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Cemunap no teme: Bpo:xxieHHble U HacjeACTBEHHbIe 3200/1€eBAHUA - TOYEK.

Ob6ocHoBaHME TeMbI:

B mpoucxoxmaeHurn HaCIEACTBEHHBIX U BPOXKICHHBIX 3a00JICBaHUA IMOYEK UMEIOT
3HauUeHHE KaK TEeHETHYECKHE TaK W  CcpeloBbie  (DaKTOPHIL(IKOMATOIOTUIECKUE
Bo3aeiicTBus). Kpome

HACJICJICTBEHHBIX HedpormaTuii BO3MOXKHBI ~ HACIICJICTBCHHBIC  YpPOIIATHH |
Hepoyponatuu. [lpu obcnemoBanuu neteit okosio 30 % w3 Beel MOYeUHON MaTOJIOTHN
COCTaBJISIIOT HACJICJCTBECHHBIC M BPOXKJICHHBIC OOJIC3HH OpPraHOB MOYEBOW CHCTEMBI.
YacroTa Bcex HacneACTBeHHBIX O0ose3Heii OMC He u3BecTHA. 3HAHWE KIMHUYECKHX
CUMIITOMOB HACJICJICTBCHHBIX 3a00JICBaHUI ITO3BOJIUT MPUHATH MEPHI TI0 pAaHHEMY HX
BBISIBJICHHIO 1 COOTBETCTBYIOIIEMY BEJICHHIO OOJBHBIX.

CaywmareJb J0J5KeH 3HATD!

1. KnuHuueckue mposiBIECHUS HACIEACTBEHHOTO HedpUTa

2. KnuHudeckue MposBIECHUS Pa3IUYHbIX TyOyJIOnaTHil.

3.Hebxoaumpblit 00beM HcCIeI0BaHUM ISl TOTBEPIKACHUS IPEANOIAaraéMoro AMarHosa.
4.00beM TOMOTHUTENBHBIX METOAOB MCCIEIOBAHUS U UX MHTEPIPUTAIUIO
5.IIpuHUuUIBI paHHEW JUAarHOCTUKHU BPOXKIEHHBIX U HACJIeICTBEHHbIX 3a00aeBauid/ (1)
6. Kpyr 3aboneBanuii, C KOTOPHIMH HEOOXOAMMO MPOBOAMTH AU epeHIINATBHBINA
AMarHo3 IO BeAyIIeMYy CHHAPOMY y KOHKPETHOTO OOJIEHOTO.

Caymareyb 10JKEH YMEThb:

1. Boigenste 1 GopMUPOBATH BEAYIIUNA CUHIPOM.

2.IIpoBoants nudpepeHanbHblii AUArHO3 MO BEAYUIEMY CUHIIPOMY.

3. ChopmynupoBath TMpeArnoaraeMbiid (IpeaBapuTeIbHbIN) TUarHo3.

4.CocTaBuTh IJIAH JOMOJHUTEIHHOTO OOCJIEIOBaHMS OOJBLHOTO B 3aBUCHMOCTH OT
BEIYLIEr0 CHHApPOMA

5.000CcHOBaTh KIMHUYECKUH IUArHO3 B COOTBETCTBHUU C KIIaCCHU(UKAIIUCH.
6.Ha3znauuts neueHue

7.Cobpath aHaMHe3 3a00J1eBaHus, KU3HU, T€HEOJOTUUECKUN aHaAMHE3 .



IMopsiiok caMOCTOSITEIbHOI PadOTHI  OPAMHATOP MO CAMOMOArOTOBKE K

CEMHHAPCKOMY 3aHATHIO:

1. O3HakoMIJIEHHE C LUEISIMU U COJIEPKAaHUEM CEMUHAPCKOTIO 3aHATUS.

2. [IpoBepka ¥ BOCCTAHOBJIEHHE UCXOJHOTO YPOBHS 3HAHUM.

3. Teopetuueckoe ocBoenne OO/] (opueHTHPOBOYHOI OCHOBHI ICSITEIIBHOCTH).

4. ITpoBepka yCBOCHHUSI 3HAHUM M YMEHHM JJIsl peIIEHUs] KIMHUYECKHX 3a/1ay.
.IlonrotoBka HEACHBIX BONPOCOB W  TMOJIOKEHUW I  BBIICHEHUS  UX
CEMUHAPCKOM 3aHATHH.

Texnuueckue cpeacrsa:

Herarockonn.

JIEMOHCTpAaOHHBIA MAaTEpHAIL:

Ta6mwei(1)

PenTtreHorpammol

Uctopuu 601e3nu (B OTACTICHUNA HEPPOIOTHH )

Tembl cemuHapa:
I1nan npoBeeHNsI U COAEPIKaHUS CEMUHApA.
Temsl cooOreHus:
1. Onpenenenne TOHATUS BPOXKACHHAS M HACJIEJICTBEHHAs IATOJIOTHSL.
Hacnencreennsiii HepHuT.
TyOynonaruu-onpeaeneHue U o01as XapakTepuCTUKA.
Buramun J[-pe3UCTEHTHBIN paxuT.
Buramun /[-3aBUCUMBIN paxuT.
bonesns ne Tonn JleOpe PankoHU.
[Toueynasi TIIFOKO3YpHAL.

No bk wd

[Toyeunslit TyOyIspHBINA ala03.

Ha



[i1an npoBeieHUs U CO/IepPKAHUE CeMUHApPA.

No | Dransl 3anaTus OcHaiienue Mecto
1. |[Kontponp wucxomHoro ypoBHs|TaOmuis. Hedponoruueckoe
3HAHUN UHTEPHOB Uctopun  Oome3Hew,|oTaeneHue, ydeOHas
BBITTACKU (B|[kOMHaTA.
2. |TeMbl COOOIIEHHSI HHTEPHOB: OTZICJICHUU
Onpenenenue MOHSTHS-|He(DPOJIOTHH )
BpOXKICHHAs W HaCIEJCTBEHHAas| PEHTreHOrpaMMBbl.
IaTOJOTUSA HacnenctBenubii
HepHUT.

3. |Tybymnomatum —onpenencHue,
Butamun /[- 3aBUCUMBINA paxwur.

4. |Butamun J-pe3ucTeHTHbIN
paxwur.
bonesnr ne Touu Jebpe

5. |DankoHU
6. |[loueuynas riaroKo3ypus.

7. |TTOYEeYHBIN KaHaJIBIIEBBIN
arumIos.

8. |[Pazbop  wuctopuit  Oose3Hw,
BBITMICOK, PEHTTEHOTPaMMBbI

9. |KoHTpoibh KOHEYHOTO Y

POBHSI YCBOCHHSI MaTepHaa.

Knunandecknit paz6op OOJNBHBIX MPOBOAMUTCS B TajiaTe, OPAMHATOPHI JTEMOHCTPUPYIOT
BBISIBJICHHE CHMIITOMOB  3a0OJieBaHUS, TEXHUKY MaHyallbHBIX HCCJICIOBaHUM,
aHAMM3UPYIOT JIaHHBbIE JabopaTOpHBIX HcchefAoBaHWil. B ydeOHOIl KOMHaTe
O0OOCHOBBIBAIOT MpEIMNoJaraéMblii JAMarHo3 M TakTHKy JedeHusd. [IpemonaBatenb
o0o0mIaeT U Jenaer BBIBOJ MO Kaxkaomy OonbHOMYy. [locie o6cykIeHus-TecTOBbIN
KOHTPOJb.



bJiok naopmanmu:

HACJIEJICTBEHHBI HE®@PUT Y JETEMN.

OTHONOTHS, TIATOTEHE3 HAC/IEACTBEHHOro Hedputa He u3y4yeHbl. Ilpeamonaraercsi, 4ro
3a00JIeBaHME CBSI3aHO C MyTallMell TeHa, KOHTPOJMPYIOIIETO CHHTE3 CTPYKTYPHBIX OEIKOB
MOYCUHOM TKaHH, a Taloke Jpyrux opraHoB. CyllecTBYeT JBa BapHaHTa HACJIEJACTBEHHOTO
HedpuTa - CUHIPOM AJIBIIOpTa U remMaTyprdeckuii Hedput. bonee Tspkernoe TeueHne 6ome3Hn
HAOJTIOIAETCS Y JIMIL MY>KCKOTO TI0JIa, YTO CBUJIETENILCTBYET O BO3MOXKHOCTH HACTIEJIOBAHUSI 10
JOMUHAHTHOMY THUITY, YACTUYHO CLICTUICHHOMY C TTOJIOM.

Knununueckasi kapTuna Hepura.

I'emaryprdeckuii BApMaHT HAUMHACTCSI HE3aMETHO, MOYEBOM CHHAPOM BBISIBIISIETCS CITy4YaiiHO.
Oreku U apTepualibHasi TUIIEPTEH3USI OTCYTCTBYIOT, HO MOSIBJISIFOTCS MPH Pa3BUTHU TOYEYHOU
HEJIOCTaTOYHOCTH, KaK MpaBWJIO, B IMOJPOCTKOBOM BO3pacTe WM Y B3pocibiX. MoueBoii
CHH/IDOM XapaKTEepU3YeTCsl SPUTPOLIUTYPUEH pa3IMYHOW CTENEHH - OT HE3HAUYUTEIHHOIO
VBEIMYEHHSI KOJIMYECTBA JPHUTPOLMTOB JO Makporemarypud. (OOHapyKHBaIOT —TaKkKe
YMEPEHHYI0 TMPOTEUHYPUIO U Y HEKOTOPBIX JETEH - TNPEXOIALIYI0 JIEUKOLMUTYPUIO.
bakrepuypuu, kak npasuiio, He ObiBacT. buoxummyeckoe HCCIeIOBAaHNE KPOBU HE BBISBIISCT
BBIPQ)KEHHBIX C/IBUTOB, Y HEKOTOPBIX JETel MOXKET HaOMI0AAThCs HEpe3Kas JUCTIPOTEUHEMUS U
runepyurmiemust. [laprmansaeie GyHKIMY MOYEK B TEUEHUE UTUTEILHOIO NIEPHOJIA OCTAFOTCS
HEHapyIICHHbIMY, WHOTAA BBIIBISIETCS THUIEPAMUHOALMIYPUS TEPErpy30YHOIO WM
peHaTbHOrO THMA. bonee TshKemble MPOSBICHUS XapaKTEepU3YIOT CHHAPOM AJbIOpTa, MpH
KOTOPOM HMMEETCSI COYETAHUE TMOPAXKEHHs IMOYEK, IJ1a3 M TYrOyXOCTH. B cBfi3u ¢ TeM 4TO
TYrOyXOCTh Pa3BUBAeTCS B TIO3[HUX CTaausix Oose3Hu, paHHee muddepeHImpoBaHie
cUHIIpoMa AJIbIIOpTa MOXKET OKazaThCsl 3aTpydHUTENbHBIM. [lopakeHue ciryxa o0ycIOBIEHO
MOpPKEHUEM CITyXOBOTO HEpBa WM KOXJICAPHOTO ammapara U y HEKOTOPHIX OOJBbHBIX
BBIABJISICTCS. TOJIKO MpPU ayAMOMETPUYECKOM HCCIENOBaHUM. Y OOJBIIMHCTBA JIETEl C
HACJICJICTBEHHbIM ~ He()pUTOM  OOHAPYKUBAIOTCS  CTUTMbl  JU3IMOpHUOTeHe3a B BUJIC
AQHATOMUYECKHX AHOMAJIMM CTPOECHHMS MOYEBOM CHUCTEMbI, a TaKKe BHEIIHUE CTUTMbI
(rumepTenopu3M, aHOMAITMK CTPOEHHUS YILIHBIX PAKOBHH, MAIBLIEB PYK U HOT).

st Tsokenbix (JopM HACTIEACTBEHHOTO He(puTa XapaKTEepHO MPOTPEAUEHTHOE TEUCHHE C
MOCTETICHHBIM Pa3BUTUEM XPOHHUYECKON MOYEUHON HEIOCTATOUHOCTH.

JInarHo3 HaCIIE/ICTBEHHBI HE(PPHUT OCHOBBIBACTCSI HA BBIIBICHUH OCHOBHBIX IPHU3HAKOB
OOJNIe3HN, aHaMM3e POJOCIOBHOM peOEHKa, OOCIEIOBAaHUU OMMKANUIIMX POJICTBEHHUKOB.
Hamiume MHOKECTBEHHBIX CTUTM —COCAMHUTENHFHO-TKAHEBOTO JIM39MOpHOTEHE3a TaKKe
YKa3bIBa€T HA BEPOSITHOCTh HAcJeACTBeHHOro Hedpura. [lpm Tspkenbix (opMax mMokasaHa
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Ovoricysi TIOYEeK M THUCTOJIOTMYECKOE WCCIECOBAHUE TMOYCYHOW TKaHW. MOpPQOIOrHIecKue
M3MEHEHUs] B TOYEYHOM TKAHW XapaKTepU3YyIOTCS HaMureM (OKaIbHO-CETMEHTApHOIO
nporepaTUBHOIO TJIOMEPYIIUTa, JUCTpodUel SIUTeNHs MPOKCUMATbHBIX M arpodueit
JMCTATBHBIX KAHAJBIIEB, MHTEPCTUIMATLHON KJIETOUHOM WH(UiIbTpammed u ¢GuoOpo3oM C
HAJIMYMEM '"TICHUCTBHIX KJIETOK'. DJIEKTPOHHO-MUKPOCKOMMYECKOE HCCIICIOBAHUE BBISBIISICT
WCTOHYECHHUE 0a3aTbHON MEMOpPAHBI IIIOMEPYIL.

JuddepeHuuanbHblii  IHArHO3 TPOBOAAT ¢ JUGQy3HBIM  TIIOMEpYIOHE(HPUTOM,
MOYEKaMEHHOU 00JIe3HBIO, MUETIOHS(HPUTOM, TYOYIOTIATHSIMH.

JleueHne HaceICTBEHHOTO He(pUTa MPEICTABISIET TPYIHYIO 33/1a4y B CBSI3H C OTCYTCTBUEM
YEeTKMX 3HAaHUM O maroreHe3e Ooje3HW. B KoMIuiekce TepaneBTHUECKUX MEpPOIPUSTHIA
UMEIOTCSL OOIIME 3NEMEHThl JJIsI BOCHAIUTENBHBIX 3a00JIEBaHMM IOYEK: TMpaBUIIbHAs
OpraHmzalysl peXuMa cHa W OOApPCTBOBaHMS pEOCHKA, CAHAIMS O4YaroB XPOHUYECKOM
UHGDEKINH, WCKITIOYEHWE W3 THINM OCTPhIX M OKCTPAKTUBHBIX BEIIECTB. AHTHOHOTHKU
HA3HAYalOT TOJNBKO TIPH HMHTEPKYPPEHTHBIX 3abosieBaHusaX. C IEIbI0  TOPMOXKEHHS
CKJIEPOTHMYECKUX M3MEHEHUI MOTYT OBbITh Ha3HA4YeHbI Mpenaparbl 4-aMUHOXWIMHOBOTO Psfa
(pe3oxuH- cyrouHas jno3a 5-10 MI/Kr, JUIMTENBHOCTH JieUeHHsT HE MeHee O Mec).
[ TIOKOKOPTUKOWIbI HE TMOKAa3aHbl. YIOBIETBOPUTENBHBIE PE3YJIbTaThl IOMYYEHBI OT
BUTaMHHOTEparu (MMMPUAOKCHH, KokapOokcuiasa), npumeHenuss AT® (mo 1 mi B/M yepes
neHb, 10-15 uabekimin).

Ba)xHO BBISIBUTH paHHHE NPU3HAKK XPOHUYECKOM MOYEYHOW HEIOCTATOUHOCTH, YTOObI HAYATh
JIeYEHWE IO MpOrpaMMe IHMaIu3 - TpaHCIUIAHTanus. U1 3Toro ciiemyer NepHOIUYeCKd
OIIPEIEIATL COAEPIKAHUE KPEATHHUHA B IUIA3ME KPOBH, MCCIIEIOBATh TI0KA3aTEN PaBHOBECUS
KHCJIOT U OCHOBAaHUI.

IIporno3. XITH npu remaryprdeckoM BapHaHTE HACJICJACTBEHHOrO He(ppHuTa TOSBISIETCS B
Bo3pacte 20- 25 net, mpu cuHIpoMe AJbIopTa - B 12-16 jeT (yarre y MaJTbuiKoB).

Ipodunaxrrka HacieACTBEHHOTO HEPpUTA HE pa3padoTaHa.



MMOYEYHAS I'TIOKO3YPUSA V JTETEN.

ITHOJIOTHSA, TATOTeHEe3 MOYeYHOM IJIyKO3ypHH.

[Toyeunast TITFOKO3YpHs Pa3BUBACTCS B PE3yJIbTaTe HACIICACTBEHHOTO JedekTa B (DepMEHTHBIX
CHCTEMaX TMOYEYHBIX KaHAIBIIEB, OOCCIEUMBAIONIMX peadcopOImio ToKo3bl. O MoueyHOM
[JIIOKO3YPUH  CIIEyeT TOBOPUTH B TEX CIIy4asx, KOTJa BbIICICHUE TIIIOKO3bl C MOYOU
TIPEBBIIIACT YPOBEHD (hr3rosiornaeckoit sxkckperun (200 mr/cyt). [1pu moyedHoM TITIOKO3ypUH
CYTOYHAs SKCKpEIHs TITFOKO3bI ¢ MOUYOH 00bIMHO cocTaBisieT 10-20 1, XOTS W3BECTHBI CITydan
nIroKo3ypuu, focturatomieit 100r. Yactora moyeyHoi moko3ypun cocTasisiet 2-3:1000; tum
HacJIeZI0BaHUs ayTOCOMHO-IOMUHAHTHBIH.

Kaunuyeckasn KapTHuHa NMoYe4yHOoM INIIOKO3YPHH.

Kimaudeckue cMOTOMBI (KpoMe TJIFOKO3YpHH) HAOMIOAOTCS TJIaBHBIM OOpa3oM B OUYCHb
TSDKETIBIX CITy4asiX ¥ 00YCIIOBIICHBI 3HAUMTENBHBIMU TIOTEPSIMU caxapa. bolbHBIE NCTIBITHIBAIOT
cJ1a00CTh, YyBCTBO ronoja. CTOMKMIA OCMOTHYECKHIA JUype3 (MONMYpUsi) CITYyKHUT MPUYUHON
Pa3BUTHS JeTHApaTalyy U runokameMur. C IeUIMToM YIIeBOJOB MOXKET OBITh CBs3aHa
3a/ieprkKa (PM3UUECKOTO pa3BUTHS peOCHKA.

/Inarno3 moye4yHasi rIIlOKO3ypHusi.

Kpurepusamu noueqHol NtOKO3ypHun SBJISIFOTCS:

1) moBbIIIIEHHAS] AKCKpEIMs TIIFOKO3bI MPU HOPMATLHOM COJIEPYKaHUM caxapa B KPOBH; 2)
HE3aBUCUMOCTb JKCKPEIIMU TJIFOKO3bI C MOYOM OT TOCTYIUICHHS YIJIEBOJIOB; BBIBEICHHE
TJTFOKO3bl OTHOCUTEJIBHO TIOCTOSIHHO KakK B JIHEBHOE, TaK M B HOYHOE BpeMs; 3) OTCYTCTBHE
M3MEHEHHMI YPOBHS caxapa B KPOBH ITPH MOCTYIUICHUH YIJICBOIOB; 4) WICHTU(HUKAIIMS caxapa,
BBIBOJJMMOI'O C MOYOM, Kak IJIFOKO3bI;, 5) HOpMaJIbHAs caxapHas KpuBas IOCJE Harpy3Ku
TJIFOKO30M.

Kpome caxaphoro nuabera, npu auddepeHIMaTbHON TUArHOCTUKE TOYEYHOM TITIOKO3YPUH
HEOOXOIMMO WMMETh B BHy MEIUTYPUH APYTOM TPHPOMBI, B YaCTHOCTH MEIUTYPHH TIPH
OCTPOM KaHAJIBIIEBOM HEKPO3€, IMPU TOKCHYECKUX MOPKEHUSIX MOYEK, "CTepOuIHbIN quadeT"
MpY TPUMEHEHUH TIFOKOKOPTUKOMIOB C JieueOHOM 1eblo, (pyKTO3YpHUIO, TEHTO3YPHIO.
[NonoxxutensHBIE TIPOOBI HAa caxap B MOYE MOTYT OOHAPYKUBATHCS TIPH JIOOPOKAYECTBEHHOM
(bpykrozyprn. OTCYyTCTBUE APYTUX KIMHAYECKHUX MPU3HAKOB B 3THX CITy4asx MOYKET MPUBECTH
K 3aKIIOYCHUIO O BO3MOXKHOCTH TIOUEUHOW Troko3yprn. HeoOxomuma waeHTHUKAIS
VTJICBOJIOB, BEIBOJTMMBIX C MOYOH.



[enyeT Takke WMETh B BUAY CIOXKHBIC CHHIPOMBI, TPH KOTOPBIX IMOYEYHAs FOKO3YpHS
NPOSIBISIETCS KaK YaCTHBIM TMpU3HAK: TIFOKO-aMuHO(poC]aT-TradeT, OKO-aMUHO-IUA0ET,
rmoko-ocdar- nuadber. JlaHHOE OOCTOSTENBLCTBO TpeOyeT s3aTelIbHOrO  HCCIICIOBAHUS
BEJIMIMHBI 3KCKpelnn (pocaToB M aMUHOKHUCIIOT Y *KJI0T0 OOTEHOTO MTOYEYHOM TITFOKO3YPHEH.

JleueHue MoOYEYHOM IIIOKO3YPHH.

MeTo/10B MaTOreHeTUUECKOM TeparmK 3TOro 3a00JIeBaHus HE CYIIECTBYET. BakHO ecrieunTh
MPABWJIBHOE TIUTaHUE OOJILHOTO, YTOOBI M30EKATh TIEPETPY3KH JICBOJIAMU M THITCPTIIMKEMHUH,
KOTOpasi CIIOCOOCTBYET BO3PACTaHUIO MOTEPh caxapa, Il Pa3BUTUM TUIOTJIMKEMHU MOXKET
BO3HUKHYTh HEOOXOMMOCTb B IIOJHHUTEIILHOM BBEICHUM TJIIOKO3bl, a MPU TUIOKATMEMHUH
1IEJIECO00Pa3HO  €ICHUE TMPOIYKTOB, COACpXAlMX OOJbIIME KOJNMYECTBAa Kamusl (WU3IOM,
MOPKOBB U JIp.).

[Iporuo3 61aronpHUsTHBIN.
[TpodunaxTrka: MeIMKO-TEHETUIECKOE KOHCYIbTHPOBAHUE

CXOI[HBIMI/I IIPU3HAKaMH C PAXUTOM O6JIaI[aI-OT anI/ITOHOI[06HI>Ie 3a00JICBaHHS - TpyIia
60H€3H€ﬁ, I[IPU3HAKK KOTOPBIX CXOAHBI C PaxUTOM, HO HC CBA3dHbI C ,Z[e(i)I/II_[I/ITOM
IMOCTYIIAIOOICTO B OpraHr3M BUTAMMHaA D. Ux BCAYHIMM IIPOABJICHUCM ABJLIIOTCA aHOMAJIMHI
CKCIICTA.

Buramun-b-pe3ucTeHTHBIN paxuT (cemelinbiii runodocdareMudeckuii paxur, dpocdar-
mabeT) XapaKTepu3yeTcsl JOMHHAHTHBIM THIIOM HAcJElIO0BaHMsS, CUEIUIEHHBIM C TOJIOM,
BO3MOXKEH Takke ayTOCOMHO-TOMHMHAaHTHbIA Tun (cM. HacnencrBenHocts). [larorenes
METa0OJIMYECKHX PACCTPONCTB MPU STOM 3a00JIEBAHUM CJIOKEH U B JOCTATOUHOW CTETIEHH He
uccrienoBad. Pa3Butue ero CBA3pIBalOT C NEPBUYHBIM HAPYLIEHUEM IIPOLIECCOB BCACHIBAHUS
Kanpiust (Kambimit) u @ocdopa B KUIIEUHUKE; C TMEPBUYHBIM JIe(EKTOM TpaHCIopTa
HeopraHnyecknx (ocdaTtoB B TMOYKAX M TOBBIILICHUEM YYBCTBUTEIHLHOCTH SITUTEIHS
KaHaJIbLEB- MMOYEK K JICMCTBUIO MAapaTrOPMOHA; C TEHETHMYECKH JETEePMUHHUPOBAHHBIM
COYETAHMEM 3THX HapYIICHUN; C CHHTE30M B opraHusMe (ochaTypuueckux METaboJIMTOB
BuTamuiHa D 1 HeoCTaTOuHbIM 00pa30BaHUEM 25-0KCHXOJICKATBIM(EPOia B ICUCHH.

3abomneBaHue TPOSIBISETCS y JIeTell B 1—2 roja, HO MOXKET Hayarhcs B OoJiee crapiiem
Bo3pacte. OCHOBHBIMH TIPOSIBTICHHSIMHA OOJIE3HU CIY’KaT 3a[epXKKa POCTa W BBIPAKCHHBIC
nporpeccupyroiye aegopMaiy ckeiaeTa, 0COOEHHO HMKHUX KOHEYHOCTEH (10 BapyCHOMY
tuity, D-00pa3Hble MCKpUBJIEHHMS), YTO COIMPOBOMKAACTCS HAPYILEHWEM MOXOAKH peOeHKa
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(«yTHHAsI TTOXOKA»); 3HAUMTENTbHAS OOJIE3HEHHOCTh KOCTEH ¥ MBIIIII, HEPEIKO MBIIICUHAs
TUIOTOHHMS;, TUNodocharemus 1 runepdocdaryprst mpr HOPMATEHOM COACPIKaHUH KaJIBIIUS B
KpoBH (mu(depeHIMATEHO-TMATHOCTHYECKII TIPU3HAK); BBIIBIISIEMbIC PEHTTEHOJIOTHYECKU
paxHTONMONOOHbIE  W3MEHEHMSI  KOCTeH, TPEHMMYIIECTBEHHO HWKHUX  KOHEYHOCTEH;
COXPAHHOCTH MHTEIUIEKTa y OOIBHBIX JACTEHl.

Butamub-D-pe3ucreHTHBII ~ paxuT ~— OTIMYAeTcs  BBIPAKEHHbIM  KIMHHUYECKUM
nommmopdu3MoM. B 3aBUCHMOCTH OT CpPOKOB MaHU(ECTalH, KIMHUKO-OMOXUMUYECKUX
0COOEHHOCTEH, UyBCTBUTEILHOCTHU 1 XapaKTepa OTBETHOM peakiy Ha BuTamuH D BeiaemstoT 4
KIMHUKO-OMOXUMHIYECKUX BapHraHTa 3a0oseBanus. [lepBblii BapraHT XapakTepu3yeTcsl paHHen
(Ha epBOM o1y KHU3HM ) MaHH(DecTalMel, HE3HAUUTEIILHOM CTENEHbI0 KOCTHBIX Jiehopmariui,
rurodocharemueii, rumnepdocharypueii, MOBHIIICHUEM YPOBHS MApaTropMoHa B KPOBH,
XOpOUIeH MEPEeHOCUMOCThIO BUTaMuHa D. Bropoii BapuaHT ommmuaercs Oosee mo3aHen (Ha
BTOPOM TOAy JKM3HM) MaHU(ECTaUueH, BbIPAKECHHBIMA KOCTHBIMUA W3MEHEHUSIMH,
riurodochareMueii, 3HaUUTENTHHOU THTiepdochaTypueii, pe3UCTEHTHOCTHIO K BBICOKHAM J103aM
ButamuHa D. TperseMy BapuaHTy MPUCYIIH TTO3THUE CPOKU TpOsiBIIeHUs 3a00J1eBaHus (B S—
6-meTHeM BoO3pacTe), TSKECTh IOPAKEHWH CKeJleTa, BblpakeHHas runodocareMus,
3HAUUTENILHOE CHIDKEHHE abcopOumu docdopa B KHUILEYHUKE MPU HOPMAIBLHOM WM
HE3HAYUTENTLHOM Tunepdocharyprn; 0TMEUACTCs TAKKE HEUYBCTBUTENILHOCTh K BUTaMuHy D.
UeTBepThlii BApUAHT XapaKTepU3yeTCsl MaHU(ECTAlMe Ha BTOPOM TOy KU3HU, YMEPEHHOU
CTENEHbIO KOCTHBIX Je(pOpMalvii, MOBBIIIEHHOW YyBCTBUTEIBHOCTBIO K BUTaMuHYy D
CKJIOHHOCTBIO K Pa3BUTHIO KJIMHUKO-OMOXMMHUYECKOW KapTUHBI TMIepBUTamMuHo3a D (pBorta,
TOIITHOTA, KK/, TUIIEPKATIBIIUEMHUSI, TH TIEp KaJl bIIMYD Usl U JIP.) B OTBET Ha HEOOJIBIIINE T03bI
ButamprHa D. Knmnnueckuii mommmopdusm, 0COOEHHOCTH TIaTOreHe3a W METa0OIMYECKUX
PaCCTPOWCTB, MIMPOKUM JMAa30H OTBETHOM PEAKIMU Ha BUTAMHUH D CBUAETEIBCTBYIOT O
TEHETUYECKOM TE€TEPOreHHOCTH BUTAMUH-O-PE3UCTEHTHOTO PaxuTa.

OCHOBHBIMM KPUTEPUSIMUA JTMATHOCTUKUA BUTaMHUH- D -pe3MCTEHTHOrO paxuTa CiyXKar:
KJIMHUYECKUE TIPOSIBIICHWST — BapyCHBIA TUII U TPOTPECCHUPYIOIIMN XapaKTep KOCTHBIX
nedopmalii HIPKHUX KOHEYHOCTEN C OTCTaBaHMEM (DM3MYECKOTO pa3BUTHS; JOMUHAHTHBIM,
CICTUICHHBIN ¢ X-XpOMOCOMOM THIT HACIICIOBAHUSI TTATOJIOTHH; OMOXMMHUYIESCKUE OTKJIOHCHHS B
O0OMEHE IIEKTPOJIMTOB — HHU3KUHN YpoBeHb ocdopa B CHIBOPOTKE KpoBH, Turiepdocharypusi,
HOpPMAJTbHBIC TIOKa3aTey OOIIEro Kajblsi B KPOBH (2,3—2,75 MMOIIB/T), TOBBIIICHUE
aKTUBHOCTH IIENIOYHOM (hocdara3bl KpOBU, TMOBBIINICHWE YPOBHS TAapaTrOpMOHa B KpPOBH,
CHIDKeHHE abcopOImuy Kbl U pocdopa B KUILICUHUKE; PE3YIIbTaThl PEHTTEHOJIOTMIECKOTO
MCCJIEIOBaHYs, MPU KOTOPOM BBISBIISIFOT J[Ba THIIA KOCTHBIX W3MEHEHWH: JTMOO W3MEHEHUS
SMU(U30B KOCTEH C PACILIMPEHUEM 30H MpoSMdeparyu Xpsia, TpyOOBOJIOKHUCTYIO CTPYKTYPY
KOCTA C TIPU3HAKAMU OCTEOMIHOW THWIEpIUIa3ud (IOJIHAs aHAJOTUsl C PaXUTOM), JIMOO
nopakeHue Merapu3oB yxe C(HOPMHUPOBABIICHCS KOCTH M TPOSIBICHUS OCTEOMAIALMU.

['ucronornyecku B KOCTHOM TKaHW OOHApY>KUBAIOT HAPYIIEHHUE CTPYKTYpbl KOCTHBIX KaHAJIOB
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U Tpalekys, mpoiudepalyio Xpsila, YeperaoBaHue YCHICHHOTO OOpa30BaHUSI OCTEOMTHON
TKaHH C YY4aCTKaMHU OCTEOIOpO3a.

Jleuenne ButammH- D -pesucteHTHOro paxura Kak W Apyrux P. 0., JOWKHO OBITH
KOMIUIEKCHBIM. OHO  HampaBJieHO HAa KOPPEKIMIO META0OJIMYECKUX  PacCTPOMCTB,
npoHIAKTUKY OCIIOKHEHUI U TIPEIYTPEXKICHIE NMHBATMAN3AIMY peoeHka. [lokasanmusamu s
JICKAPCTBEHHOW  TEpalMy  CIy)KaT: AaKTUBHBI TIpOLECC B KOCTHOM TKaHU (IO
PEHTCHOJIOTUYECKMM JIAHHBIM), TIOBBIILICHUE AKTUBHOCTH IIENOYHOM (ocdaTtazbl KpoBH,
NOBBIIIEHHAsT AKCKpelws QocdaToB ¢ MOYOM, MOATOTOBKA OOJBHBIX K XHPYPrAYECKOM
Koppekimy. OCHOBHBIMHM TpenapaTaMd B TEpalid BUTaMHH- D -pe3UCTEHTHOrO paxuTa
SIBJITIOTCST BUTAMHH U ero Metaboimthl. HayanmeHbele 10361 Butamuda D cocrasistror 10 OOO
— 15 000 EJ] B cytku. VX yBenu4uBaroT 1oji KOHTPOJIEM ToKazaTenel Kaiblus 1 Gocdopa B
CBIBOPOTKE KPOBH M MOU€, aKTUBHOCTHU IIEJIOUHON (pochaTasbl KpOBH, MCCIICTOBAHUS YPOBHS
KOTOPBIX JIOJDKHO TMPOBOAWTHCS Kaxiple 10—I14 nHell. MakcUMalbHBIE CYTOYHBIE JI03bI
BuTamrHa D B 3aBUCHMOCTH OT KIMHMKO-OMOXMMHYECKUX BAapHUAHTOB OOJIE3HH COCTABIISIOT:
nipu niepBom Bapuante 85 000—100 000 E/I, mpu Bropom 150 000—200 000 E/I, npu TpeTbeM
— 200 000—300 000 EM. Ilpu yerBeproM BapuaHTe OOie3HM Ha3zHaYeHHE BuTamuHa D
MPOTUBOMOKa3aHo. M3 MeTabommToB BUTaMUHA D MCTIONB3YIOT OKCHUIEBUT B CYTOYHOM J103€
0,25—3 MKr, mpu MpPUMEHEHWH KOTOPOro HEOOXOMMM OCOOEHHO CTPOTHA KOHTPOJIb 32
YPOBHEM Kasblius B KpoBH (onpenernsiercst 1 pa3 B 7—10 queit). B amMOynaTopHBIX YCIIOBUSIX
WCCIIEAYIOT MOUYy Ha CONEp)KaHHE KalbIMs IyTeM IOCTaHOBKH peakimy CyabKOBHYA.
[IpoTuBOMNOKa3aHUAME [ KOHCEPBATUBHOM Teparnuy BUTAMHHOM D u ero merabommramu
SIBJISFOTCS MHAUBUITyalIbHAsT HEMEePEHOCHMOCTh TPENapaToB, BhIPOKEHHAS TUIICPKATIBIINYPUSI
(6onee 4 MMONB/CYT.), OTCYTCTBHE aKTHBHOIO MpoIlecca B KOCTHOM TKAaHU TIO JaHHBIM
J1a0OpaTOPHBIX U PEHTTEHOJIOTMYECKUX HMCClieIoBaHni. B komruieke neyenus Butamus- D -
PE3UCTEHTHOTO paxWTa BKIIIOYAIOT MpEnaparhl KalblFs: TIIIOKOHAT KalbIs WM XJIOPHUI
Kanblws no 1,5—2 r B cytku) u ¢pocdopa (putra 1—1,5 r B cyTku, ramuepodocdar KaabLus
0,5—1r B cyrku). 1151 ysTydIIieHHs POIIECCOB BCACHIBAHUS KATBIMS U ocopa B KHITICUHUKE
PEKOMEH/TYIOT JUTHTENbHOE (5—6 Mec.) pIMEHEHHE KOHIIEHTPHPOBAHHBIX IIUTPATHBIX CMECEH
(HampuMep, TUMOHHAS KUCIIoTa 24 T, IMTpar Hatpus 48 T 1 AucTiinpoBaHHas Boaa 500 mur)
no 20—50 mi B cytku. B akTuBHO# haze Gone3Hu mpu Hamm4Iuu 00Jiel B KOCTSIX U CyCcTaBax
MOKa3aH TIOCTENILHBIA PEXUM TIPOAOJDKUTEIFHOCTRIO 0 2 Heda. B mepuos KIMHMKO-
J1a00paTOPHOM PEMHCCHUU U HAOMIOIEHUS OOJTbHBIX B aMOYJIATOPHBIX YCIOBUSX OIPAHUUMBAIOT
(uznuecKre Harpy3Ku, 3aHATHS (PU3UUECKUMH YIPOKHEHUSMH U JICYEOHBIN MacCaX MPOBOIST
10 CHELMAIBHON 1AIAIIEeH [POrpaMMe, Ha3HAYAKOT COJITHO-XBOWHBIE BaHHBI, OCYILIECTBIIAIOT
CaHaTOPHO-KYPOPTHOE JICUECHHE.

[Nokazarensimu 3GGEKTUBHOCTA KOHCEPBATHBHOW TEPANMU SIBIIIOTCS YIydIIEHHE OOIIEro

COCTOsSHMA 6OJ'JI>HI)1X, YBCIIMUCHUC TCMIIOB POCTa I[GTGﬁ, HOpMaJIM3alyAaA WIK 3HAYUTCIIbHOC
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yAydllleHre rnokazareseil pochopHO-KaIbIMEBOr0 0OMEHa, CHIDKEHHE aKTUBHOCTH ILIESIOUHOM
¢ocaraspl KpOBH U MOJIOKUTENbHAS TMHAMUKA CTPYKTYPHBIX U3MEHEHUI KOCTHOM TKaHH (10
JaHHBIM PEHTTCHOIOTUYECKOTO UCCIIEOBAHUS).

Xupypruyeckoe JiedeHHe BUTaMHMH- D -pe3uMCTEHTHOro paxwra CBOOUTCS K
KOPPUTHPYIOIIMM OCTEOTOMHUSIM KOCTEH TOJIeHel min OelpeHHBIX KOCTEH ¢ MOCIETyHOIEH
AMMOOWIM3AIEH  TOBS3KOM WM JTUCTPAKIIMOHHO-KOMITPECCHOHHBIM  alllapaToM.
OOs13aTeNbHBIM YCIIOBHEM IS TIPOBEACHUST XUPYPTHUECKOTO JICYEHHST CITYXKHUT JOCTIDKEHHE
CTOMKOH KIIMHUKO-OMOXUMUYECKON PEMHUCCUH B TEUEHUE HE MEHEE 2 JIeT.

Buramun- D -3daBucumblii  paxur  (mceBmoButamuH-II-meuiuTHeIN  paxur
TICEBIOPAXMT) SIBJISIETCS SH3UMOIIATUEN, KOTOpasi CBsi3aHa ¢ aedekToM (pepmenTa 1 -anbda-ru
JIPOKCHJIA3bl B MOYKaX, OCYIIECTBIISIIOIIETO MpeBpalieHue 25-okcuxonekanbimdepona B 1,25-
JMOKCHXOMNEeKaIbIM(epon. MeeT ayTOCOMHO-PEIECCUBHBIA TWI HACIEIOBAHUS, OJIHAKO
BCTPEUAIOTCA U CHOpaUYecKue Ciaydad 3a00JeBaHus, OOYCIOBJICHHBIC, BUIUMO, CBEKHUMU

TIEPBUYHBIMU MYTAIUSIMU.

[Tarorene3 BuTtamMuH- D -3aBUCHMMOro paxuTa MOXKHO IPEACTAaBUTH CIIETYIOIIMM O00pa3oM:
nepuimt 1 -anba- rUOpOKCWIIA3bl  TOYEK —>  HEJOCTaTouHblii  cuHTe3  1,25-
JMOKCUXOJICKATbIMPeposia —  CHWKEHHE aOCcopOlMM  Kajiblusl B KHUILIEYHUKE —>
TUTOKAJIBIIMEMHUSI — BTOPUYHBIN THUIIEpHIapaTupeo3 — HapyiieHne (ochOopHO-KATBIMEBOTO
oOMeHa — pa3BUTHE PAXUTONOAOOHBIX M3MEHEHUH CKeJleTa.

Kimmandecku maTosiorus BEISIBISICTCS Yallle BCETO B TIEPBbIE 3—25 Mec. )KU3HU peOeHKa (peke

0oJie3Hp HAaYMHAETCS B 3—D5-JIETHEM BO3pacTe). B HayalbHBIX CTaIUsIX XapaKTepU3yeTcs
(YHKIMOHATPHBIMI M3MEHEHUSIMU I1L.H.C. U BETETAaTHBHON HEPBHOW CHCTEMBI (IIOTJIMBOCTH,
HapyIlleHHe CHa, B3IparvBaHus M Jp.), K KOTOPHIM TO3/HEE MPHUCOSIUHSIOTCS KOCTHBIC
nopakenus. [locrneqaue oTIMYarOTCs MPOTPEIMEHTHOCTHIO, HECMOTPS Ha paHee TPOBEACHHYIO
NpoQMIIaKTUKy paxuTa WIM TPOBOJMMOE OOBMHOE aHTHUpaxXWTHUYeCKoe JieueHue. B
3aBUCUMOCTH OT TJIyOMHBI METabOJMYECKMX PACCTPOMCTB BBIICISIIOT JIBA  KIIMHUKO-
OMOXMMHYECKMX BapuaHTa BHUTaMUH- D -3aBHCHMMOTO paxwra: ¢ TSHKEIOW U YMEPEHHOM
CTENEHBIO BBHIPAKEHHOCTH OOMEHHBIX HapyIIeHWH W KOCTHBIX aedopmaruit. s mepBoro
BapriaHTa OOJIE3HM XapaKTepHBI CEphe3HbIE KOCTHBIC W3MEHEHMsl (BapyCHBbIE, BapyCHO-
cabneBuiHBIE AeOpMallUM HIKHUX KOHEUHOCTEH, JedopMaiiuy TpyaHOM KIIETKU, Yepera,
NPEIIICUHiA, PAXUTUYECKUE «UETKI», «OpacieTKn»; pUC. 2), BhIpAKEHHAs TUITOKATBIIACMIS
(1,4—1,7 mMMoJjb/1), BBICOKHME TOKa3aTed AaKTUBHOCTH IHEJIOYHON (ocharassl KpOBH,
HOPMATBHBINA WM CIIETKa CHIKEHHBIM ypoBeHb (Poc(haToB B KPOBH, IOBBIITICHHAS SKCKPEIIHSI
¢docdaToB M 3HAYNUTENHPHOE YMEHBIIICHUE BBIICICHUS Kbl C MOUOH, TeHepaIn30BaHHas
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rUnepaMUHOAIMAYpHS. PeHTreHOIOrHyecK OMpeessiioT TIIyOOKHE HapyIIEHUS! CTPYKTYpBI
KOCTHOHM TKaHW (T€HepaJIM30BaHHBIN OCTEONOPO3, MIMPOKAsi PaXUTUYECKasi 30Ha, HEPOBHOCTh
KOHTYpOB MeTau30B M Jp.). BTopoMy BaphaHTy CBOWCTBEHHBI JICTKWE WA YMEPCHHBIC
nehopMaIi KOCTEH MPEeNMYITIIECTBEHHO HYDKHUX KOHEYHOCTEH C HErpyObIMU CTPYKTYPHBIMU
W3MEHEHUSIMI KOCTHOM TKaHH TI0 PEHTTCHOJIOTMUECKIAM JaHHBIM, YMEPEHHAS TUTTIOKATHITACMHUST
(1,9—2,2 mmoutb/m). Pa3BuTHe TepBOrO BapHaHTa IMATOJIOTHH CBSA3BIBAIOT C BHIPAKCHHBIM
nedurTom 1,25-mokcrxomnekanbiud)epona, BTOPOro — CO CHIDKEHUEM UYYBCTBUTEIILHOCTH
OpraHoOB-MHUIIIEHEN K 7TOMY MeTabosmTy BuTamuna D.

OCHOBHBIMHM KPUTEPUSIMUA JITMAarHOCTUKU CITY>KaT KIMHUYECKUE TMPOSBICHUS], CEMEHHBIN
XapakTep 3a00JieBaHUsl C AyTOCOMHO-PELIECCUBHBIM THIIOM HACJEIOBAHUS, OTMEUCHHbIC
OCOOEHHOCTH METa0OJIMYECKHX CIBUTOB U OTCYTCTBHE 3(P@deKTa OT MNpPOBOAUMOIO
AQHTUPAXUTUYECKOro  JiedeHus: ButamuHOB D.  Haumbombiime — muddepeHimaibHo-
JIMarHOCTHUYECKUE 3aTPYTHEHUSI BOHUKAIOT TIPU pas3rpaHuueHuy BUTamuH- D -3aBrenmoro u
BUTaMUH-D-neuiutHoro paxura. B mosnb3y mepBoro CBUIACTEILCTBYIOT MPOrPECCUPYIOITUIA
XapakTep KOCTHBIX JedopMalii U OTCYTCTBME IPU3HAKOB HOPMAIM3AIMH KIIMHUKO-
OMOXMMHYECKUX TIOKa3aTesiel Mpyu KOHTPOJIbHOM JieueHnu BuTamuuoM D B noze 4 OOO E/JI B
CYTKHU B TeueHre 6—S8 HeJl., a Takoke HU3KHUNA YPOBEHb KaJIbIIMs M HOPMAILHOE Cofiep KaHue 25-
OKCHXOJIeKaJTbIII(heposia B KPOBH.

OCoOEHHOCTBIO JIeYEHUs] BHTaMUH-D 3aBHCHMMOrO paxura SBISIETCS HEOOXOIMMOCTh
3aMECTUTEIBHON Tepari OKCUIEBUTOM — aHAJIOTOM OMOJIOTMYECKH aKTHMBHOTO MeTaboimTa
ButampHa D 1,25-mmokcuxonekabimdeposia, CyTOYHbIE 10361 KOTOPOro coctaBisitoT 0,5—4
MKI' B 3aBUCUMOCTH OT WHIMBHIYaJbHON MEPEHOCHMOCTH TMpenapara U THKECTH TEUEHHs
3aboneBanusi. Mcrons3yror Takke ButamuH D B mozax ot 10 OOO—I15 OO0 EJl no 40
0O00—60 OO0 E]I B cytku. B xomImiekc je4eOHBIX CPEeCTB 00S3aTeIbHO PEKOMEHIYIOT
BKJTIOUATH Mpenapathl Kanbims u ¢ocdopa, ButamuHa A, C, E, iutpatHbie cMecH KypcaMu T10
3—5 wmec. IlonoxurenbHas JWHAMUKA TOKasaTene (ocqopHO-KaIbIIIEBOIO TOMEOocTasa
HaOro1aeTCsi 0OBIYHO uepe3 4—o6 Hell. Mocye Hadaia KOMITIEKCHOM Teparuu. [Tocie oTMeHbl
npenapaToB BUTaMUHA D MoxkeT pa3BuThCs (Hale yepe3 3—6 Mec.) peluauB 3a00JIeBaHMs,
IIO3TOMY JICUEHHE CIIEAYET MPOBOAWTH HENPEPBIBHO B TEUEHHE HECKONBKMX JieT. [Ipn paHO
HA3HAUEHHOW W aJICKBATHOM TEparvy KIMHAKO-OMOXUMHYECKHE TIPU3HAKKA OOJIC3HN y JIETeH
paHHEro BO3pacTa MOJBEPraroTcs 00paTHOMY pa3BUTHIO. B ciyuasx mo3aHel JMarHOCTHKY,
KOI'JIa YK€ UMEIOTCS TShKEIbIE U TpyOble neopMaliiil HUPKHUX KOHEUHOCTEH, 3aTpy/IHSIOIIIE
nepeBIKeHNe OOJIbHBIX, MOKa3aHa KOPPUTHPYIOIIAsi OCTEOTOMMS, YCIIOBUEM YCIIEIIHOTO
MPOBEJICHHST KOTOPOU SIBJISIETCS CTOMKAs KITMHUKO-OMOXUMHUYECcKast peMuccHsi B TeueHue 1Vo—
-2 JeT.
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BoJe3nb e Tonu — Jleope — Dankonn (rmokoamuHodochar-mradbeT) mpeacTaBiseT
coboii HamOomee TspKenoe 3aboneBaHue cpeau P. 6. Hacmemyercss mo  ayrocomHo-
PEIIECCHBHOMY THITY, OJTHAKO 3KCIPECCUBHOCTH MyTAHTHOTO TeHA B TOMO3UTOTHOM COCTOSTHUM
3HAYUTEFHO BapbHUPYET, BCTPEUAIOTCS CIIOPAJUUECKUe Cydad, OOYCJIOBJICHHBIC CBEXKEH

MyTaLHEH.

[lonarator, 4yTr0 B OCHOBE OOJIE3HHU JIEKAT TEHETUYECKH OOYCIOBJIEHHbBIE JE(EKThI
(dbepmenTaTBHOTO  (hoCHOPUIMPOBAHMS B TOYCUYHBIX KaHAIBIAX (KOMOMHUPOBAHHAS
TyOynonatusi). OTO MPUBOIUT K HAPYILIEHHWIO IPOIECCOB SHEProoOECIeUeHHUs] TPAHCIIOPTA
¢ochartoB, TITIOKO3bI 1 AMHUHOKHCIIOT B ITOYEYHBIX KaHAJIBI[AX M MOBBIIIEHHON UX SKCKPELMH C
MOYOM, a TaKKe PaCCTPONCTBY MEXAHM3MOB TIOJICP)KAHMSI PABHOBECHS KUCIIOT M OCHOBAHMUIA.
PasBuBaronuiics merabomyeckuii ALMIO3 U HEAOCTATOK  (OCHOPHBIX  COETMHEHUN
CMOCOOCTBYIOT HApyIICHUIO (DOPMUPOBAHUSI KOCTHOM TKaHW 10 TUITY OCTECOMAJISIIMN
(OcreoMansiusi) M PaxuTONONOOHBIX HM3MEHEHWH ckenera. B psne cilydaeB BBISBIISIIOT
MOp(hOJIOTHYECKAE HM3MEHEHHs B  TOYEYHBIX  KaHAIbIAX, HapylieHHe (yHKIIN
NapalIMTOBUTHBIX JKENIE3, paccTpoiicTBa cuHTe3a 1,25-1mokcrxomnekanbLudepona.

B GonbimHCTBE CiTydaeB nepBble MPU3HAKK 3a0071€BaHUS MOSIBISTIOTCS. BO BTOPO TIOJIOBUHE
TIEPBOTO TOJa >KU3HH, Pa3BEPHYTHIA CHUMIITOMOKOMIUIEKC (HOPMHPYETCS KO BTOPOMY TOIY
KU3HU; peke HaOoaaeTcsl mo3aHsst MaHudecTaiusi 00ie3Hu — B 6—/-JIETHEM BO3pacTe.
HavanpHple KIMHWYECKHWE TIPOSBIICHWS — TIOBBINICHHAS JKKA, TONMAYpUs, HHOTIA
JUTENbHBI  cyOdeOpwmureT, pBoTa. Ha BTOpOM Trofay KH3HM BBISBISIFOT OTCTaBaHHE
(U3MYECKOTO Pa3BUTHS M KOCTHBIE JedopMaImi HWDKHUX KOHEYHOCTEH (BaJIbIyCHBIC WU
BapyCHbIE), TPYAHON KJIETKH, TIPEIIUICUNA U TUIeUEBbIX KocTel (puc. 3). PeHTreHomornyecku
npu 3ToM onpenessitor OCTeonopo3 CHUCTEMHBIM Pa3IMYHOM CTENEHH BBIPAKEHHOCTH,
MCTOHYEHHE KOPKOBOTO CJIOS TPYOUaThIX KOCTEH, Pa3phIXJICHUE 30H POCTA, OTCTABAHUE TEMIIOB
POCTa KOCTHOM TKaHU OT OMOJIOTMUECKOT0 BO3pacTa peOeHKa.

XapakTepHbIMU OCOOCHHOCTSIMA OMOXMMHYECKUX HapyllleHUHA mpu Oose3Hu jae ToHu —
Jlebpe — DaHKOHU SIBJISAIOTCS CHIKEHUE YPOBHS Kbl U pocopa B KPOBH, MOBBIIIICHUE
AKTHBHOCTH INEJIOYHOM (hocdaraspl, MeTadbomyeckuii aruno3 (pH — 7,35—7,25; BE = —
10—12 mmonb/m). DKCKpermsi KalblMsi ¢ MOYOM OOBIMHO OCTaeTCs HOPMATBHOM TIPU
MOBBIIIEHHOM KJiMpeHce ¢ocdaroB moun. OtMedaror roko3yputo (20—30 r/1 u BblILEe),
reHepaT30BaHHYIO TUTIEPAMHUHOAIIMAYPHIO U HapyIIeHne (pyHKIMI aMMOHHOAITUIOTeHe3a —
CHIDKECHUE TUTPALMOHHOM KMCIOTHOCTH, NoBbIieHrue pH mMoun > 6,0. [Ipu nomiypuu 10 2 1 n
OoJiee B CYTKU yJIeNTbHAs TUIOTHOCTh MOYM, Kak TpaBuiio, Beicokast (1025—1035), yro 0ObraHO
CBSI3aHO C TJIFOKO3YPHEH.

14



B 3aBucuMOCTH OT TSKECTH KIIMHWYECKUX MPOSBICHUM UM META0OIMYECKUX PACCTPOMCTB
BBIJICIISTFOT JIBa KJIMHUKO-OMOXMMHUYECKHX BapraHTa Oone3nu e Torn — Jleope — DaHkoHwM.
[lepBbIii XapakTepu3yeTcss 3HAYUTEIBHOW 3a7epKKOW (PU3MUYECKOr0 pasBUTHS, TSDKEIHIM
TEYCHHEM 3a00JICBAHMSI C BEIPAKEHHBIMHI KOCTHBIMH Je(OpMAIMSMHA U HEPEIKO TIePEIOMaMH
KOCTeH, pe3koil rumokaibiemuei (1,6—1,8 MMomn/i), cHIkKeHreM aOCOpOIK KaJIbIThs B
kuieynuke. [Ipyu BTopoM BapuaHTe OTMEUAIOT YMEPEHHYIO 33/IePKKY (PU3MUIECKOTO Pa3BUTHS,
JIeTKOE TEUCHHE C HE3HAYNTEILHBIMH KOCTHBIMH JIC(OPMAIMAMH, HOPMOKAIBIHEMUAIO H
HOPMAaJIbHOE YCBOEHHUE KaJIbLIHS B KUIICUHHKE.

KputepusiMi TMarHOCTUKY SIBIISIFOTCSI BBIPQKEHHBIM ASPUIMT MAcChl TEAa U pocTa peOeHKa,
3a/Iep’KKa CTAaHOBJICHUS CTATUKO-MOTOPHBIX (DYHKLIMH, paXUTONOA00HBIE AeOpMaLii CKEJIETa
C XapaKTEpPHOW PEHTTEHOJOTMYECKOM KAapTWHOM HApYIIEHWH CTPYKTYpbl KOCTHOM TKAaHH,
OTMEUYEHHBIE OCOOEHHOCTH YIEKTPOIUTHBIX HAPYILICHUIA.

HubdepeHanbHplii  1MarHo3 MpoBoasaT ¢ Paxurom, ocreomaTtusiMu  BCIIEJICTBHE
XPOHUYECKOM TOUYeYHOM HemocTaTtouHocTH (cM. Ocreonatusi HEPpOreHHas); KpoOME TOro,
Oonbioe 3HaueHre nmeeT auddepeHIpoBanre nepBudHon 6omne3nu ae Tonu — JleOpe —
@DaHKOHM C BTOPUYHBIM CHHAPOMOM, OOHApY>KMBAEMbIM TIPU JAPYIHX HACIECTBEHHBIX U
npruoOpeTeHHbIX 3a0oseBaHusx (cuHapome JIoy, roBeHWIHHOM HeppoHO(DTH3E, TUCTUHO3E,
THUPO3MHEMHH, TaJTaKTO3EMUH, TIIMKOTeHO3aX, HACIIEICTBEHHOW HEMePEHOCUMOCTH (DPYKTO3bI,
renarouepeopaibHOl qucTpodur, MUETIOMHOM OoJie3HH, aMmuiionsiose, cuHapome Illerpena,
HE(QPOTUUYECKOM CHUHJPOME, TIPH TMOYEUHOM TPaHCIUIAHTAIUH, THIIEPIIapaTUpeos3e, MOpaKeHUH
MOYEK COJIIMU TSDKEIbIX METAUIOB, OTpPAaBJICHUHM JIEKAPCTBEHHBIMU BEIIECTBAMM, B T. Y.
ButaMuHOM D, mmsomoM m 1.1.). Cunzmpom Jloy (okynorepeOpopeHabHbIN CHHAPOM) B
onmune oT OonezHu ne Toum — Jlebpe — DaHKOHM XapakTepU3yeTcs OTCTABaHUEM B
YMCTBEHHOM DPa3BUTUM, JIBYCTOPOHHEN KAaTapaKTOM, ITIayKOMOM, rumopediekcreii, a Takke
PELIECCHBHBIM, CBS3aHHBIM C TOJIOM THUIIOM HaclenoBaHusl. HOBeHWIbHBI HehpoHODTH3
DaHKOHH, MOP(OJIOTMYECKON OCHOBOM KOTOPOIO SIBISIIOTCS KHUCThI B MO3IOBOM BEILECTBE
MOYEK Ha YPOBHE COOMPATEIIHHBIX TPYOOUEK M TMAIMHO3 TIOYEYHBIX KITyOOUYKOB, OTIIMYACTCS
PaHHUM HapyILLEHHUEM KOHLEHTPAIIMOHHON (PYHKIIMHY MOYEK (TUIOCTEHYpUe ), HOPMOXPOMHOM
aHeMuel, TUIepa30TeMUEH; paXUTONOI00HBIE N3MEHEHHUS CKeJleTa MPUCOSIUHSIOTCS TIO3KE.
Pemaroriryro pons B muarnoctuke HedpoHodTiza MaHKOHN UTPaeT MCCIIEAOBaHUE OUOITaTa
MOYECYHOM TKAHHU.

OCHOBHBIE NPUHIIMIIBI JICYEHHS 3AKIFOYAIOTCA B KOPPEKLIMM AJIEKTPOIUTHBIX HApPYILIEHUH,
CIIBUTOB B KHCJIOTHO-ITICJIOYHOM PAaBHOBECHH, YCTpaHEHHUHU JepuImTa Kammsi U OMKapOOHATOB.
Oco0eHHOCTH TIPUMEHEHUsT BUTaMuHa D 1 ero MeTaboIMTOB /I JIMKBHIAIMKA HAPYIICHUMA
(hochopHO-KAIBIIMEBOIO TOMEOCTa3a CBOAATCS K HEOOXOIMMOCTH TIPOBEACHUS JICUCHHUS
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TIOBTOPHBIMHA KypcaMH (HauajbHasi cyrodHas mo3a ButammHa D 25 000—30 OOO EJI,
makcuMasibHass — 75 000—150 000 EJI, no3a okcuneBura 0,5—1,5 MKT B CyTKH), T.K. TIpH
OTMEHE TMpEeIapaToB YacTo HAOMIOMAIOTCS PEIMIUBBI (TaK Ha3bIBaGMbIe METaOOIMUECKUE
KPU3bI, TIPOTPECCUPOBAHUE OCTEOIIOPO3a M PAXUTOINOIO0HBIX W3MEHEHHI KOCTHOM TKaHH). B
KOMIUJIEKC JISUCHHSI BKITIOUAIOT Mpernaparsl Kaabiws, pochopa, Butamunsl A, C, E, rpynme: B B
BO3pAacTHBIX J03ax. [Ioka3aHO OrpaHuueHHE IMOBAPEHHOM COJMM M BKIIIOYEHHE B PALMOH
TIPOYKTOB, OKA3bIBAIOIINX OIIE/IAYMBAIOIIeE JICUCTBUE, a Takke Oorarthix KamieM. B (ase
PEMHUCCUM HA3HAYAIOT MAacCCaX, COJSIHO-XBOMHBIC BaHHBI. XHUPYpPrHUUecKas KOPPEKIUs IpU
ooneznn e Tonn — JleOpe — DaHKOHM IIesiecO00pa3Ha TOJBKO TPH Pa3BUTUH TSHKENBIX
KOCTHBIX JedopMaliiii M JOCTHKEHHUM CTOMKOM KIMHUKO-OMOXMMHUYECKOM PEMHCCHU B
TEeUeHHUE 2 JIeT.

IHouyeyHsblil TYOYJISIPHBIN AUUA03 B IIUPOKOM IMOHMMAHMN — KJIMHUYECKUNA CHHAPOM,
XapaKTEpPU3YIOUMICSA  TOCTOSHHBIM ~ META0OJMYECKUM  alliIo30M, HHU3KAM  YPOBHEM
OuKapOOHATOB 1 YBEJIMYEHHON KOHLIEHTPALMEH XJI0pa B CHIBOPOTKE KPOBH. Y OOJBIIMHCTBA
OOJbHBIX TIOCTOSIHHO BBUIBJICTCSl TWIOKAIMEMHSI U3-3a IMOTEPU Kadus C MOUOMH,
COIPOBOKIAIOIIASCS MBIIIEYHOM c1a00CTHIO BILIOTH A0 Mapainyeil; YaCTbIMHU MPOSIBIICHUSMU
NATOJIOTUHM CITY’KaT OCTEOMAIALMSA, HE()POKAIBLIMHO3 W MOYEKaMEHHas OO0Jie3Hb, KOTOpbIE
CBSI3aHBI C COIYTCTBYIOIIMMH HapylieHus MU (hochopHo-KasbieBoro ooMena. Kak cunapom
MOYEYHbIN TyOYJISIPHBIN alI03 pa3BUBAECTCS [P MHOTHX 3a00JIEBaHUSX U COCTOSIHUSIX, TAKHX
KaK NHEIOHE(PPHUT, MHTEPCTULMAIIBHBIA HEe()PUT € MNAMWUIMTOM, XPOHMYECKas MOYEYHAs
HEJIOCTATOYHOCTh, HE(PPOKATIBLMHO3 PA3IMYHOIO TMPOMCXOXKICHHS, TUIepBUTaMUHO3 D,
MMMYHHBbIE 3a00JIEBaHUsI MIOYEK, TIIMKOTeHO3bI, CUHAPOM JIoy, OTpaBIIeHus! COMSIMU TSDKEIBIX
METAJUIOB U JIp.

[loyeuHslii TyOYISIpHBIN AlUI03 PACCMATPUBACTCS M KaK CAMOCTOSTENbHASL HO30JI0THYECKast
(dopma, HacnencTBeHHOE 3a0ojieBaHue, Ha3biBaeMoe Oosie3Hbto JlalitByna — barriepa —
Onbpaitta (cunapom JlaittByma — Omnbpaiita). TlepBbiil («KIacCUYECKHit») THIT OOJE3HU
00ycCIIOBJIeH Je(PeKTOM alrAOreHeTHUECKON (PYHKIIMM JUCTATBHBIX IMOYEUHBIX KaHAJIBIICB;
BTOpOM THIl 3aBUCUT OT JiepeKTa MPOKCUMAIBHBIX KaHAIbLIEB, HE CIIOCOOHBIX
peabcopOrpoBaTh OUKAPOOHATHI TIPH COXPAHHOCTH AITUIOTEHETHUECKON (PYHKIIUH TUCTATHHBIX
KaHatbLieB. [loueyHbIit TyOy IApHBIN al|03 HACIETYEeTCsl IO ayTOCOMHO-PELECCUBHOMY THITY,
HO HE HCKJIIOYAIOTCS ayTOCOMHO-JIOMMHAHTHOE HACJEAOBAaHWE M CHOPaJUYECKUE CITydau,
00YCIIOBJICHHBIE ITEPBUYHBIMU MYTaITUSIMH.

[epBbie pu3HAKK OOJIC3HU TIOSBIITIOTCS HA IEPBOM TOJTY JKU3HU: OTMEYAFOTCS CHIDKCHHC
aImeTHTa, TIOJIYPHSL, TIOJMAUTICHS, ObICTPast yTOMIIIEMOCTb. [leT HauMHAIOT PaHo OTCTaBaTh B
¢u3mdgeckoM pasBUTHM. Ha BTOpOM TOAy >KM3HM pa3BHBAIOTCH JaeOpMaIii  CKeseTa
(BasbrycHble AehopMaIiiy HIKHIX KOHEYHOCTEH, «UeTKI, «OpaciieThD), IOOHBIE U TEMEHHBIC
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Oyrpbl), BblpakeHHas MbplmeyHas runotoHus. K 2 romam  Qopmupyercss MOMHBIN
CHMITTOMOKOMIDTIEKC TIOYEYHOTO TyOyJSIpHOTO aimzo3a. MHorma HaOmomaeTcs TO3MHSS
MaHudecrtarus (B 5—O6-JIeTHEM BO3pacTe) B BUJE MPOTPECCUPYIONIMX JiehopMaIiiii HIKHUX
KOHCYHOCTEH W HapyIlleHHE TIOXOAKU. PeHTreHomorndeckue M3MEHEHUs] KOCTHOW TKaHW He
UMEIOT CIIEHM(PUUECKUX OCOOCHHOCTEH M HANOMUHAIOT TaKOBbIe TpH Oome3Hu jie Tonm —
JleOpe — DaHKOHMU.

[loueunomy TyOymsipHOMY aIMI03y CBOMCTBEHHBI CIEAYIOIHE OHOXHMMHYECKHE
HapymieHus: merabommueckuit amuno3 (pH — 7,35—7,25, nepmmmr BE = —10—20
MMOJIB/JT), TUnodochaTeMusi, TUMOKAIBIMEMUs], TIOBBIIICHUE aKTUBHOCTH IIEIIOYHON
docdataspl, HU3KHUI YPOBEHb SKCKPEIIUH THTPYEMBIX KHUCIIOT C MOYOM ¥ MOBBIIICHHBIH 110 7,1
pH Moum, 3HaYUTENILHOE CHIDKEHHUE KOHIIGHTPAIIMOHHOM (PYHKIMM TIOYEK (OTHOCHTENIbHAS
wiotHocTh Moun 1001—1008). B psine ciydaeB HaOmMoOAar0TCs yMEPEHHbIE IPOTEUHYPUS U
nerkoruTypus. lIpm pEeHTTeHONOrM4eCKOM W YIBTPa3ByKOBOM HCCIIECHOBAHMM MOYEBOU
CUCTEMbI TIPUMEPHO Yy TIOJIOBUHBI OOJBHBIX BBIIBISIIOT MHOXKECTBEHHBIE KOHKPEMEHTBI,
PAacCIOJIOKEHHbIE HE TOJMBKO B COOMpaTelbHOM cucTeMe, HO M B IApeHXMME IOYEK
(HedponmmTras u HePPOKATIHIIMHO3).

B 3aBucuMocTM OT TSDKECTH TeueHUs 3a00JieBaHMSI W TIIYOMHBI METaOOTMYECKUX
PACCTPOWCTB BBIACISIIOT JBa KIMHUKO-OMOXMMHUYECKHX BapHaHTa MOYEYHOTO TYOYIISIPHOIO
alyM103a, MaTOreHEeTUYECKW OTIIMYAIOIIMECS CTENEHbI0 HapyLIeHUs aOcopOIMy KaibLUs B
kuteyHvke. [Ipyu mepBoM BapuaHTe HAOMIONAOTCS 3HAYMTENIbHAS 3a7EpXkKKa (PU3HMYECKOro
Pa3BUTHSL, TSDKENOE TeueHHe 3a00JIeBaHMs C BBIPOKEHHBIMU KOCTHBIMHU JiehopMariysimMu,
TUIOKAIBLUEMHUS, TUIOKAIUEMUS, 3HAYUTCIIbHBIA BTOPUYHBIA  TUIEPIIAPATUPEOUIN3M,
CHIDKEHHOE YCBOCHME KaJIbLIMS B KAIIEYHUKE. BTOPOM BapUAHT XapaKTEpU3yeTCsl YMEPEHHOU
33/IEPKKOM  (DU3MYECKOTO Pa3BUTHSL, OTHOCHUTENBHO JIETKUM TEYEHHEM 3a00JieBaHUsl C
HE3HAUUTENIbHBIMUA KOCTHBIMU Ae(OpMaIisIMHi, HOPMOKAIIBIIMEMUEH W HOPMOKAJIMEMUEH, a
TaKKe HOPMAJTbHBIM YCBOCHHEM KAJIbIIMS B KMIIICYHHUKE.

OCHOBHBIMHM KPUTEPUSIMU JIMATHOCTUKH TIOUYEYHOTO TYOYJISIPHOTO alluio3a SIBIISTIOTCS:
paHHee Hadasio 3a00JeBaHMS, 3a/iepiKka (PH3UYECKOE PAa3BUTHS, BAJBIYCHBIC IeOpMaIliu
HIDKHUX KOHCUHOCTEH, BBIPOKCHHBIA META0OMMYCCKUM amuao3, BbICOkMid pH Mouwm,
TUNEPKATBLIYPHS, HEPPOKATBIIMHO3.

JuddepeHmanbHblii MarHo3 MpoBOIAT € 3a00J€BaHUSMH, IPU KOTOPBIX MOYEYHBINA
TYOYJISIPHBIN alI03 MOXKET OBITh JIMIIh CHMIITOMOM OCHOBHOW mMarosiorud. B sToMm ciyuae
JIMarHOoCTHKa Oa3upyeTcsl Ha yueTe NPU3HAKOB BEAYILETO 3a00IeBaHMSI.
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OCOOEHHOCTBIO JICYEHHSI TTOYEYHOTO TYOYJSIPHOTO aIyzio3a SIBJSICTCS HAMPABICHHOCTh HA
KOPPEKILIMIO METa0O0JIMYECKOTO aly03a, TUIMOKAIUEMUAN C MOMOLIbI0 OMKapOOHATa HaTpus,
NpenaparoB Kajiusi, LUTPaTHBIX cmeced, mumedochona. [Ipu sBreHusix ocrteornopo3a u
OCTEOMAJIAIIMM TIOKa3aHO Ha3HA4YeHHWE IMpernapaToB BUTamMuHa D wim ero meraboimToB
(nayanpHbIe cyTounble 10361 BuTamuHa D 10 000—20 000 E/I, maxcumainshabie — 30 000— 60
000 E/I; cyrounsie 1036l okcuaeButa 0,5—2 MKr), IpenapaTtoB KIbIHS J0 HOPMaIW3alui
€ro ypoBHs B KpoBH. [Ipn okcanaTHO-KaIbIeBOM He(hpoIruTHa3e PEKOMEHAYIOT OKUCh MarHHs
o 0,2—0,25 r B cyTku Kypcamu 1o 3—4 Hel. B TeUESHHE [UTMTEILHOTO BpeMeHH, 15% pacTtBop
mamMedocdona B CyTouHoi 103e 1 M1 Ha 5 KT Macchl Tena, a Takke UCKITIOYEHHUE U3 paloHa
NPOIYKTOB, OOraThlx OKcajdaTaMH (IIaBelb, IIMMHAT, TOMATHBIA COK, IIOKOJa W JIp.).
JlexapCTBEHHYIO TEepariio MPOBOAAT HA (hOoHE OOIICYKPEIUISIOIETO JeYeHHs C BKIIIOYEHUEM
IENIOYHBIX MUHEPATBHBIX BOJA, (PPYKTOBBIX COKOB, OTPaHWYEHUH OCJIKOB >KMBOTHOTO
MIPOUCXOXKIICHUS, UCTIOIb30BAHMEM KOMIUIEKCa BUTaMUHOB (A, E, rpymrsl B).

[lon BiMsIHUEM KOMIUIEKCHOTO JIeYEHUsI y OOJBHBIX YIIYYINAIOTCS OOIee COCTOSHHUE,
nokazaresm  (pochOpHO-KATBIMEBOTO OOMEHa, aKTWBHOCThH IIETOYHOM (ocarasbl KpoBw,
OTIPENIENISICTCS  TIOJIOKUTENIbHAS JMHAMUKA PEHTTCHOJIOTUYECKON KapTUHBI CTPYKTYPHBIX
M3MEHEHUN KOCTHOM TKaHM, OCOObI KOHTPOJIb MPOBOISAT 3a MOKa3aTelsIMA KUCIOTHO-
ocHOBHOTO coctostHusl (aeduumt BE), pH moun, ypoBHeM kanbimia u (ochopa B Kposw,
OIPEJIEIIEHNE KOTOPBIX JOJLKHO OCYIIECTBIIAIThCA | pa3 B 7—10 guen.

XUPYpPruueckoe JICYEHUE PEKOMEHIYIOT TOJBKO JETAM C BBIPAKEHHBIMHU KOCTHBIMH
nedopMaIsIMi HIKHUX KOHEYHOCTEH, KOTOPBIE 3aTPYIHSIOT UX TEPeIBMKEHUE, TPU STOM
HE00XO0IMMa IBYXTOIMYHAS CTaOMITM3AIINS] KITMHUKO-OMOXUMIYECKUX TTOKA3aTeIIeH.

3ananue 2.
TecToBBI KOHTPOJIb

1.V pebenka ¢ remaTypueil s monarBepkiaeHus auarHoza HH BakHO BBIIBUTH
CIEAYIOLINE CUMIITOMBI:

a.TYyTOYXOCTb

0.remMarypus

B.ATOJIOTUSI 3pCHUS

I. IUCIUIa3us Ta3o0enpeHHoro cycraa.pazputueXI1H B panHeM eTckoM BO3pacTe.

2.Hanmuire MasibIX aHOMaJIUi XapakTepHO
a. HH

0. TyOynonaruu
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B. TTIOMepyJIoHeppuUTa
I. 1u3MeTadoInYecKoi HedpornaTuu
1. KACTO3HOUM OOJIe3HH.

3. MakcuMalibHasi SKCKPEIMs OKCAlIaToOB HAOMIOaeTCs:
a.B HOYHOE BpeMsi

0.paBHOMEPHO B TE€YCHHE CYTOK

B.B IIEPBOY ITOJIOBUHE JHS

I BO BTOPOM TIOJIOBUHE JTHSI

n.c 12 mo 15 yacoB qus.

4.Bpicokass 4yacTtoTa (YHKIHOHAIBHOM  OCTpPOM  MOYEYHOW  HEAOCTATOYHOCTH

XapakTepHa:

a. Ui npeny0epTaTHOTO Mepruoja
0. 11 myOepTaTHOTO Mepuoia
B. JUJISl IEPUOJa HOBOPOKIECHHOE

5.Haubonee wuH(MOPMATUBHBIM «MapKEPOM» ¢dopmupoBanusa XITH
MOBBIIIEHHE B KPOBH YPOBHSI:

A .MOYEBUHBI

0. KpeaTHHUHA

B. XOJIECTEPHHA

r. Oeska

6. Ilpu XIIH wnapymaercs QyHKIUS CIEAYIOMNX OT/EIOB
HedpoHa:

a. KITyOOUYKOBO.KaHAJIbIICB
B..OTHOBPEMEHHO KJTyOOUKOB 1 KaHAJBIICB

7. Xapaxtepubimu Juist XITH HapymenusiMu QyHKIMIA TOYEK SIBIISETCS:
a.JIeKOMIIEHCUPOBaHbIe HapYUICHUs (PUIIbTPALIMU U KaHAJIBIEBBIX (PYHKIIHI
0.KOMITEHCUPOBAHHBIE U CYyOKOMUEHCUPOBAHBIE HAPYIIICHHS

I.TOTaJbHBIE C HAPYILIEHHEM reMocTa3a(roMeocTasa)

8..Ilpn ocMOTHYECKON PUTHAHOCTH U noymypuu ripu XITH:
a. TUCQYHKIUS IUCTANBIIOrO OT/e]a TyOyJISIpHOTO anmnapaTa
0. yMEHBILIEHUE MACChl IEUCTBYIOIINUX HEHPOHOB
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9.11oBBIIIEHHBIN 00BEM CYTOUHOM MOUYU HA3bIBACTCS
10Hu3kue nokaszaTenn yAelIbHOr0 Beca MOYM 0003HAYaI0TCS Kak-

11.3anepxka a30TUCTBIX METAOOIMTOB B KPOBH HA3bIBAETCS-

12.0murypueit Ha3pIBACTCS CHIDKEHUE TUYPe3a OT CYTOYHBIX BO3PACTHBIX BEJIUYMH:
a. Ha- 1\2

6. ma-1\3 3.

B. Ha2\3

13.IlpyunHamMu pa3BUTHS TYOYJIOMHTEPCTULIMATIBHOIO HE(PpHUTa MOTYT OBITH CIIEIYIOIINE
(akTopsh:

a.BPOKJICHHBIE

0.HacJIeNCTBEHHbIE

B.IIPHOOPETEHHBIE

I'.BCE BBILICTIEPEUNCIICHHBIE.

14.Inarnoctruka3zaboeBaHUil OpraHOB MOYEBOW CUCTEMBI MPEIyCMAaTPUBAET:
a.TIIATEIbHO COOpPaHHBIA aHAMHE3,BKIII0Yas T€HEOJIOTrMYEeCKUI

0. usmepenne AJl 1 yrouHeHue quypesa

B INHAMUYECKOE UCCIIETOBAHUE aHAIU30B MOYHU

r.Y3U u nipu HEOOXOJUMOCTH PEHTICHOYPOJOTUYECKOE O0CTIEIOBAHKE
J.BCE IIEPEUYNCIICHHOE.

15./Ilunamuueckast HepocTUHTUTPAUS BBISBIISET:

a.pa3feNbHyI0 (PYHKITHIO TOYEK

0.hyHKIUIO KITyOOUYKOB

B.pa3/ieIbHO CKOPOCTh KIIYOOUKOBOU (PHIIBTpAIIUU KAKIOM TTOYKU
r.rornorpaduio 1 pasmMep MoveK.A.Bce MepeyrCICHHOE.

16.IlokazanuemM [JJIs MPOBEACHUS BHYTPUBEHHOW yporpaduu  SBISETCS  BCE
MEPEUHCIICHHOE ,3a UCKITIOUCHUEM:

a. 0oJeil B )KMBOTE

0.CTOMKOM NeHKOIUTYpUU
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B.TPABMOU OPIOIIHOM MOJIOCTH C 3aJIePKKON MOUCHCITYCKaHUS
I.OCTPOTo NepUo/ia IIIOMEPYJIOHEPPUTA J.BHE3ATHO MOSIBUBLIEHCS
reMaTypuen.

17.K memOpaHocTabuImu3aTopamM OTHOCSITCS TIpenaparhl :
a.MpeHU30JI0H

0.kcunudon

B.TOKO(hepo

T a30THATIPUH

1.3Bepo0oii ¢ BuTamuHOM C

OTBETHBI HA TECTOBBIE BOITPOCHI
l.a.0.r..1..
2a40rn

3a

4.8

5.0

6.0

la

8.a

9. momaypust

10. I'moctenypust
11.a30Temus

12.8

13.T

14. 1

15.6

16.T

17.a,0,B,1.
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3aganue 3
[IpoBepuTh yCBOCHHE 3HAHUKW U YMEHHH HEOOXOJIMMO IPU PEUICHUH CIASTYIOITUX
KJIMHUYECKUX 3a/1a4.
CutyalimoHHbIC 3a]]a41

3agaya Nel

Manpuuk 12 €T, roCHMTAIM3UPOBaH B IHIAOKPUHOJIIOTMYECKOE OTAEICHUE C
JTUATHO30M CaxapHbBIN JUa0eT.

N3 amamne3a: pomuics B Cpok OT 1 OepeMeHHOCTH, OEpEeMEHHOCTh U POIbI
MPOTEKAIM HOPMAJIbHO. POC M pa3BUBAJICSI HOPMAIBHO, PEAKO 0O0JIEET MPOCTYIHBIMU
3a001€BaHUSMU, 332 MECSI] JI0 MOCTYIJICHUSI Mama 3aMeTHIa, YTO MaJIbYUK CTaJl 4acTo
MOYHTHCS. 3a 2 JTHA JI0 MOCTYIUICHUSI CJIaH aHaJIu3 MOYH, BBIABICHO: caxap B Moye 2,0

OOBeKTUBHO 00IIIee COCTOSTHUE CpeAHEH TSIKECTH, KaldyeTcs ma OOIIyr ClIadoCThb.
@u3N4ecKoe pa3BUTHUE COOTBETCTBYET Bo3pacTy. CO CTOpPOHBI JIETKUX U CEpIle
naHHBIE O3 maroysiornH. JKWBOT MSTKWN, TICYCHb W CEJe3€HKa HE YBEJIHMYCHHI,
MOYHTHCS 9acTo.

Anamuz xpoBu: Op. 4,7%1071 ; Hb- 140 r/a ; neitk-6,2*10/m; 3-2%; 11-1%, c/g1-65%,
anM-25%,

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

buoxumuyeckuii aHanu3 KpoBH: oOmui Oenok-68 r1/1, kpearuHuH-70 MKMOJB/J,
MOYCBHHA-

6,2MKMOJIB/1, caxap-4r/n, Ca-2,1 MxMonw/i,F-1,8 MKMOJIB/I.

AHanmu3 Moy : Oenka HeT, JICUKOIMThI-1-2-3 B 11/3 , B CyTOYHOM Move caxap-3,0.

Bormpocsr :
1)ITocTaBbTe TUATrHO3
2)O00CHYITE MaTOreHETHYECKUE MEXaHU3MbI TTTIOKO3YPUH
3)KakoBa TakTHKa BBeICHHUS 0OJLHOTO

3agaua Ne2

Manpuuk 9 jeT.,MoCTyNnuI B OTACJICHUE C KalobaMy Ha U3MEHEHHUS B aHAJIM3aX
MOYM,IIOHMKEHUE  CiTyXa.MaJlbuuk OT BTOpPOH OEpEeMEHHOCTH,ITPOTEKABIIEH ¢
TOKCHKO30M,BTOPBIX CPOYHBIX POAOB(IIEPBBI PEOCHOK ,MAIbYUK ,yMEP BO3pacTe
11 ner oT moYeyHOMl HEIOCTATOYHOCTH, CTpaJall CHUKEHUEM CiyXa C 3X JIeT).
Hacrosimme poast B cpok.Macca nipu poxxaennn2800r..imunHa S0cM. 3akpuyan cpasy.
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[lepron HOBOpOXxkIEeHHOCTH TpoTeKkal Oe3 ocodenHocteil. bornen OPBU penko(2-3 pa3as

roa). ...B3roma,mocne nepeHecenHoro OPBW,B ananmmze wouu ObLITH
BBISIBJICHBI:TE€MATypUs, HE3HAUUTENbHAsT  JeikouuTypus,  nporeunypuss  .C
JIMArHO30M»XPOHUYECKHIA HePPUT,reMaTypudecKas dbopmay MaJIburK

HEOJHOKPATHO JICUMJICS 0 MECTY KUTelbCcTBa,dddekra He O6b110.CTan oTCTaBaTh
B (U3MYECKOM pa3BUTHUU. IIpW TMOCTyIUICHMH B HE(PPOJOTHYCCKOE OTACIICHHE
COCTOSIHHE CpeaHEeH TSHKECTH,0JeAeH .OTEKOB,TAaCTO3HOCTH HeT.OTMedaroTcs
CTUTMBI JTU33MOPHOTEHE3a: TUIEPTEIOPU3M.IIMKAHT,BBICOKOE HE00,aHOMaTbHAS
dbopma YIIHBIX PaKOBWH,MCKpUBJICHHE MU3MHIA.CO CTOPOHBI JICTKMX W CEp.Ia
nanabie 0e3 marosorun. AJ[-105\55mm.pr.cT. JKUBOT MsIrKuii ,0€300/1¢3HECHHBIM.

Ananuz kpou: 9p. 3,5* 10/n ; Hb- 126 /i ; neiik-8,5* 10/m; 3-2%; n-1%, c/g1-66%.
muM-23%, M-8%, CO3-10mm/gac. buoxumudeckuii aHaimu3 KpoBu: oOuuii 6emok-70
r/11, KpeaTuHuH-60 MKMOJIb/J, MoueBHHA-4,3MIMONIB/IT .Kanuii-4.1MoIb\1, HaTpuUii-
135mmont\n,rimoko3a-4.3\in.  KirydoukoBast GuabTpanus(o KIMPEHCY HIO0TEHHOTO
KpeaTHHHUHA)- /5 MJI/MHH, .KaHableBas peabcopOuus Boas-98,5%.

Anamm3 moum : yna. Bec- 1011, 6emnok-0,033%, neWKOUTHI-7-6 B T\3,9pUTPOIUTHI-
.0ospoe konnyecTBo. CyTouHas skckpenus 0enka-0,234 mr/24y.

[Tpo6a mo 3umanmkomy: JIJ1I—750, HJI-900. xonebanust ya.Beca-1010—1017.

1) chopmynupyiiTe AUArHO3 COMIACHO KiIacCu(UKAIMK
2) 00OCHY#TEe AMarHo3
3) OOBACHUTE KAXI0€C MMOJIOKEHUE BHICTABICHHOE B (POPMYJIEPOBKE JMAarHO3a.

3agagyalNe3

Manpuuk 10 €T rocnuTaqu3upoBaH C KajlobaMu Ha OTEYHOCTh , U3MEHEHUS I[BETA
MOYH , OOJICH 2 JICHD

N3 anmamHe3a: 3a 2 Hemenau 10 TMOSBJICHUS BBIINIC YKa3aHHBIX JKajo0, IMEepeHec
bommukynsipHyro anruHy. Pomuics B cpok  0oT3 HOpPMajdbHO MPOTEKaBIIEH
oepemenHnoctu. Penko 6oxeer )5

OOBEKTUBHO COCTOSIHUE TSDKEIIOS, BRIPAKCHBI OTEKA Ha JIUIIEC, HIKHUX KOHEYHOCTSIX
B OpromHOM mosioctd /acuuT. Hanm  JerkuMu  BE3UKYJISAPHOP  JbIXaHUE,
MIPOCITYIIMBACTCS HA BCEM MPOTSHKEHUU. PUTM ceplieuyHBbIX COKpaIlleHU HpaBeJIbHBIM,
TOHBI Cepjla NPUTIYyIIeHbl.3eB YUCThIA. JKUBOT MATKUM, MEYeHb H CeJie3eHKAa HE
yBennueHa. Moua KkpacHOBaTasi, My4Hasl.
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Ananmm3 kpoBu: Op. 4,2* 10/ ; 1 Ib- 130 r/x ; netik-8,5* 10/1; 3-5%; 1-4%, c/1-67%,
mmM-20%, mom-6%, COD-25Mm/4ac.

buoxumudeckuii ananu3 KpoBu: oOmui Oenok-58 r1/1, kpeaTHHHN-90 MKMOJIB/I,
MOY€EBUHA-06,2

MKkMOJTB/1. KimyboukoBas punbTparus- 50 Mu/MuH ,KaHaiableBas peadcopOLMs BOJIbI-
98,9%,|)-

nunonperenibl 45 en( HopmS50)

Anamu3 wmoum : ynensHBIA Bec- 1020, Oemok-1,2r/m, nedkomuTtel 7-8 B 11/3,
SPUTPOIUTHI

CIUTOIITb.

ITaJIOHBI OTBETOB

3ajgaua Nel

1. TloueuHast rIOKO3YpHSL.

2.3abojeBaHNe CBS3aHHO C W3OJMPOBAaHHBIMUA HApYIICHUSAMH peadbcopOruu
TTFOKO3BI B IPOKCUMATBHBIX KaHAJBIAX.

3- CneuuaibHOIO JIEYEHUS TOYEYHOW TIIIOKO3YypUU B OOJIBIITMHCTBE CIydyaeB HE
Tpedyercs BaxkHo obOecrneunTh MpaBUILHOE MUTAaHHWE OOJBHOTO, YTOOBI M30€KATh
neperpy3ku yriieBoJaMu, KOTopas CliocoOCTBYET BO3pACTaHHUIO MMOTEPh caxapa

3amaya Ne2

I-  Xponuueckuil (OOCTPYKTHBHBIN) NMUETOHEPPUT ,pa3a aKTUBHOTO BOCHAJICHUS.
[TH1 ( mapuuanpHOe HapylieHHE (QYHKIMH TOYEeK MO TYOyssiprioMy TUMY). 2a)
JlnutenpHOE TeueHUe 3a00JeBaHus ( B TCUSHHUH 3-X JIET C YaCThIMU 000CTpeHusIMHU) b)
[la ¢doHe BpOXKICHHBIX aHOMAaNMii- ynBoeHHE Todek. B) B moue neikorutypus
HEUTPOPHIIBHOTO XapaKTepa.

B kpoBu nelikonuTo3 HEUTpohUIBLHOTO XapakTepa, yckopenHoe COD. TI)
N3onupoBanHoe HapyllieHHEe KOHIEHTpalmoHHoW (yHkiuu mnouek J[) Hapymena
(yHKIUS TUCTATBHOTO OT/ea KaHaIbIeB- CIOCOOHOCTh KOHIIEHTPUPOBATH MOYY ( TTO
JTAHHBIM MTPOOBI 3EMHUIIKOTO).
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3amaua Ne3

I.Octphiii rnoMepynoHedpHT ¢ HapyuieHueM (QYHKIUU MOYEK HO TIOMEPYISPHOMY
THILY

2. CHmxeHa Ki1y0oukoBasi GUIbTpALIMSL.
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