBIILICHUE
AKTUBHOCTH IIEJI0OUHOM (hocdaraspl, MeTadbommueckuii aruno3 (pH — 7,35—7,25; BE = —
10—12 mmonb/i). DKCKpelws Kbl C MOYOM OOBIYHO OCTaeTCsl HOPMAIBHOM MpH
TIOBBITIEHHOM KimpeHce docdaroB moun. Otvedarotr rroko3yputo (20—30 1/n1 u Bblie),
TeHEePAIM30BaHHYO THITEPAMUHOAIUTYPHIO U HApYIIIeHHE (PYHKIIMI aMMOHHOAITHIOTeHe3a —
CHIDKEHUE TUTPALIMOHHOM KUCIOTHOCTH, NoBbiieHrue pH mMoun > 6,0. IIpu nomiypuu 10 2 1 u
OoJiee B CyTKU yJieJIbHAsI TNIOTHOCTh MOYH, Kak TpaBwiio, Beicokast (1025—1035), uto oObraHO
CBSI3aHO C [TFOKO3ypHEH.
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B 3aBHCMMOCTH OT TSDKECTH KJIMHUYECKUX TMPOSIBICHUM UM METabOJMYECKUX PAaCCTPONCTB
BBIJICTISTIOT J1BA KIIMHUKO-OMOXUMHUYECKHX BapraHTa 0one3nu ae Toran — JleObpe — daHKoHM.
[lepBblii xapakTepu3yeTcss 3HAYUTEILHOM 3a7epKKOW (PU3HMUYECKOrOo pa3BUTHS, TSDKEIHIM
TEUCHHEM 3a00JICBaHVS C BHIPAKEHHBIMHA KOCTHBIMHE JIS(OpMATUSIMU 1 HEPEIKO TIEPEIOMaMHU
KOCTEH, pe3koil runokasimemuet (1,6—1,8 Mmoib/it), cHIKeHHEM aOCOpOIMU KalbIus B
kuieyHuke. [Ipy BTopom BapuaHTe 0TMEYAIOT YMEPEHHYIO 3aePKKY (DU3MUECKOTO Pa3BUTHS,
JIETKOE TEYEHHE C HE3HAYUTEIbHBIMM KOCTHBIMHU Jie(popMallisiMU, HOPMOKAIBIIMEMUIO U
HOPMAaJTbHOE YCBOECHHE KATBIHS B KUILICUYHUKE.

KputepusiMi TMarHOCTUKY SIBIISIFOTCSI BBIPQKEHHBIHM ASPUIMT MACCHI Tea M POCTa peOeHKa,
3a7IeprKKa CTAHOBJICHHS CTATUKO-MOTOPHBIX (DYHKIIMI, paXUTONoA00HbIE JepopMaliiu CKeneTa
C XapakTEepHOW PEHTICHOJIOIMYECKOM KAapTHMHOM HApyIIEHWM CTPYKTYPbl KOCTHOM TKAaHW,
OTMEUYEHHbIE OCOOEHHOCTH JIEKTPOJIUTHBIX HAPYIIICHUI.

JuddepeHipianbuplii  qUarHo3 MpoBoAsIT ¢ PaxuToMm, ocTeonartusiMu - BCIIEJCTBHUE
XPOHUYECKON TO4YeyHOUM HemocTtatouHocTu (cMm. Octeonatus HedpOreHHas); KpoME TOro,
OosbIioe 3HaueHue uMeeT auddepenimpoBanre nepBudHoi Oone3nu jne Tonu — JleObpe —
@DaHKOHM C BTOPUYHBIM CHHAPOMOM, OOHApYXMBAacMbIM TIPH JPYTHX HACIEACTBEHHBIX U
prOOpeTeHHBIX 3aboMieBaHMsIX (cuHApome JIoy, roBeHWIbHOM He(PpoHO(TH3E, HUCTHHO3E,
TUPO3UHEMHH, TaJIAKTO3EMUH, TIIMKOTEHO3aX, HACIEACTBEHHOM HETEPEHOCUMOCTH (PPYKTO3BI,
renarorepeopaTbHON ucTpodur, MUSIIOMHOM OO0JIe3HH, aMuitono3e, cuHapome Illerpena,
HE(PPOTUYECKOM CHHJIPOME, TIPU MOYEUHOM TpaHCIUIAHTAIMY, TUIIEPIapaTUPE03e, MOPAKEHUN
MOYEK COJSIMU TSDKENIBIX METAUIOB, OTPABJICHUM JIEKAPCTBEHHBIMM BEIIECTBAMH, B T. Y.
BuTaMuHoM D, ymzonom u T1.1.). Cunmpom Jloy (okyrnoriepeOpopeHaIbHbI CUHAPOM) B
ommune oT OonesHu jae Toun — Jlebpe — DaHKOHM XapaKTEpPU3YeTCs OTCTABaHUEM B
YMCTBEHHOM DPa3BUTHUH, JIBYCTOPOHHEH KaTapaKTOM, IJIayKOMOM, rumopediekcreii, a Taike
PELIECCHBHBIM, CBS3aHHBIM C TIOJIOM THIIOM HacnenoBaHusi. HOBeHWIbHBI HehpoHODTH3
dankoHr, MOP(OJIIOTUIECKON OCHOBOM KOTOPOTO SIBISIIOTCS KHUCTHI B MO3TOBOM BEIIIECTBE
MOYEK HAa YPOBHE COOMpATENBHBIX TPYOOUEK M MMAIMHO3 MOYEYHBIX KITyOOUKOB, OTIIMYAETCS
PaHHUM HapyILIEHUEM KOHIIEHTPAMOHHON (DYHKLIMH MOYEK (THIIOCTEHYpHUe), HOPMOXPOMHOM
aHEeMHMEH, Turepa3oTeMuei; paXuTornoJOOHbIE N3MEHEHHS CKeJleTa TPUCOEAMHSIIOTCS TIO3KE.
Pematoryto posb B quarHoctvike HepoHodtrza MaHKOHM UIPaeT MCCIEIOBaHUE OUomTara
[IOYEYHOW TKAHU.

OCHOBHBIE TIPUHITUTIBI JICUCHUST 3AKITIOYAIOTCS B KOPPEKIIMK 3JIEKTPOIMTHBIX HapPYIICHHIA,
CIIBUTOB B KHUCJIOTHO-IIIEJIOYHOM PABHOBECHH, YCTPAHEHUU JIe(pHUIIMTA KAl 1 OMKapOOHATOB.
OcobennocTr mpuMeHeHHs1 ButamrHa D 1 ero MeTaboNMMTOB IS JIMKBHUIAIMN HAPYILICHHUH
(dochopHO-KaTBIMEBOTO TOMEOCTa3a CBOISATCS K HEOOXOAMMOCTA TIPOBEACHUS JICUCHUS
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MOBTOPHBIMU Kypcamy (HayajbHas cyTouHas jao3a ButammHa D 25 000—30 OOO E/I,
MakcumManbHast — 75 000—150 000 EJl, no3a okcuneButa 0,5—1,5 MKT B CyTKH), T.K. TIpU
OTMEHE TMpEnapaTtoB YacTo HAOMIOAAIOTCS PELUINBBI (TaK HAa3bIBAEMbIC METAOOIMUYECKHEe
KpU3bl, IPOrPECCUPOBAHIE OCTEONOPO3a U PaXUTOMOJOOHBIX M3MEHEHUI KOCTHOM TKaHH). B
KOMIUIEKC JICYEHHS BKITIOUAIOT Mpenapathl Kanbiws, ocdopa, Butamunbl A, C, E, rpymmst B B
BO3pACTHBIX J103aX. [lokazaHO orpaHuMyYeHHE MOBAPEHHOM COJMM M BKIIOYEHUE B PAIMOH
NPOYKTOB, OKa3bIBAIOLIMX OIlESIauMBaroliee JACHCTBIE, a Takke Oorathix kameM. B daze
PEMHUCCHH HA3HAYAIOT MACCaX, COJITHO-XBOWHBIE BaHHBL. XUPYpPruueckask KOPPEKIHs IpH
6oneznn e Tonn — JleOpe — Dankonu 11emecoo0pasHa TONBKO MPU PA3BUTHU TSHKEIBIX
KOCTHBIX JnedopMmarmii W JOCTWHKCHHH CTOMKOM KIMHUKO-OMOXMMHYECKOW PEMHCCHH B
TEUEHHUE 2 JIET.

IHoyeuHnslilt TYOYJSIPHBINA AUWA03 B IIMPOKOM MMOHUMAHUM — KIMHUYECKUN CHHAPOM,
XapaKTePU3YIOMMIACS ~ TIOCTOSIHHBIM —~ METAOOJIMYECKUM  alliio30M, HHU3KMM  YPOBHEM
OUKapOOHATOB U YBEJIMUCHHOW KOHIIGHTpAIMEH XJI0pa B CHIBOPOTKE KPOBU. Y OOJIBIIMHCTBA
OOJIbHBIX TIOCTOSIHHO BBISIBJSIETCSl THIIOKAJIMEMHUSI M3-3a TIOTEPH KaJusl C  MOYOH,
COMPOBOK/TAIOIIASICS. MBIIIEYHOM CJIA00CTBIO BIUIOTH JI0 MapaIMYeil; YaCThIMU MPOSBICHUSMH
MaToJIOTUH CITYXAT OCTEOMAIALMS, HE(PPOKAIBIMHO3 U MOYEKaMEHHas OOJIe3Hb, KOTOPbIE
CBSI3aHBI C COITyTCTBYIOIIMMH HapyleHussMu ocopHo-KabipieBoro oomena. Kak cunmpom
TIOYCYHBIN TyOYJISIPHBIN /03 pa3BUBACTCS MPU MHOTHUX 3a00JICBaHUSIX U COCTOSTHUSIX, TAKHUX
KaK TMHEOHe(PPUT, MHTEPCTULMATIBHBIA HEPUT C MANMMUTUTOM, XPOHMYECKas TMOovedHas
HEJIOCTaTOYHOCTh, HE(POKATIBLMHO3 PA3IAYHOIO TPOMCXOXKAEHUS, TWIepBUTAMUHO3 D,
MMMYHHbBIE 3a00JIEBaHHs TIOYEK, TJIMKOTEHO3bI, CUHIpOoM JIoy, OTpaBiIeHus COMSAMU TSDKEIBIX
METAJLIOB H JIp.

[ToyeuHslit TyOyIApHBIN aIUI03 PACCMATPUBACTCS U KaK CAMOCTOSITENIbHAS HO30JIOTHYECKast
¢dopma, HacnencTBeHHOE 3a0oseBaHue, HasbiBaeMoe Oone3Hbto JlaiitByma — barmiepa —
Omnbpaiita (curgpom JlaittByma — Onbpaiita). [lepBolii («kmaccudeckuin»y) Tumm Oose3Hd
00yCIoBIIeH Je(heKTOM aIyAOTCHETUIECKON (DYHKIMH JUCTATBHBIX TOYEYHBIX KaHAJIBIICB;
BTOpPOM THUIl 3aBUCHT OT Je(eKra TMPOKCUMAIbHBIX KAHAJbLIEB, HE CIOCOOHBIX
peadbcopOupoBaTh OMKapOOHATHI IMPU COXPAHHOCTH AITUIOTEHETUIECKON (PYHKITMU TUCTATLHBIX
kaHanbleB. [loueunslii TyOy ISIpHBIN alliI03 HACIEMYETCs TI0 Ay TOCOMHO-PELECCUBHOMY THILY,
HO HE HCKIIFOYAIOTCS ayTOCOMHO-IOMHHAHTHOE HACIIEIOBAHUE M CIIOPAJUUYECKHE CITydaH,
00YCIIOBJICHHBIE TICPBUYHBIMU MYTAITUSIMH.

I[lepBble npu3HAKK OOJIE3HU MOSBIISIIOTCS HA MEPBOM IOy JKU3HU: OTMEUAIOTCSl CHIKEHHUE
armeTuTa, Oy PHS], TIOMUAUIICHS, OBICTPast yTOMIIIEMOCTb. [IeTH HaYMHAIOT paHO OTCTaBaTh B
¢msuueckoM pasBuTii. Ha BTOpOM rofy >KM3HH pa3BUBAIOTCS JAeopMaliy CKeleTa
(BasbrycHble AeopMaliii HHKHUX KOHEYHOCTEH, «4ETKI, «OpaciieTbD, IOOHbIE U TEMEHHbIE
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Oyrpbl), BbIpaKeHHas MblmeyHas TurnotoHns. K 2 romam  Qopmupyercss TONHBIH
CUMITTOMOKOMIUIEKC TIOYEYHOro TyOyssipHOro anumo3a. MHorma HaOmromaercss MO3AHSS
ManaudecTais (B 5S—O6-71eTHEM BO3pacTe) B BUIC MPOrPECCUPYIOMMX IeOpMAITiii HIKHIX
KOHEYHOCTEW W HApYIICHUE TOXOJKUA. PEHTTeHOJIOrMYECKe M3MEHEHHsSI KOCTHOM TKAaHW HE
UMEIOT CrieI(pUUecKux OCOOCHHOCTEH M HAallOMUHAIOT TaKOBble TpH OomezHu e ToHm —
Jle6pe — danKoHU.

[loyeynoMy TyOyJISIpHOMY —alMIo3y CBOWCTBEHHBI ~ CIEAYIOUME OUOXUMHYECKUE
HapymeHus:: Metabommdecknid armno3 (pH — 7,35—7,25, mepmmr BE = —10—20
MMOJIB/), THnodochareMus, THITOKATBIMEMIS, TOBBIIICHHE AKTHUBHOCTH IIEJIOYHOM
docdarazpl, HUBKHIA YPOBEHb IKCKPELIMU TUTPYEMBIX KUCJIOT C MOYOW U MOBBIIIEHHBIH 110 7,1
pH Mouu, 3HAYUTENHHOE CHIDKCHHE KOHIIEHTPAIMOHHON (DYHKIMM TOYeK (OTHOCHTEIIbHAS
wiotHocTh Moun 1001—1008). B psne cimyuaeB HaOMoOAaIOTCS yMEpEHHbIE TIPOTEUHYPUS U
nevikortypusi. [Ipy pEeHTreHONMOTHYECKOM U YJIBTPa3ByKOBOM  HCCIICIOBAHUM MOUEBOM
CHCTEMBI TPUMEPHO Y TMIOJIOBHHBI OOJBHBIX BBIIBISIIOT MHOKECTBEHHBIE KOHKPEMEHTBI,
PAacCIONIOKEHHBIE HE TOJMBKO B COOMpaTesbHOM cuUcTeMe, HO W B TMapeHXHME TOYeK
(HedponmuTras 1 HehPOKATTBIIUHO3).

B 3aBucumocty OT TshKeCcTH TedeHHs 3a00NieBaHMsT W TITyOMHBI METaOOJMYECKUX
PACCTPOCTB BBIICISIIOT JBAa KIMHUKO-OMOXMMUYECKHX BapHaHTa MMOYEYHOTO TYOYIJISPHOTO
anuMI03a, MAaTOTCHETUYECKA OTIIMYAIOIINECS] CTETICHBI0 HapyIleHUs] abcopOIMu Kajblis B
kuieyHuke. [lpy mepBoM BapmaHTe HAOIIOMAIOTCS 3HAYMTENBbHAS 3a/IepXKKa (PU3UYECKOro
pa3BUTHS, TSDKENIOE TEUCHHE 3a00JICBaHMS C BBIPAKCHHBIMH KOCTHBIMU JIe(hOpPMAITHSIMH,
TUITOKAIBLMEMHYS, TUINOKAINEMHS, 3HAUYNTEIbHbIA BTOPUYHBIA TUIEPNAPATUPEONIN3M,
CHIDKEHHOE YCBOCHHE KaJIbIUSI B KUIIICYHUKE. BTOPOI BapuaHT XapakTepu3yeTcss YMEPEHHOU
3a7eP)KKOM  (DU3MYECKOTO Pa3BHUTHS, OTHOCHTEIILHO JITKMM TEYeHHEM 3a00JICBaHUS C
HE3HAYUTEIILHBIMU KOCTHBIMH JIe(hOpMAIIMsIMUA, HOPMOKAJIBIIMEMUEH W HOPMOKAIMEMHUEH, a
TaKKe HOPMAJTbHBIM YCBOCHHEM KAJTBIIUS B KHITICYHHUKE.

OCHOBHBIMM KPUTEPUSIMU JIMATHOCTUKHM TIOUEYHOTO TYOYJIIPHOTO aIlui03a SIBIISTIOTCS:
paHHee HayaJlo 3a00JieBaHUs, 3ajepkKka (DM3MUECKOE Pa3BUTHS, BaJIbIYCHBIE JehopMarmu
HIDKHUX KOHEYHOCTEH, BBIPOKEHHBIM METa00JMUecKuid anuao3, BbICOKM pH  Moun,
TUTICPKATIBIIYPHs], HEPPOKATBITMHO3.

JuddepeHimanbHplii  AUAarHo3 MPOBOJAT ¢ 3a00JICBAHMSAMM, TPH KOTOPBIX ITOYCUHBIHA
TyOYJIApHBIN alMI03 MOXKET OBbITh JIMIIb CUMITOMOM OCHOBHOM mMartosnorud. B stom ciyuae
JIMarHOCTHKa 0a3upyeTcsl Ha yueTe IPU3HAKOB BEAYILETO 3a00IeBaHMSI.
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OCOOEHHOCTBIO JIeYEHHsI TTOYEYHOrO TYOYJISIPHOTO aluzo3a sIBJISIETCS HAIPaBIEHHOCTh HA
KOPPEKLIMI0 METa0OIMYECKOro aly03a, TUIOKAIMEMHUM C MOMOIIBIO OMKapOOHATa HaTpus,
MpernapaToB Kauus, IUTPATHBIX cmeced, muMedochona. [lpu sBreHMsX ocTeomopo3a H
OCTEOMAJIILIMM TIOKa3aHO HA3HAYEHHWE IMpernapaTtoB BUTamMuHa D wim ero MeradboIMToB
(HavanbHBIe cyTouHbIe 10361 BUTamuHa D 10 000—20 000 EJI, makcumansabie — 30 000— 60
000 E/I; cyrounsle 103b1 okcueBuTa 0,5—2 MKT), TpenapaToB KaIbIHS JO0 HOpMaIU3aliu
€ro ypoBHs B KpoBu. [Ipn okcaaTHO-KaIbIMeBOM HE(PPOIUTHA3E PEKOMEHAYIOT OKUCh MarHUsI
no 0,2—0,25 T B cyTKu Kypcamu 1o 3—4 HeJl. B TeUeHHE JUTUTEILHOTO BpeMeHH, 15% pacTBop
mumedocdona B CyTOUHOM 103€ 1 MJT Ha 5 KT Macchl Tena, a TakoKe MCKITIOUYEHUE U3 palMoHa
MPOJIYKTOB, OOrarbIx OKcajaTaMu (IaBeib, IIIMHAT, TOMATHBIA COK, LIOKONAam W JIp.).
JlexapCTBEHHYIO TEpario MPOBOAAT Ha ()OHE OOIICYKPEIUISIOIIErO JEYEHHS C BKIIIOUEHUEM
MIEJIOYHBIX MUHEPATBbHBIX BOJ, (PPYKTOBBIX COKOB, OTpaHUYEHHH OCJIKOB KUBOTHOTO
TPOUCXOXKICHUSI, UCTIOIIb30BaHUEM KOMILIEKCAa BUTaMUHOB (A, E, rpymiist B).

[lox BIMAHMEM KOMILIEKCHOTO JIUEHHUs] y OOJBHBIX YIIYYIIAIOTCS OOILEe COCTOSHHUE,
nokazaresi  (poc(hopHO-KaIBLIMEBOTO OOMEHA, AKTUBHOCTh IIETOYHOM (hocarassl KpoBH,
OTPEIECTIACTCS. TIONIOKUTENIbHAS TMHAMUKA PEHTTEHOJIOTUYECKOW KapTUHBI CTPYKTYPHBIX
W3MEHEHU KOCTHOM TKaHU, OCOOBIM KOHTPOJb MPOBOAAT 3a IOKA3aTeNIsIMH KUCJIOTHO-
ocHOBHOTO coctostHusi (neduimt BE), pH moun, ypoBHem kanbimis u (ochopa B Kposw,
OIpe/IENIEHNE KOTOPBIX JIOJDKHO OCYIIECTBISThCA 1 pa3 B 7—10 guei.

XUPYpPruuecKkoe JIEYEHUE PEKOMEHIAYIOT TOJBKO JETSAM C BBIPAKEHHBIMHU KOCTHBIMHU
nedopMalsMi HIDKHUX KOHEYHOCTEM, KOTOpBIC 3aTPYIHSIOT MX IMEPEABWKEHHUE, MPU 3TOM
HEeoOX0/IMMa JBYXTOJIMYHAs CTAa0MIIM3ALIMS] KITMHUKO-OMOXUMHYECKUX MTOKA3aTelIei.

3ananue 2.
TecToBBIH KOHTPOJIb

1.V pebenka ¢ rematypueil s moarBepxkiaeHus auarHoza HH BaxkHO BBISIBUTH
CHEAYIOIIUE CUMIITOMBI:

a.TyTOyXOCTb

0.remaTypus

B.IIATOJIOTUSI 3pCHUS

I. TUCIIa3us Ta3o0eapeHHoro cycrasa.pazsutueXI1H B panHem neTckom Bo3pacrte.

2.Hannure MasibIx aHoMaJiuid XapakTepHO
a. HH

0. TyOynonaruu
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B. TIIOMepyJIoHe(ppHUTa
I. TU3MeTab0IMuecKoi HeponaTHH
1. KUCTO3HOU OOJe3HHU.

3.MakcuMarbHasi SKCKpELHs OKCAIAaTOB HAOIOAAETCS:
a.B HOYHOE BpeMms

0.paBHOMEPHO B TEUEHHE CYTOK

B.B [IEPBOM ITOJIOBUHE JTHS

I BO BTOPOW ITOJIOBHHE JTHS

n.c 12 no 15 gacoB mus1.

4 Beicokasi 4acTtoTa (YHKIIMOHAJIBHOM  OCTpPOM  TMOYEYHOW  HEAOCTATOYHOCTHU

XapaKTepHa:

a. I71s mpemnyO0epTaTHOTO nepruoaa
0. 11 myOepTaTHOTO Nepuoaa
B. ISl IEPHOAa HOBOPOXKICHHOE

5.Haubonee wuHMOPMATUBHBIM «MapKEPOM» dbopmupoBanus XITH
MOBBIIICHUE B KPOBU YPOBHS:

A .MOUYEBUHBI

0. KpeaTHHUHA

B. XOJICCTEpHUHA

r. Oenka

6. Ilpu XIIH mnapymaercs ¢QyHKIUS CIEIYIOMMUX OTAEJIOB
HedpoHa:

a. KITy0O4YKOBO.KaHAJIBIIEB
B..OJHOBPEMEHHO KJTyOOUKOB 1 KaHAJIbLEB

7. Xapakrepubimu a1 XITH napymenussmu GyHKUNNA TOYEK SBISETCA:
a.JICKOMIIEHCUPOBAHbIC HAPYILIEHUS (PUIBTPALMU U KaHAJIBUEBbIX (PYHKIUI
0.KOMIIEHCUPOBAHHbIE U CYyOKOMHEHCUPOBAHbIE HAPYIICHUS

r.TOTaJbHbIE C HApYILLIEHHEM reMocTa3a(roMmeocTasa)

8..ITpu ocMoTHYECKOW PUTHAHOCTU U nojaumypuu rpu XITH:
a. TUCOYHKIUS AUCTANBIIOTO OT/Aea TyOYIsIpHOTO anmnapara
0. yMEHbILIEHUE MACChI IEUCTBYIOIINX HEPPOHOB
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9.11oBbIIEHHBI 00BEM CYTOYHOM MOYH Ha3bIBAETCS
10Hu3kHe nokasaTenu yAeIbHOr0 Beca MOYM 0003HAYaAK0TCs Kak-

1 1.3&,[{619)}(1{3. a30TUCTBIX META0OIUTOB B KpOBH HA3bIBACTCA-

12.0nurypueii Ha3pIBa€TCs CHUYKEHHE AUYPe3a OT CYTOYHBIX BO3PACTHBIX BEINYMH:
a. Ha- 1\2

0. Ha-1\3 3.

B. Ha2\3

13.IlpyurHamMul pa3BUTUS TYOYJIOMHTEPCTUIIMAIBLHOTO HepHUTa MOTYT OBITH CIIEMYIOIINE
(baxTopsI:

a.BPO>KICHHBIC

0.HaCJIE/ICTBEHHbIC

B.IIpHOOPETEHHbBIE

I'.BCE BBIITICTICPECUHCIICHHBIC.

14.Jlnarnoctrka3aboieBaHU OPTraHOB MOYEBOI CUCTEMBI MTPEAYCMATPHUBAECT:
a.TIIATEebHO COOpPaHHBINM aHAMHE3,BKIII0Yasi T€HEOJIOTMYeCKU

0. u3mepenne AJl 1 yrouHeHue auypesa

B JTMHAMHUYECKOE UCCIEOBAaHUE AHAIN30B MOYU

r.Y3U u npu He0OOXOAMMOCTH PEHTTEHOYPOJIOrHYECKOe 00CIeI0BaHIE
11.BCE TIEPEUNCIIEHHOE.

15./Ilunamuueckast HeppoCTUHTUTPAUS BBISIBIISET:

a.pa3zieabHYI0 PYHKIIMIO TOYEK

0.byHKIUIO KITyOOYKOB

B.pa3JeIbHO CKOPOCTh KITyOOUKOBOM (PHIIBTpAIINN KAXKIOM MOYKH
r.ronorpaduio u pa3mep Movek.1.Bce MepeurcieHHOE.

16.IlokazannemM Jis TPOBENCHUS BHYTPUBEHHOW yporpaduu  SBISIETCS  BCE
MIEPEUYHCIIEHHOE ,3a UCKITIOUCHUEM:

a. 6oJielt B )KUBOTE

0.CTOMKOM JEHKOLUTYPUU
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B.TPaBMOI1 OPIOIIHOM MOJOCTH € 3aIEPHKKON MOUCHUCITY CKaHHS
I.OCTPOTO Nepro/ia rioMepynoHedpuTa 1.BHE3aMHO MOsIBUBIICHCS
reMaTypHen.

17.K memOpaHocTabmiM3aTopaM OTHOCSTCS Mperaparhl :
a.IPeTHU30JIOH
0.xcuaudoH
B.TOKO(epoJ
T a30THATPUH
1.3Bepo0oii ¢ BuUTaMuHOM C

OTBETHBI HA TECTOBBIE BOITPOCHI
l.a.0.r.o..
2a0rn

3.a

4.8

5.0

6.0

Ta

8.a

9. mommypus

10. I'mocTerypust
11.a30TemMus

12.8

13.T

14. o

15.6

16.T

17.a,0,8,1.
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3ananue 3
[IpoBepuTh ycBOCHHE 3HAHUW U YMEHUH HEOOXOJMMO MPU PEUICHUU CIEAYIOUIUX
KIIMHUYECKUX 3a/1ay.
CuTtyalmoHHbI€ 3a]]a41

3agaua Nel

Manpuuk 12 15eT, TOCHUTATM3UPOBAH B DHIOKPUHOJIOTHYECKOE OTICICHUE C
JMArHO30M CaxapHbIA TuaderT.

N3 anamnesa: poauics B Cpok OT 1 OepeMeHHOCTH, OEpPEeMEHHOCTb U POJIbI
MpOTEeKaIX HOpMajdbHO. POoCc M pa3BuUBajics HOPMAJIBHO, PEKO OOJIEET MPOCTYIHBIMU
3a00JIeBaHUSMH, 32 MECSI] IO TIOCTYTJICHUS] MaMa 3aMeTHIIa, YTO MaJIbYUK CTajl 9acTo
MOYHTHCS. 3a 2 THS 710 MOCTYIUICHHSI CIaH aHaJU3 MOYH, BBIABIICHO: caxap B Mode 2,0

OOBeKTUBHO 00IlIee COCTOSTHUE CpPeIHEN TSKECTH, KadyeTcs ma oOIIyr cladoCTh.
du3uveckoe pa3BUTHE COOTBETCTBYET Bo3pacTy. CO CTOpPOHBI JIETKUX H CEplle
naHHbie 0e3 martosiornu. JKUBOT MSTKUN, TMEYEHb U CEJle3€HKa HE YBEJIMYCHBI,
MOYHTHCS 4aCTO.

Anamu3 kposu: Op. 4,7¥1071 ; Hb- 140 r/n ; nmetik-6,2*10/11; 3-2%; 1-1%, ¢/1-65%,
nM-25%,

MoH-7%, COD-12Mmm/gac.

buoxumuyeckuii ananu3 KpoBu: oOwmui Oenok-68 r1/1, KpeaTUHHH-70 MKMOJB/I,
MOYEBHHA-

6,2MKMOJIB/J1, caxap-4r/1, Ca-2,1 MkMoaw/i,F-1,8 MKMOJIB/JI.

AHanmm3 Mo4H : OeJIKa HeT, JeHKOUUThI-1-2-3 B 11/3 , B CyTOUHOM Moue caxap-3,0.

Bomnpocesr :
1)I[TocTraBbTE TUATHO3
2)O00CHYHTE MaTOTCHETUYECKUE MEXaHU3MBI TIIFOKO3YPUHU
3)KakoBa TakTHKa BBEJCHHUS OOJBHOTO

3ajgaua Ne2

Manpuuk 9 JeT.,MOCTYynI B OT/ICTICHUE C JKajo0aMu Ha U3MEHEHUs B aHAIM3ax
MOYH,IIOHMKEHUE  Ciiyxa.Mallbuuk OT BTOpPOM OEpEeMEHHOCTH,ITPOTEKABIIEH C
TOKCUKO30M,BTOPBIX CPOYHBIX POAOB(MEPBBIN PEOCHOK ,MAbYUK ,yMEp BO3pacTe
11 ner oT mo4Ye4yHOW HENOCTATOYHOCTH, CTPaJail CHUKEHUEM CiyXa C 3X JIeT).
Hacrosimue poast B cpok.Macca nipu poxxaeHnn2800r..;yimHa SO0cM. 3akpuyan cpasy.
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Ileprio1 HOBOPOXKIEHHOCTH MpoTeKa 6e3 ocooeHHocTel. bonen OPBU penko(2-3 pa3zas

roa). ...B3roma,mocie nepeHecenHoro OPBU,B ananuze mouu ObLIN
BBISIBJICHBL:T€MAaTypUs,HE3HAUNTEIIbHAS JIEUKOLUUTYPHS, MPOTECUHYPHUS .C
JTAArHO30M»XPOHUYECKU I He(pUT,reMaTypuIecKas dbopmar MaJIbUYHUK

HEOJTHOKPATHO JICUHJICS 10 MECTY KHUTENbCTBa,2Pdekra He Obut0.Ctan oTcTaBaTh
B (umsmueckom paszutuu. llpu moctymieHun B HE(PPOIOTUYECKOE OTIEICHUE
COCTOSIHME cpelHell TshKecTu,0JeleH .0TEeKOB,acTo3HOCTH HeT.OTMevaroTcs
CTUTMBl JU33MOpUOTeHe3a: TUIEePTENIOPU3M.IMUKAHT,BBICOKOE He00,aHOMaTbHAS
dopma YUIHBIX PAKOBUH,MCKpPHUBIEHHE MH3UHIA.CO CTOPOHBI JIETKUX U Cepla
nanabple 0e3 marosorun. AJ[-105\55MM.pT.cT. JKUBOT MSITKHiA ,0€300/1¢3HESHHBIM.

Anamm3s kposu: 9p. 3,5* 10/m ; Hb- 126 1/i ; neiik-8,5* 10/m; 3-2%; m-1%, ¢/s1-66%.
mm-23%, M-8%, COD-10mm/gac. buoxumudeckuii anamu3 KpoBH: oOmuid 6emok-70
r/JI, KpeaTHHUH-60 MKMOJIb/J, MoueBHHA-4,3MIIMONB/NT .Kaui-4.1MOIb\I, HaTpUii-
135mmonTt\n,rmoko3a-4.3\in.  KiryboukoBast GpuibTpanus(mo KIMPEHCY 3HJIOTCHHOTO
KpeaTWHUHA)- /5 MJI/MUH, .KaHaJbleBas peadcopOius Boab-98,5%.

Anamu3 moun : yua. Bec- 1011, 0emok-0,033%, neHKOIUTHI-7-6 B 1\3,9pUTPOLUTHI-
.6onbioe konuuecTBo. CyTouHas skckpenust 0enka-0,234 mr/24y.

[Tpo6a no 3umanikomy: JIJI—750, HJI-900. konebanns yua.Beca-1010—1017.

1) chopmynupyiTe AMArHo3 COrIACHO Kiaccu(UKaIMu
2) 00OCHYHTE TUarHo3
3) OOBACHHUTE KaKI0€ MOJIOKEHNE BBICTABJIICHHOE B (DOPMYJICpOBKE AHArHo3a.

3agauaNe3

Manpunk 10 jieT ToCIUTaTU3uPOBaH C Kajgo0aMu HA OTEYHOCTh , U3BMEHEHHS IIBETA
MOYH , OOJIEH 2 JIEHb

N3 anamuesa: 3a 2 Henenau A0 TMOSIBJCHHUS BBINMIE YKa3aHHBIX »Kajo0, MEepeHec
dbomukynspHyr0 aHruHy. Poawics B Cpok 0T3 HOPMaJIbHO MpOTEKaBIIEH
o6epemenHoctu. Penko Ooseer )

OOBEKTUBHO COCTOSIHUE TSDKEJIOe, BRIPAKEHBI OTEKA Ha JIUIIC, HUKHUX KOHEYHOCTSIX
B OpromHoW monoctu /acuuT. Ham merkumMm  BE3WKYJSIPHOP — JbIXaHUE,
MPOCTYIIMBAETCA HA BCEM MPOTHKEHUHA. PUTM CEpAEUHBIX COKpAIlEHUN HPAaBEJIbHBIN,
TOHBI CepAlla NPUTIyIIeHbl.3eB YUCTbIA. JKUBOT MATKUM, MEYEHb H CEJIE3€HKA HE
yBennueHa. Moya KpacHOBarasi, My4Hasl.
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Anamus kposu: Dp. 4,2*% 10/1 ; 1 Ib- 130 /i ; neiik-8,5* 10/m; 3-5%; 1-4%, c/1-67%,
mmM-20%, mor-6%, COD-25MMm/gac.

buoxumuyecknii aHammM3 KpoBH: oOmui Oenok-58 r1/m, kpeatnHH-90 MKMOIB/I,
MOYeBUHA-6,2

MkMoITb/11. Kimy6oukoBas ¢unbTpanus- 50 Mu/MUH ,KaHAIBIEBas peadCOPOIUs BOIbI-
98,9%,|)-

nunioniperen bl 45 en( HopmS0)

Anamu3 Mouum : yxaenbHbIM Bec- 1020, Oenok-1,2r/m, nedikomutel 7-8 B 11/3,
SPUTPOLIUTHI

CILJIOIIb.

ITAJIOHBI OTBETOB

3agaua Nel

1. [ToyeyHas TIOKO3ypHSL.

2.3a0osieBaHME CBS3aHHO C M30JMPOBAHHBIMU HApYIICHUAMH peadcopOruu
TJIFOKO3bI B IPOKCUMAJIBHBIX KaHAJIBIAX.

3- ChenuanbHOIO JICUEHHUS MOYCYHOW TIIIOKO3YpUU B OONBIIMHCTBE CIIy4acB HE
TpeOyeTcss BaxkHo oOecrneunTh MpaBUILHOE MUTaHUWE OOJILHOrO, YTOOBI M30€KATh
neperpy3ku yriieBoJaMu, KOTopas crnocoOCTBYET BO3pAaCTaHUIO MOTEPh caxapa

3anaya No2

I-  Xponudeckuii (0OCTPYKTHBHBIN) mueIoHEPpUT ,da3a aKTHBHOTO BOCIIAJICHUS.
[IH1 ( maprmumanbHOe HapylieHHe (QYHKIHUUA TMOYEK IO TyOyJsproMy THUITY). 2a)
JlnurenbHoe TeueHue 3a00eBanus ( B TeYEHUHU 3-X JIET C 4YacTbIMU 000cTpeHusiMu) b)
[la ¢doHe BpOXKIAEHHBIX aHOMAUW- ynBoeHHE Mouek. B) B moue neikomutypus
HEUTPOPHUIBHOTO XapaKTepa.

B xpoBu neiikonuTo3 HelTpoduiabHOro xapakrtepa, yckopeHHoe COD. I
N3onupoBanHOE HapyIlieHHEe KOHIEHTpanmuoHHOW (yHkuu mouek JI) Hapymena
GyHKIUS JUCTATBHOTO OT/ENa KaHAJIbLEB- CIIOCOOHOCTh KOHLEHTPUPOBATh MOUY ( 110
JQHHBIM ITPOOBI 3EMHHITKOTO).
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3ajgaua Ne3

I.OcTpoiit rnoMepysIoHEPHT ¢ HapylieHueM (DYHKIIMM TOYEK HO TIIOMEPYJISIPHOMY
THUITY

2. CHmkeHa Ki1yOoukoBas (pUIbTpaIusl.
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