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THUITOBBIE HAPYIIEHUA OBMEHA BEIIECTB. HAPYIIEHUE OBMEHA BEJIKOB,
BUTAMHMWHOB, HYKJIEMHOBBIX KHUCJIOT. 'OJIOJAHUE

AKTYyaJIbHOCTh TeMbl. [IOCTpOCHHBIE W3 aMUHOKHCIOTHBIX OCTAaTKOB MOJICKYJBI IENTHUIOB U
MOJIMTIENITU/IOB, a TAKXKEe MAaKPOMOJIEKYJIbl O€JIKa M X KOMIUIEKCHI BBIIOJIHSIOT B OPraHU3Me TaKue
BaXHBbIC (PYHKIMHM Kak HH(DOpPMAIIMOHHAs, PEIENTOpPHAs, KAaTaJuTHYeCKas, TOMEOCTaTHYeCKas,
cTpykTypHass u apyrue. OOMeH Oelka OTJIMYaeTCs BBICOKONM HMHTEHCHMBHOCTBIO. 3a 24 daca
oOHoBIsIeTcs 0koJ0 1 T/Kr Oenka opranu3ma. LIMKII OTHOM 3aMeHBI MOJIEKYJl Oelika B OpraHu3Me
B3pocioro 4enoBeka coctasisieT 130—160 cyTok. benmok B opraHusme He IEMOHUPYETCS, MPH €ro
nepuuTe MOOMIU3YIOTCS OCNKH MBI, KOXH, KOCTeH, a mpu 0oyiee TSDKEIBIX COCTOSHUAX —
MapeHXuMaTo3HbIX opraHoB. [loTpeGHOCTh B Oelike CKiIaibIBaeTCs U3 MOTPEOHOCTH B 00IIEM a30Te
U He3aMEHUMBIX amuHOkucioTax. He menee 10% (2-14%) mumersl AOMKHO 0OOECHEUYMBATHCS
oenkamu (1,0-1,5 r/kr Beca/neHp).

Hapymenust 6enkoBoro oOMeHa BO3MOXKHBI Ha BCEX ATallaxX, HAYMHAs C BCACHIBAHUS U 3aKaHUMBas
BBIITICHUEM K3 OpraHu3Ma KOHEUHBIX MPOJAYKTOB Karabonu3ma Oeika, M NPUBOIAT K
CYIIECCTBCHHBIM PACCTpOUCTBAM (DYHKIMK OpPraHOB, MX CHCTEM M OpraHM3Ma B IelioM. M3yueHue
MATOJIOTUYECKUX M MPHUCIIOCOOUTENBHBIX MEXaHW3MOB HapylIeHUs OEIKOBOr0 OOMEHa SBISETCS
BAXHBIM YCJIOBHEM [UIsl JAMArHOCTUKM M TIAaTOIEHETUYECKOM Tepanuu 3abojieBaHUN OOMEHa
BEIIECTB.

YyuebHbIE HEJIU 3AHATHUSA: U3YUNUTDb 3THOJIOTUIO U MATOI'CHE3 HapymeHI/Iﬁ 0eIKOBOro OOMEHa.

BocnurareiabHble neau: (GopMHpoBaHHE HAYYHOTO MHPOBO33PEHUS U TEOPETUYECKOW O0a3bl
OyIylmuX CICIHUATNCTOB Ha OCHOBE (YHIAMEHTAIBHBIX 3HAHWM W HOBEWIIUX JOCTHIKCHUH
MaTOJIOTUYECKON (PU3NOTIOTHH.

3agauy 3aHATHA:

1. 3Hath TUIIOBBIE (OPMBI HAPYIIEHHUH OEIKOBOrOo 0OMEHa.

2. YMeTh OOBSCHUTH NPUYMHBI M MEXaHU3Mbl DPa3BUTHUS pa3IMYHBIX BHJOB OEIKOBOMH

HEI0CTaTOYHOCTH.

3. 3HaTh poJb a30Ta B OOMEHE BEUIECTB. YMETh OXapaKTEepU30BaTh MOHATHS: «ITOJIOKUTEIbHBIN» U
«OTpUIATEBHBIN a30TUCTHIN OaJlaHC.

. 3HaTh TUIIBI TEHETUYECKH 3aIPOrPAMMHUPOBAHHOTO CHHTE3a OENKOBBIX COEAMHEHUM.

. YMeTh OOBSICHUTH IPUYMHBI HapYIIEHUsI OMOCUHTE3a OellKa.

. OxapakTepn30BaTh HapylIeHUs OETKOBOIO COCTaBa IJIa3Mbl KPOBH.

. 3HaTh IPUYMHBI HAPYIIEHUI KOHEUHBIX 3TAIlOB OEJIKOBOTO OOMEHa.

. YMeTh OOBSACHUTH TaTOTCHETUYECKHE MEXaHU3Mbl HapylleHHH oOMeHa MYpPUHOBBIX U
MTUPUMHUIMHOBBIX OCHOBaHHH.

9. 3HaTh NPUUYMHBI ¥ MATO(YU3UOIOTHIECKHE MEXAHU3MBbI TIEPHOJIOB MOJTHOTO TOJIOIAHUSL.

oo ~NO O~

IIpu moaAroToBKe K TeMe MOBTOPUTH CJIEAYIOIHE BOMPOCHI U3 CMEKHBIX TUCHUIIMH € eI
HanooJiee MOJHOr0 YCBOEHHUs MaTepuaJa:

1. OOMeH u GYHKIIUM aMUHOKHUCIOT, TIEPBUYHbIE U BTOPUYHBIE (EPMEHTONATHH, HApPYIICHUE
00MeHa HYKIJICOTHIOB (KYpC OUO0I02UeCKOU XUMUL).

2. buoxumus nutanus: poib BuTaMuHOB A, C, E Kak KJIETOYHBIX AHTUOKCHUIAHTOB (KVpC
OUONO2UYECKOU XUMUL).

3. Ponb Butamuna C B mpolieccax MUKPOCOMAIBHOTO OKUCIIEHUS (KYpc OUOI02UYeCcKOl XUMULL).

4. CTpoeHune 1 CBOWMCTBA OETKOB (KypC 0Owell u OU0Opeanuyeckol Xumu,).

5. OyHKIMH OENKOB (KYpC HOPMATLHOU husuonocuuL).



KoHTpoJibHBIE BONIPOCHI 110 TeMe 3aHATHS .

1. TumoBele Qopmbl HapymeHHH OenxoBoro ooOmeHa. IloJMOXHUTENBHBI W OTPUIATEIBHBIN
a30TUCTBIN OanaHc.

HapymieHust KOHEUHBIX 3TaloB OETKOBOr0 0OMEHA: BUJIbI, IPUYMUHBI, MEXaHU3MBI Pa3BUTHSI.
Hapymenust 6es1koBoro cocrasa mia3Mbl KPOBH.

Hapymenre oOMeHa mypHuHOBBIX ¥ MHPUMHUAMHOBBIX OCHOBAHUIA.

I'ononanue: NpuUUMHbI, BUJIbI, IEPUO/IbI HOIHOTO rojoganus. [lonsatue o seueOHOM rojoJaHuH.
benkoBo-kalopuitHas HEAOCTATOYHOCTb, €€ BUJIBI.

IlepBuuHbIC M BTOpPUYHBIE T'MIIOBUTAMUHO3BI: NPUYMHBI, MEXaHU3Mbl PAa3BUTHUSA, OCHOBHBIC
nposiienus. [lonstue 06 aHTUBUTaAMUHAX.

NOUAWN

Pacuer yueOHOr0 BpemeHu
OO6miee Bpems 3aHATHS 3 ak. yaca

Ne ni/m Conepxxanue Pacuer yuebHOrO BpeMeHU
1. Bcerynnienne. MoTuBalMOHHAS! XapaKTEPUCTUKA TEMBI 3 MHHYTBI
2. [IncbMEHHBI  KOHTPOJIb  CTYJIEHTOB II0 BONpOCaM TEMbI | 15 MUHYT
3aHATHUA

3. Omnpoc-0ecena CTYJSHTOB 110 BOIIPOCAM TEMbI 3aHSATHUS 60 MUHYT
4, CamocrosTenpHast paboTa CTyJCHTOB 15 munyT
5. IlonBeneHne UTOrOB 3aHATUS 5 MUHYT

6. PerieHne CUTYalMoOHHBIX 33124 20 MUHYT
7. 3aaHue Ha CIEAyIolIee 3aHATHe 2 MUHYTHI

BcnomorartebHble MaTepHaJbl 10 TEME

Oomen BeleCcTrB —  OTO COBOKYIIHOCTb XUMHNYCCKHX npeBpameHI/Iﬁ, KOTOPbIM
moABEPTrar0TCA B OPraHu3ME COCAMHCHN A, ITOCTYIIAatOINEC U3BHE.

Jlenenue ClOXHOIO U MHOrooOpa3zHOro oOMeHa BEIIECTB Ha OTAEIbHBbIE BUJIbI 3aTPYAHSET
KOMIUIEKCHBIN MTOJIXOJT K €r0 OLICHKE B YCIOBMSIX HOPMBI U ITaTOJIOTHU YelloBeKa. Takoe pas3ziencHue
oOMeHa BEUIECTB Ha pa3jMuHble THUIbI (OETKOBBIN, )KUPOBOM, YIIEBOJHBIM U T.JI.) UCKYCCTBEHHO,
T.K. IPUBOJUT K Pa3ACJICHUIO HAa YaCTH €AMHOIO M HEJEINMOTIO LIEJI0ro, ¥, KPOME TOr0, HapylaeT
MMOHMMaHWE MATOTEHETHMUYECKUX MpOIecCOB OOMEHa BEIIeCTB IMpH (PYHKIHOHAIBHBIX H
MOp(OJIOTHUECKUX MOBPEXKACHUAX OPTaHOB U TKAaHEH ueroBeKka (caxapHbIi AuabeT, aTepocKiIepos,
JUTUTEIIBHOE OCIIKOBOE TOJIOJIaHuUE).

C npyroii cTOpOHBI, MATOJOTUsl OOMEHA BEIIECTB MOXKET BBICTYIATh KAaK OCIOKHSIOIINN
(dakTop B Pa3BUTUM OCHOBHOro 3abojeBaHMsa. HeoOXoqumo 3HAaTh M NMOMHUTH, YTO PEryJsus
MeTaboIM3Ma OCYILECTBISETCS] OJHOBPEMEHHO Ha Pa3HBIX YPOBHSX.

OcobenHocTH 0€JIKOBOr0 00MeHa

BenkoBbIii 0OMEH OpraHu3Ma >KeCTKO 3aBHCUT OT YCIOBUU MUTAHUS, TaK KaKk B OPTaHU3ME
HeT 3amacoB Oenka (oHm He MoryT 3¢GEeKTUBHO JenoHupoBaThes). [l obecnedeHus
YCTOMYHMBOCTH POCTA OPTaHU3M JOJIKEH IMOCTOSIHHO CHA0XKaThbCs OEIKaMH.
HUcTounukom CHUHTE3a 0€eJIKOB CJIyKart AMHUHOKHUCIIOTHI OK30I'€HHOI'O u OHAOT'CHHOI'O
npoucxoxaeHus. OmnpenerneHHble aMUHOKHCIOTH (HEe3aMEHHUMEBIE) HE MOTYT OOpa3OBHIBATHCS B
pe3yNbTaTe HI0TeHHBIX TpaHchopMaluid, HO OHM HEOOXOIMMBI JIsl CUHTE3a.
HcTouHUKOM SHEPruM CIyKaT YTIEBOMBI, JKUPBI, a MPH MX HeJocTaTke — Oenku. B ciydae
HEJ0CTATOYHOTO MOCTYIUICHHS C THINEH YTIIEBOJOB W JKHPOB JUISI 00CCIICUCHHS dHEPTreTHICCKIX
HYK]I, AMUHOKHCJIOTHI BMECTO BKJIIOUCHHSI B O€IKH, OYAYyT pacHIeIUIsAThECS A0 CyOCTpaToB.

HeobxonuMo moMHHTB, 4TO 0OecriedeHne opranu3mMa OelkaMu U3 HECKONbKHX HMCTOYHUKOB
MO’KET IPUBOJUTH K MOJIMAITHOJIOTMYHOCTH HapyIllIeHU OETKOBOTO OOMEHa.




B HopManbpHBIX YCIOBHSIX B Ipoliecce IepeBapuBaHUS O€NKM pacmajaloTcs Ha
OJIMTONENTHABl U aMHUHOKUCIOTHL. OntumansHyro pH ans paciienieHuss NenTUaoB MENCHUHOM
o0OecrieurBaeT CoOJIIHAs KHUCIOTa kenyAka. I[IpoTeMHKMHA3bl pacHIeIUIIoT —crenupuyecKkue
NENTHUIHBIE CBSA3H. B mIenoyHoi cpene KUIeYHNKa TPUIICHH, XeMOTPUIICHH M KapOOKCHITeNTH1a3a
MOKENTYIOYHOM Kee3bl TUAPOJIU3YIOT IPOTea3bl M NENTOHBI J0 NENTUIOB U AMUHOKHCIOT.
Jlpyrue nenTuaa3bl KUIIeYHOro COKa 00eCIeuynBalOT epeBapuBaHIE aMHHOKHUCIIOT.

HekoTopsie Oelku B MUHMMAJIBHBIX KOJIMUYECTBAX MOTYT abCOpOMpPOBATHCS B HEU3MEHHOM

BUJIE: IPOAYKTHI TUAPOIIN3A, HEKOTOPbIE AMUHOKHUCIIOTHI U TIENTH/IBI.
AMMHOKHUCIIOTHI TONAJAal0T B IE€YEHb IO CUCTEME BOPOTHOM BEHBI, 3aT€M pPaCHpEleistOTCs B
ApYrUX TKAaHAX M YYacTBYIOT B BOCCTAHOBJICHUH (YHKIHMOHAJIBHBIX OCJIKOB OpraHm3Ma
(ampOyMHUHBI, TE€MOTJOOWH, TOPMOHBI M Ap.). M3JAMIIKKM aMUHOKHUCIOT Je3aMUHUPYIOTCSH,
a30TOCOZIEpIKAIAsl 4acTh IPEBpAIACTCd B INEYEHH B MOUYEBUHY M SKCKPETUPYETCS MOYKaAMHU.
VYriepoa aMUHOKHCIIOT, KaK KUPOB U YIJIEBOJIOB, OKHCISIETCS. YacTh aMUHOKHUCIOT OTHOCHUTCS K
[JINKOT€HHBIM, JIpyrasi — K KETOT€HHBIM.

H3BecTHO, 4YTO OHOJOTHYECKYIO IIEHHOCTh OelKoB ompenenser 3(QQPeKTUBHOCTh UX
yrunu3anui. beiaku ¢ BRICOKOH OMOIOTHYEeCKON IIEHHOCTBIO (HArp., He3aMEHUMbIE aMHUHOKHUCIIOTHI)
OTJIUYAIOTCS KOJIMYECTBEHHBIMU XapaKTePUCTUKAMH M pacIpe/ielieHHeM, OJaronpusTHBIMH IS
pecuHTe3a TKaHeH opraHu3Ma W HEOOJBIIMX 3arpaT 3Hepruu. IIpum OGenKoBOM HEJOCTaTOYHOCTU
OENKM MBI MOTYT pa3pylIaThCs, CTAHOBUTHCS WCTOYHUKOM i oOpa3zoBaHus (EPMEHTOB U
obecrniedeHus MOTPEOHOCTEH TKaHeH Mo3ra.

Ha 6enku npuxonutcst okono 20% oT Macchl Tea B3pocioro yenoeka. COCTaBISIONINE X
AMUHOKHCIIOTBl OTHOCATCS K HE3aMEHUMBIM IMTATEIbHBIM BELIECTBAM, Y4YaCTBYIOLIMM B
o0pa3oBaHUM MPOTOIIa3Mbl KJIETOK. BHI, 4YHCIO M CTpOCHHE AaMHHOKHCIOT OMPEIEISIIOT
XapaKTePUCTHKH OEIKOBOM MOJEKYNbl. Bce aMHMHOKHUCIIOTHI ACIATCS Ha HE3aMEHUMBIE, 3aMEHUMbIE
U YCIIOBHO-HE3aMEHHUMBIE.

JlecsiTb aMUHOKUCIIOT (mpeonun, 6anuH, JelyuH, U301EUUUH, JUUH, mMpPpunmodgan,
¢enunananun, MmemuoHun, 2UCMUOUH VI APZUHUH) CUUTAIOTCS HE3aMEHMMBIMU U JieTel
IIEPBOTO roja ku3Hu. Kpome Toro, yucmun v maypun He3aMeHUMBI JUIsI I€T€l C HU3KOW Maccou
TEJa IPU POKICHUHU.

s 3/10pOBOTO B3pPOCJIOTO YyeJIoBeKa HE3aMEHUMbIMU SBIIAIOTCA BOCEMb
aMUHOKHCIIOT: MPEOHUH, 6AUH, JCUYUH, U30NEUYUH, NUZUH, MpUnmogan, Qenunananun,
MEmMUOHUH.

Od4eHb BaXHO, YTO AaMHWHOKHCJIOTHAs HEAOCTAaTOYHOCTh BO3HUKAET HE TOJBKO IIpU
HEJOCTaTKEe OJHOW WJIM HECKOJbKMX HE3aMEHUMbBIX AaMHUHOKHUCIOT, HO W NpU HapyLIEHUU
KOJIMYECTBEHHBIX COOTHOLIEHWM MEXIy HE3aMEHHUMBIMM AMHWHOKHCIOTAaMH, IOCTYNAIOUUMHU B
OpraHu3M. OTH HapylIEHUs MOTYT BO3HHKHYTb IPU OJHOOOPAa3HOM MUTAaHUM WU HEJAOCTaTKe
AMUHOKHCIIOT.

OtaenpHyl0  Ipynnmy  aMHHOKHCIOT  COCTaBISIIOT — TOJyHE3aMEHHMMbIE  (YCIOBHO
HE3aMEHUMBbIE) AMMUHOKHCIIOTHI. Y CIIOBHO-HE3aMEHMMbBIMU 3TH KHCJIOTBI Ha3bIBAIOTCA IIOTOMY, UTO,
HECMOTpSl Ha TO, YTO OHU CHUHTE3UPYIOTCS B OpraHM3Me, MpH NaTOJIOTHMYECKHUX COCTOSIHUSX WU
3a00JeBaHUAX MX Je(PUIUT BO BHYTPEHHEH cpele MOXKET DPa3BUThCA CPAaBHUTENBHO OBICTPO.
K nonynezamMmeHUMBIM aMUHOKHCIIOTaM OTHOCATCS: 2aymamun (HEOOXoauM  JUis CHHTE3a
HYKJICOTUIOB, OEJIKOB CKENETHBIX MBI, 00pa30BaHUs aMMHAaKa B MOYKaX U TIIFOKOHEOI'eHEe3a B
TenaToNNTAaxX ); apeuHUuH (ABISETCST CyOCTpaToM JUisl CHHTE3a KOHTPHHCYJISIPHBIX TOPMOHOB,
MHCYJIMHA, HEOOXOOUM JUIsl CHUHTE3a NPOTEMHOB). 3aMEHMMbIE€ AMHUHOKHUCIOTHI MOTYT OBITh
CHUHTE3UPOBaHbI B OpraHu3Me, I03TOMY OHU HE0O05A3aTeIbHO JOKHBI COAEPKAThCS B IUETE.

OcHOBHBIC IPUYUHBI HAPYILIEHUH CHHTE3a 0eJIKa
CunTe3 OeNKOB MPOMCXOJUT B OPraHU3ME HEMPEPHIBHO Ha MPOTSHKEHUH BCEH JKU3HHU, HO
Haumbojee HMHTEHCHBHO COBEpIIAETCd B IMEPUOJA BHYTPUYTPOOHOTO pa3BUTHs, B JAETCKOM U
IOHOIIECKOM BO3pacTe.
PaznuuaroT cinenyronue BUJbl CHHTE3a Oelka B 3aBUCMOCTH OT €r0 Ha3HAYEeHUS:



* pereHepamUoOHHbIH — CBs3aH C MporeccaMu (HU3NOJIOTHIESCKON U pernapaTHBHON pereHepaliy;

* CHHTE3 POCTa — COIPOBOXKAAETCS YBEJIMUEHUEM MACCHI U Pa3MEPOB TEINa;

* cTa0WIM3MPYIOLIMIT — CBSI3aH C BO3MEIIEHUEM CTPYKTYPHBIX OCJIKOB, YTpPAdeHHBIX B IPOIECCe
JTUCCUMIJISIINH, CTIOCOOCTBYET MOAEPKAHUIO CTPYKTYPHOM IIETOCTHOCTH OpraHU3Ma;

* GyHKIMOHANBbHBIA — CBS3aH CO CIENU(UYECKON NeATeIbHOCThIO PAa3IUYHBIX OPTaHOB (CHHTE3
reMoryioonHa, OEITKOB TUTa3Mbl KPOBH, aHTUTEI, TOPMOHOB U (DepMEHTOB).

IIpuunHBbI HAPpYLIEHUS CHHTEe3a 0eJIKa:

* OTCYTCTBHUE JIOCTATOYHOI'O KOJMYECTBAa aMHUHOKHCIIOT;

* Te(PUITUT SJHEPTUU B KIIETKAX;

* pacCcTpOMCTBA HEUPOIHJOKPUHHOMN PETYIISIINY;

* HapyIIEHHWE MPOILECCOB TPAHCKPUIIIUU WIH TPAHCISAIHA HHPOPMAIMH O CTPYKTYPE TOTO WIIU
MHOTO OejKa, 3aKOAUPOBAHHON B TEHOME KJIETKH.

HauOonee wdactoii mnpuuMHONW HapylleHUs CHUHTe3a Oejika SBJISETCS HeA0CTATOK
AMUHOKHCJIOT B OPraHu3Me BCIIE/ICTBUE!
1) paccTpoiCTB NUIIEBAPEHUS U BCACBIBAHHUS;
2) IOHM>KEHHOTO COZIep KaHusl OelKa B MUIIIE;
3) nUTaHUS HEMOJHOLEHHBIMH O€JIKaMHU, B KOTOPBIX OTCYTCTBYIOT MJIM UMEIOTCSI B HE3HAUUTEIbHOM
KOJIMYECTBE HE3aMEHUMbIE aMUHOKHCIIOTBI, HE CUHTE3UPYIOLUECS B OPraHU3Me.

IMonubri Ha60p HC3aMCHUMBIX aMHUHOKHUCJIIOT UMECTCA B 60J'IBIHI/IHCTB6 66JIKOB JKUBOTHOT'O
MPOMCXOXKCHHUS, TOra KaK PacTUTENIbHbIC OCIKH MOTYT HE COJCpP)KaTh HEKOTOPbIC U3 HHUX HIIN
coziepKaT HeJAOCTaTOYHO (B OeiKax KyKypy3bl Majo Tpuntodana). HezocTaTrok B opranuszme Xots
ObI O/IHOM M3 He3aMeHHUMbIX AMHUHOKHCJIOT (Tabs1. 1) BeleT K CHIKCHUIO CHHTE3a TOTO MJIM HHOTO
Oerka Jake IpH U300MINN OCTaTbHBIX.

Tab6auna 1. [Iposenenus nepuunra He3aMEHUMBIX AMUHOKHCIIOT.

l'uctuaun HepMatur, aHeMusi, CH)KEHUE MPOAYKIHMH THUCTAMUHA, YXYAIIEHUE YMCTBEHHOU
JIeSITeIbHOCTH
N3oneitiuu [TopaskeHue Movek, MUTOBUAHON KEJIE3bl, aHEMUS, TUIIONPOTEHUHEMUSI
Jlewun ITopaxeHue noyek, MUTOBUIHON JKeJE3bl, THITOMPOTEUHEMHUS
MeTnoHnuH (c OxupeHrne, HEKPO3bl TMEYCHH, YCKOPEHUE aTeporeHe3a, HaANOUYCTHHKOBAS
IIUCTEUHOM) HEJ0CTATOYHOCTh, FEMOPPAruu No4eK, NeHUIUT XOJUHA U aipeHaIuHA
JIvzun AHemusi, MUOJTUCTPOQUS, OCTEONOPO3, TMOPAKEHHE IEUYEeHU W JIETKUX, TOJIOBHAS

60.]'1]:, INOBBIICHHAA YYBCTBUTCIIbHOCTD K IIYMY

@DeHuNalaHuH ¢ I'unotrpeos, HeXOCTATOUHOCTH MO3TOBOTO BEIIECTBA HANIIOYEUHUKOB
THPO3UHOM

Aprunua Hapymenue ciepmaTorenesa, IMKjIa MOUYEBUHBI

Tpunrodan [lennarpa, KaTapakTa, MOMYTHEHHE  POTOBHULIBI, aHeMus, o0JIBICEHNE,
TUIIONPOTEHMHEMHsI, aTpOo(risi CEMEHHHMKOB, PacCcachblBaHUE IO 1A

Banmun PaccTpoiicTBO KOOpIMHALIUY ABUKEHUIN U TUIIEPCTE3UU

Tpeonnn Otexu Hu najieHue Macchl Teja

ﬂegbuuum 3AMEHUMDBIX AMUHOKUCION B IMAIIC PCIKC MPUBOAUT K IMOHUKCHUIO CUHTC3a 66.]'[1(3.,
TaK KaK OHHU MOTyT 06paSOBI)IBaTBC$[ B OpraHu3Me€ M3 KETOKHUCIIOT, ABJIAIOMIUXCA IMPOAYKTaAaMH
MeTaboIn3Ma YrJICBOAOB, JKUPOB U OCIIKOB.

IocnencTBust HApyLIeHUs 001Ero CUHTe3a OeJika
1) pa3Butue AUCTPODUUECKUX U aTPOPUUECKUX HAPYIICHUH B OpraHax W TKAHSAX BCICICTBHE
HEJ0CTAaTOYHOTO OOHOBIICHUS CTPYKTYPHBIX OEJIKOB;
2) 3aMe/IJICHUE MPOIIECCOB PereHepaluy;




3) oTcTaBaHue B pocTe, GU3HMYCCKOM U YMCTBEHHOM Pa3BUTHU;

4) | cunre3a paznuuHbX hepmeHToB M ropMoHOB (CTI, aHTHIUYpeTHYECKHI U THPEOUIHBIN
TOPMOHBI, HWHCYJIUMH U JIp.) — DJHIOKPUHOINATHH, HapyIIeHHE IPYyruxX BUAOB OOMeHa
(YriieBoiHOT0, BOJJHO-COJIEBOTO, OCHOBHOT0);

5) | OHKOTHYECKOTO JaBJICHHS B KPOBH —> OTEKH;

6) | IpOaYKIMY aHTUTEN U IPYTUX 3aLIUTHBIX OCIKOB — | MMMYHOJIOTHUECKON PEaKTUBHOCTH
OpraHu3Ma;

B nanboznee BBIpaXEHHOM CTETEHU ATHU PACCTPOMCTBA BO3HHMKAIOT B PE3YJIbTATe JJIUTEIHHOTIO
HapyILIeHUs. YCBOCHHUS OCJIKOB MUIIM MPH pPa3IHYHbIX XPOHUYECKUX 3a00JIEBaHUAX OPraHOB
MUIIEBAPEHUs, a TAKXKE MPH JITUTEIHLHOM OEIKOBOM TOJIOIAHMH, OCOOCHHO €CJIM OHO COYETaeTCs C
NeUIUTOM KUPOB M YIJIEBOAOB. B mociegHem ciydyae MOBBIINIAETCS HCIOJB30BaHUE Oenka B
Ka4yecTBE MCTOUYHUKA YHEPTUH.

Buabl 0eJIKOBOH HEJOCTATOYHOCTH
1. Ok30reHHas (mepBU4YHAs, AJIUMEHTAPHAS):
a) KOJINYECTBEHHAS;
0) KaueCTBCHHAsI.
PasBuBaercs npu:
[J HU3KOM OMOJIOTUYECKO [IEHHOCTH MUIIEBBIX OENKOB
[ neduruTe HE3aMEHUMBIX AMUHOKHUCIIOT
[] ronoganuu (TIOJIHOM, YaCTUYHOM )
2. DHaoreHHasi (BTOPUYHAsA):
[J mpu HapymeHuu pacuierieHus: 6enkos B XKKT
(] mpu HapyIlIEHUH BCAChIBAHUU OEIIKOB
[J mpu U3MEHEHUH CKOPOCTHU MOCTYIICHUSI aMUHOKHCIIOT B OPTraHbl U TKAHU
(] mpu HapyIIEHUN CHHTE3a OSIIKOBBIX CTPYKTYP
[J mpu HapyIIEHUH MEKYTOYHOTO 0OMEHa aMHUHOKHCIIOT
[J mpu HapyILLIEHUU CKOPOCTHU pacmajia oenka
[J mpu HapyIIEeHUH KOHEYHBIX 3TAllOB OETKOBOTO OOMEHa

Tunosble Hapyme}mﬂ 6e.mc030r0 06MeHa
| Tunoeble HapyweHuns 6enkoBoro obmeHa

HecoorBeTcTBue nocrynneHuns 6enka
B opraHuam norpebHocTam

HapyuweHus tpaHcmembGpaHHoro
nepeHoca aMMHOKUCNOT

HapyweHunsa conep>xkaHns 6enkos
B nrasme Kposu

HapyweHune pacuwenneHus 6enka s
XKENyaoYHHO-KULLEYHOM TpakTe

PaccrtpowncrBa metabonuama
aMUHOKNCNOT

PaccrponcreBa KOHe4YHbIX aTanos
kaTtabonuama 6enkos

Puc. 1. — TumnoBsie HapylieHUs: 6eIKOBOro ooMeHa (no I1. @. Jlumsuyxomy, 2002)

A3omucmutit dananc — pazHUIA MEXTY CYTOUHBIM KOJMYECTBOM MOCTYMAIOUIETO ¢ MUILEH
a30Ta ¥ KOJMYECTBOM a30Ta, BBIIEJICHHOIO 3a TOT K€ IEepUuojJ B COCTaBE a30TOCOAEp KAIIUX
KOMITOHEHTOB MOYH U Kayia (Mo4YeBasi KUCIO0Ta, MOYeBUHA, KPEaTUHUH, AMUHOKHUCIIOTHI).

VY 310poBOT0 B3pOCIOro YeI0BeKa MPOLECCHl paclajia U CHHTe3a Oellka ypaBHOBELIEHBI, T.€.
uMeeTcs azomucmoe pasHosecue. IIpu 3ToM cyTouHas nerpaaanus 6enka cocrasiser 30—40 r.
ABOTHUCTBII OalaHC MOKET OBITh MOJTOXKUTEIBLHBIM U OTPUIATEIILHBIM.




Ionostccumenvholii azomucmolii 6ananc — NMOCTYIUICHHE B OPTaHWU3M a30Ta MPEBBIMIACT €ro
BEIBEJICHHE, T.€. CHHTE3 Oellka mpeo0iiajacT HaJl €r0 paciaioM.

1. Ilpu HopmanvHeix ycro8usx:

L] poct

[] M”HTEHCUBHAsI pereHeparysl

[] maktamus, 6epeMeHHOCTb
2. Ilpu namonoeuu:

(] IOJIMIIUTEMHUS

[] GonpiIre qOOPOKAYECTBEHHBIE OYXOJIH

[] HEeKOTOpBIE 37I0KAYECTBEHHBIE OITyXOJIH

[] runepcekpenus ropMOHa POCTa

OmpuyamenvHolii azomucmalit 6anranc — pacraj Oejika IpeBAIUPYET HaJl CHHTE30M H
a30Ta MOCTYIAET B OPraHu3M MEHbBIIIE, YEM BBIJICISETCS.

[J rojonanue

[ 0eTKOBO-?HEPreTUYECKast HEIOCTATOUHOCTh

0 CH 1 tuna

[l TMIIEpKOPTULI3M

0J HexBaTKa J1000# He3aMEHUMOI a/K

[J 9KCTpeMaJIbHbIE COCTOSIHUS (CTPECC)

[1 oxkoru

TI'ononanue

B uzyuenuu npobiiemsl rosoganust 0onpioi Bkiax BHecan B.B. IlamryTus u ero yueHuku:
I[1.M. AnsOunxkuii, [LI1. ABpopos, A.A. JIuxaues.

I"osio1aHMe — TIATOJIOTUYECKOE COCTOSIHUE, XapaKTepu3yromeecs: AeQHUIUTOM >HEPTUU U
MacChl B OPraHax M KJIETOYHBIX dJIEMEHTax. ['oyioganue pa3BuBaeTcs MpU CHUKEHUU MTOCTYILICHUS
B KJIETKH HEOOXOJIMMBIX BEIIECTB, a TAKXKe MPU YCUIIEHUU MeTa0oInYecKux npoieccoB. ['ononanue
BBI3bIBAET HM3Kas OTHOCUTEIBHO NOTPEOHOCTEH KIETOK JOCTaBKa K HHMM HYTPHUEHTOB WU
YCTOMYUBBINA CIBUT META00JIM3Ma B CTOPOHY KaTaOOJIUYECKUX TIPOIIECCOB.

Buasbl ronoganus
|. Dx30reHHoe
1. AGCOIIOTHOE — IOJIHOE OTCYTCTBUE MUILIU U BOJIBI.
2. IlonHOE — OTCYTCTBHE NUILH, HO COXPAaHEHHUE BOJBI.
3. HenonHoe — KanmopuiHOCTb MUY HUYKE SHEPIeTUYECKUX 3aTparT.
4. YactTuuyHOe (KaueCTBEHHOE) — KaJOPUHHOCTh MHILU COOTBETCTBYET dHEPreTHUYECKHM 3aTpaTraM
OpraHusma.
Il. Dngorennoe
1. YckopeHHOEe — 3TO TOJIOAaHME, pa3BUBLIeecs MpU T META0OIMYECKHX Ipoleccax B YCIOBUHU
MOBBIIIEHHOTO MOTPEOJIEHUST BEIECTB M0 OTHOIICHUIO K TPAHCIOPTY UX B KIETKH (MCTOYHHKOB
CBOOOJTHOM HEPTUHN) M HU3KOU JTOCTABKE dTHUX BEIICCTB B KJIETKH OPTaHU3Ma
2. CTpeccopHOe — 3TO CUCTEMHBIN 1e(UIIUT MAaCChl U SHEPTUHU MPHU KaTaOOIMUECKONW CTPEeCCOPHON
peakuuu, XapakTepu3yercsi COXpaHEeHHEM aHaOOJMYECKHX IPOLIECCOB TOJIBKO B BUIE OEIKOBOTO
CHHTE3a B 3aIIUTHBIX CUCTEMAX OpraHU3Ma
I11. JIeueOHoe.

B COBpeMEHHBIX YCIOBHSIX 4Yallle BCTPEUACTCS HEMOJHOE W YacTUYHOE TOJIOJaHue.
AOGCOIIOTHOE U TIOJTHOE TOJIOJIaHNE B HACTOSAIIEEe BPeMs BCTpeyaeTcs peaKo (MPH dKCTpEeMalbHbIX
oOcrositenscTBax). OngHako npu aOCONIOTHOM U TOJHOM TOJOJAaHUM Hauboiee YeTKo
MIPEJCTaBICHbl MEXaHW3Mbl HapyIIEHUH U CTaJUIHOCTb IPOIIECCOB, BO3HUKAIOIIUX B OpPraHU3Me
IIpH IPCKpAICHUN ITOCTYIIJICHUSA B HEI'O MUTATCIIBHBIX BEIICCTB.



IK30reHHOE T0JI0JaHue

[lpu Qusmonornyeckoi agantaul K 3TOMY THUIY TOJOJAaHUS BO3HHUKAET CTaJUHHOCTH
M3MEHEHUN 0O0MeHa BEIIEeCTB, IPOUCXOAUT CMEHA OCHOBHBIX HICTOYHUKOB CBOOOTHOM SHEPTHUH.
AnanTanys K OJHOMY I'OJIOIAaHUIO0 COCTOUT B IOCJIEI0BATENIbHOM HCIIOIb30BAaHUM SHEPreTHYECKUX
pEe3epBOB  OpraHum3Ma. OHEPreTUYECKUMHU CyOCTpaTaMu  «IEepBOMl  oyepeau»  SABISAIOTCS
tpuriauuepuas! (T1) xupoBoii TKaHM M INIMKOTEH. Y JIUI] ¢ HOpMaJIbHOM Maccoil Tena B Buae TT°
conepxutcs 80% Bcex SHEPreTUUECKUX PE3EPBOB, Y JIULL C OKUPEHHEM — 10 95%.

IIpu MoJHOM OKHMCJIEHMH KUPHBIX KHCJIOT BBIXOJ JHEPrUH COCTABJIsACT 9 KKaN/T, 1Js
YIJIEBOIOB M 0€JIKOB 3TOT NMOKa3aTe/ib paBeH NMPUMEPHO 4 KKaJ/T. ITO O0BACHIETCS TEM, UYTO
KUPHBIE KHUCIIOTHI SIBIISIOTCS TOpazao 0ojee BOCCTAHOBICHHBIMH COCIUHEHUSMH, O00JalaoT
BBIPOKEHHOW HEMOJISIPHOCTBIO U PE3EPBUPYIOTCS B MOYTH 00e3BOKeHHOU (opme (YriieBoAbl U
Oenku Oomee MONSIPHBI W Oo0Jiee BBICOKOTHIpPATHPOBaHBI). KomudecTBO 3HEpruu, 3amaceHHOW B
OJIHOM TpaMMe MOYTH O00E3BOKEHHOro Xupa, B 6,75 pa3a MpeBbIIaeT KOJIUYECTBO SHEPTHUU,
pE3EepBUPOBAHHON B OJJHOM I'paMMe€ INIMKOI'€Ha (OJMH I'paMM CyXOTrO INIMKOI€Ha CBSI3BIBAET OKOJIO
2-x rpaMMOB Bojbl). TakuM o0pa3om, KOJIMYECTBA IIMKOTE€HA B OpraHu3Me ueioBeka BecoM 70 Kr
XBaTaeT JJ1s 00ecleyeHnsl Opranu3Ma 3Heprueil npuMepHo Ha 12 4acoB, a KOJIMYECTBA KUPA — Ha
8 Henenb. [1oaToMy KUPBI SABISIIOTCA [NIABHBIM SHEPIeTUUYECKUM PE3EPBOM OpraHU3Ma.

Tabauna 2. Craguu npUCIOCOOUTENbHBIX M3MEHEHMH oOMEeHa BELIeCTB B OpraHax M TKaHIX
yesioBeKa npu mnosiHoM rosonanuu (no B.1O. [lanuny)

Opran Yepes 2-72 4. mocjie HAYaJa MOJTHOTO Iocse 72 4. oT HaYa/Ia MOJTHOTO
roJIOAAHUS roJI01aHus

I'onoBHOM OMOJIOrMYeCcKOe OKUCICHUE KaK HCTOYHUKA OMOJIOTUYECKOE OKHCIICHHE HE TOJIBKO

MO3T CBOOOIHOM SHEPrHH TOJIBKO TITIOKO3bI TJIIOKO3BI, HO M KETOHOBBIX TEJ

Ileuenn HOTpC6IIeHI/Ie renarouuraMm aMUMHOKHCIIOT, HMHTCHCHUBHBIC I'NITFOKOHCOI'CHE3 1
CBOOO/THBIX )KUPOBBIX KHCIIOT; KETOTeHE3 MPH MOYTH ITOITHOM
TITIOKOHEOTeHEe3, KETOTeHe3, TITMKOTeHOJIN3; NPEKPaIeHUH TITUKOT€HOIN3a

BBICBO60)KII€HI/IG KJICTKaMU IICYCHU I'IFOKO3bI U
KCTOHOBBIX TCJI

AMTONHTHI JIMIIOJN3, TO €CTh pacra/l TPUTITUIEPUIOB 10 JIMIIOJH3
KHUPOBOI TJIUIEPUHA U CBOOOIHBIX )KUPHBIX KUCIOT
TKaHHU
CkeneTHble OHMOJIOrHUeCcKOe OKHCIEHNE CBOOOTHBIX KUPHBIX OKHCIICHHE CBOOOIHBIX KUPHBIX
MBIIIIBI KUCIIOT M KETOHOBBIX TElT; KHUCJIIOT;
IPOTEOJIN3 B MUOLIMTAaX M BHICBOOOK/ICHHE UMH HPOTEOJIN3 M BEICBOOOXKICHHE
AMHHOKHUCIIOT AMHMHOKHCIIOTHOM CMeCH.

N3BECTHO, UTO CaMbIM MOLIHBIM PETYJIATOPOM CEKPELIMM HMHCYJIWHA SIBISETCS TIIHOKO3a.
CHuKeHne KOHLIEHTpallMM IJIIOKO3bl B KPOBU YTHETaeT CeKpeuuto uHcyinnHa. Kpome Toro, Ha
CHIDKCHHE HHCYJIMHA BIUAIOT CHIKEHHE TaCTPOMHTECTHMHAIBHBIX NENTHIAOB U  HEpBHas
UMITyJIbcalusi. OTO MPUBOJUT K BO3OYKIEHHUIO ILIEHTpa TOJIofa, KOTOPBI 4Yepe3 aKTHBAIUIO
CUMIIaTHYECKOTO OT/EJIa NPUBOJUT K YBEITUUYEHHUIO COIEPKAHNS KOHTPUHCYIJISIPHBIX TOPMOHOB.

B pesynprare cekpenuy aHTaroHWCTOB HMHCYJIMHA CTUMYJIUPYIOTCSI TaKMe IPOLECCHI, KaKk
JIUIIOJIN3, [JIMKOT€HOJIN3, [IPOTEOIIU3, TJIFOKOHEOT €HE3, YTHETAIOTCS IIPOLIECCHI
IIIMKOTreHO00pa30oBaHus, CUHTE3a kupa U Oenka. Heo6XoaMMO MOMHHUTE, UTO 3amachl IJIMKOT€HA B
MEYEHU HEBEJIMKU U CIIOCOOHBI MOJIep’KaTh HOPMAJIbHBINH YpOBEHB TIIOKO3bI B KPOBU B TE€UECHUE
12-24 4gacoB. Ilocme »TOro cpoka TMoOAJAEpKAHWE TIIOKO3Bl Ha MHHUMAIBHOM YpPOBHE
obecrieynBaeTcsi 3a cyeT IiIoKoHeoreHe3a. CmycTs 24 yaca MOJHOrO TOJIOJIAaHMS B KadecTBe
SHEPreTHYecKOro cyocTpaTa TJIIOKO3Y MCHONB3YIOT TOJBKO TOJIOBHOM M CHUHHOW MO3T
(mopep:xaHue HEPBHOM CUCTEMBI M COXpPAaHEHHE €€ CTPYKTYpbl). Bce ocTallbHbIE TKAaHU U OpraHbl
st 6nonornyeckoro okucienus: yrunusupyor CXK u xeroHoBwie Tena. KeroHoBbie Tema mpu
JUINTEIBHOM IOJIHOM T'OJIOJJAHUU MOTYT CIIY’)KUTh UCTOUYHMKAMHU PHEPruM st Mosra. [Ipu nmoianom
TOJIOJAHUM CBBIIIE 72 YacOB CHM)KAETCS MHTEHCHUBHOCTH TJIFOKOHEOTEHE3d, 4YTO MPUBOAUT K
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MHTEHCUBHOMY HCIIOJb30BAHUIO MO3IOM KETOHOBBIX Tei. Heob6XonamumMo NHOMHUTB, YTO XOTs
KETOHOBBIE TEJA MPU JUIMTEIBHOM ITOJHOM TOJIOAAHUH CIIY’KaT UCTOYHUKAMU DHEPIUU Ul MO3ra,
HO TOJIBKO OIIPEAEICHHBI YPOBEHb JOCTAaBKH INIIOKO3bI K €0 HEMPOHAM IIO3BOJIAET COXPAHUThH MX
(YHKINU ¥ IPEIOTBPAILACT [IUTOIHN3 KJIETOK HEPBHOM CUCTEMBI.

Ta6auna 3. Biausiaue ropMoHOB Ha 00OMeH BeniecTB npu rosnoaanuu (o B.1O. Illanuny)

I'opmon  |AHaloJim4ecKHe Mpouecchl Karob6onnuyeckne npoueccsl
Cunres |Jlunorenes unres | [inkorenoans | [iokoneorenes | JInmosns IIporeonu3
TJIMKOT 0eJIk
eHa a
MNHcynuH + + + — — — —
AnpeHanu - 0 0 + + + -
H
I'mokorox + 0 0 + + ? +
Koptuzon | +/— +/— — + + + opu |
HHCYJIMHA
CTT 0 0 + - + + mpu |
WHCYJTHHA

[Ipumeuanue: «+» — CTUMYJISLUS, «—» — TOpMOKeHue, «0» — OTCYyTCTBHE BIUSHUS

C OMOXMMHYECKOM M 3HEPreTUYECKOW MO3ULMKA KOMIIEHCAIUsI CHUKEHUS TIIFOKOHEOreHe3a
Y3 aMUHOKHUCIIOT B CO3/IaBIIMXCS YCIOBUAX BO3MOXKHA JIBYMS IIyTSMH:
— Mepexo/] Ha YTHIIM3ALUIO0 IPYTUX SIHEPreTUUECKUX CyOCTpaToB;
— YBEJIMYECHUE YTHIM3ALUHM I[€YEHBIO JJIMHHOLIETIOYEYHBIX aMHMHOKHUCIOT Kak CyOcTpaToB
IJIIOKOHEOT€He3a.

Taxkum 06pa3zoM, IpU SK30I€HHOM T'OJIOAHUU B OPraHU3Me MPOUCXOAUT U3MEHEHHE OOMeHa
BELIECTB, BeAYIIEe K CHUKEHUIO MOTpedseHns cBoO0oHOM 3Heprun Ha 15-20% oT HopManbHOIrO
YPOBHS JIs1 3J0POBOTO YEJIOBEKA.

ITepnoas! MOTHOIO ro10AaAHUA

1-p1ii mepuox (1-2 cyrok) — sHepreTuueckas MOTPeOHOCTh OpraHU3Ma O0ECIeYHBaCTCS
pacxo0OM pe3epBUPOBAHHBIX yIiIeBOAOB. JlpixaTenbHblid kodp¢unuent (JIK) = 1, | O6uocunres
TKaHEBBIX O€JIKOB U MHTEHCUBHOCTD IIPOLIECCOB JI€3- U IEPEaMUHHUPOBAHNS aMUHOKHUCIIOT B TIEUEHH,
MPOUCXOIUT | 00pa3oBaHUs LUUTPYJJIMHA U aprUHUHA, COOTBETCTBEHHO | 00pa3oBaHUE MOUYEBUHBI
1 MOYEBOM KUCIIOTHI, a30TUCTHIN OanaHC OTpULATENbHBIMH.

2—oii mepmuoa (1o 70 cyrok u Ooyiee) — NPOAOJDKUTEIBHOCTh IMEPHOAA 3aBUCUT OT
MIpeIIeCTBYIONIEH YIIUTAaHHOCTH OPTaHW3Ma U MHTEHCUBHOCTH SHEPreTUYECKHX 3aTpaT B Ipoliecce
ronoganus. [Ipoucxoaut okucienue npeumyiiecTBeHHo aunuaoB, JIK = 0,7, ocHoBHO# oOMeH |,
T.K. SHEpromnpeoOpa3yoIuecs CUCTEMBI, JIOKaTN30BaHHBIE B MUTOXOHAPUSX, IEPEXOAIT Ha Oosee
HSKOHOMHYHOE (DYHKIIMOHUPOBAHHE, a30THCTHIA OaJlaHC OTPHUILATENbHBIM. YBeIMYMBaeTCs
COTPSIKEHHOCTh MIPOLIECCOB OKHUCJIUTEIHHOTO docdoprinpoBaHus. DOKOHOMHYHOCTb
HHEpPreTUYecKoro obMeHa IpH TOJOJAHWU JIOCTUTAETCS 3a CYET pacraja yacTh MHUTOXOHJPHM.
Habmonaercst | Macchl pa3aMyHbIX OpraHOB U TKaHEW (>KUPOBOM KIIETYATKU, CEIE3EHKH, TECTUKYII).
Ceppaue, HepBHas cuctemMa (>KM3HEHHO BaXKHbIE OPTraHbl) MEHBIIIE NOJIBEP>KEHBI CHUKEHUIO MacChl.
[Ipouecc mnpu rosomaHuu moA0O0EH JerkoMy nauabery. B pesynbrate HEZOCTATOYHOIO
ucrnoib3oBanus anetwi-KoA mnpoucxoautr oOpa3oBanue okcumeTwiariayTapwil KoA, koTopsiid
CTUMYJIUpPYET 00pa3oBaHWE KETOHOBBIX Tell M XxonectepuHa. Ha 6—8 cyTku ronogaHus BO3HUKAET
CIIOHTAHHAsl CEKpeLHs NHIIEBAPUTENBHBIX JKele3. B  KpoBM THUINONPOTEMHEMMS, KOTOpas
CIOCOOCTBYET Pa3BUTHIO FOJIOHBIX O0TeKOB. IMMyHOIOrHY€ecKas 3alUTa opranusma | .

3-ii mepuoj (TepMUHAJIBHBIN) — 3aKaHUYMBaeTCs IMOeNbl0 opraHu3Ma mnpu norepe 45-50%
Beca Tena. XapaKTepU3yeTcs MPOTrpecCUpPYIONIMM YBEIMYEHHEM pacrnana OelKOB >KU3HEHHO




BAXXHBIX OPIraHOB. CMepTI: HAaCcTyna€T OT MHTOKCHUKalWK OpraHu3Ma W OTCYTCTBHUA IMUTATCIbHBIX
BCIICCTB B OpraHu3Mce.

B menom, peakius Ha rojioJJaHHE COCTOMT B COXPAaHEHHWU HE3aMEHUMOTO O€lika M B TOM,
YTOOBI CHIeNaTh MEepPexo]] 3aBUCUMOCTH OT 3K30T€HHOTO MUTaHUS K 3aBUCUMOCTH OT 3HJOTE€HHOTO
IINTaHUs 60.]166 IIJIaBHBIM U D KOHOMUWYHBIM. FOJIOI[aHI/Ie IIPpUBOJUT B I[GFICTBHC CJIOKHBINA KOMIIJIEKC
aJIalTUBHBIX pEaKIlMii, HAMpaBJICHHBIX HAa COXPAaHEHHWE KOMIIOHEHTOB TKaHeW opraHusma u
nepepacnpeieieHue pecypcoB. Pa3znuyaioT KpaTKOBPEeMEHHYIO (MHH) U JIOJTOBPEMEHHYIO
a/IafTalyio K MEHAIOIUMCS YCJIOBUSIM MUTAHUS.

JleyeOHoe rojioganue

Hukakux OTpUIIATENBHBIX TMOCIEACTBUH IOCIE IEPEHECEHHOTO KPAaTKOBPEMEHHOIO
roJIofaHusi He oTMedvaercs. [Ipu wacto moBTOpsIOMmHMXCS TojomaHusx (4—5 pa3) Macca Tena
BOCCTAHABIIMBAETCS C KAXKJIBIM Pa3oM TPYAHEE, Pa3BUBACTCS )KUPOBAs TUCTPODHUS ICUCHH.

["ostoanue ¢ edeOHO 11eTbI0 TPUMEHSUTOCH B peBHer Unauu, ['peruu, Erunte, B Havane
80-x rr. XIX B. cTasio HCHOJNB30BaThbcs W B EBporme mns JeUeHHs caxapHoeo oOuabema,
pesmamuszma, nodazpbul, npu 3a601e6aHUAX NOYEK, SUNEPMOHUU, OPOHXUATLHOU ACTMe, HEKOMOPLIX
KOJICHBIX, HEPBHO-NCUXUieckux oonesusax u op. 11o okoHYaHUH JIeYeOHOTO TOJIOIaHUS TPUMEHSIETCS
axjopuaHas nueta (PpyKTOBbIE COKH, Kedup, MO3KE PacTUTEILHOE MAacio) C MaKCHMAaIbHBIM
COJIEp’)KaHUEM BHUTAMHHOB M MUHEPAIBHBIX COJei. [Ipu moCTOSHHOM yBenWYeHHH 00beMa MU U
€¢ DHEPreTUYECKON IICHHOCTH OCTOPOXHOCTHh cBsi3aHa ¢ TeM, uto JKKT B mepuosa neueOHOTO
TOJIOJJAaHUSl HAXOMUTCS B COCTOSHMHM TuUNOQyHKIuH U atpoduu. [lepwon oTkapmiIuBaHUs
MPOJOIDKACTCS OKOJIO 2 Helenb. Kypc TOBTOPHOrO JIe4eOHOrO TOJIONAHUSI TEPEHOCHTCS
3HAYUTEIIBHO JIeTde, HO 00s3aTCIIbHBIM TPEOOBaHUEM SIBISICTCS TOJIHOE BOCCTAHOBIICHHE IOCIIEC
MPEIBIAYIIETO TOJIOIaHus.

KBammopkop

KBammopkop 03Ha4aeT «OTIy4yeHHBIH peOeHOK», T.€. peOEHOK paHO JIMIIEHHBINH IPYAHOTO
BCKapMmiuBaHus. B mepeBone ¢ nuanekra HapoaHocTu ['ma (Teppuropusi ['aHbl) «KBamImopkop —
00J1€3Hb, KOTOPYIO TOJy4aeT CTapliuil peOeHOK Toria, KOrjaa JOJDKEH POAMTHCS MIIAJIIHI.
3abosneBaHue MPOSIBIAETCS B MEPUOJ PaHHEro NETCTBAa M O Bo3pacTa 5 ner. Yaiie HaumHaeTcs
rocyie OTHATUSL Tpyau. BrepBele ommcaHo y adpukaHCKUX AETel, KOTOPHIX MOCHEe TPYAHOIO
BCKapMJIMBaHMsI MEPEBOAMIM Ha MajoOeIKoBYr0, OoraTyro yrieBonamu jauety. [lostomy naHHOe
3a0o0yieBaHNE OTHOCAT K OenkoBoM HenoctarouHoctd. Ho, yuuThiBasg TO, 4YTO pa3BUBAETCS
SHEepPreTU4ecKuil JePUIUT, MOKHO FOBOPUTH O OEIKOBO-KaJIOpUitHON HepocTaTouHocTH. Hanbomee
4acTo KBalIMOpKop BerpeuaeTcs B Muauun, Adpuke, JlaTuHckoit AMepuke.

JUTuTenbHOCTh AOKJIMHUYECKOIO MEepUojia MpU KBAIIMOPKOPE COCTABIAET OT HECKOJBKHX
HEeZeNb /10 HECKOJbKUX MECSIEB B 3aBUCMMOCTU OT OTHOCHUTEIBHOTO KOJMYECTBa Oelka u
JIONIOJTHUTENBHOTO cTpecca (MHQekuus). PaHHME KIMHUYECKHE TPOSIBICHUS HeCcHeupHUHBL:
COHJIUBOCTb, amaTHsi UM BO30yAMMOCTh. B HOpPManbHBIX YCIOBMSIX AETHU JIS CBOETO pocTa U
Pa3BUTHS JOJDKHBI IOJIy4aTh JOCTATOUHOE KOJMYECTBO a30TCOAEpKAIeH MUIIH IS TOAJepKAHUS
MOJIOXKUTEITFHOTO a30TUCTOTO OanaHca (B3pOCible HYKIAIOTCS B COXpaHEHUH a30THCTOTO OajaHca).
ITpu xBammopkope B pe3ynbraTe AeduiuTa NOCTYIUIEHUs Oelka HapylaeTcss HOpMaJlbHbIM CUHTE3
Oenka B MEYEHH, YTO MPHUBOJUT K CHUKEHHIO COJEp)KaHMSI ChIBOPOTOYHOIO albOyMHHAa M K
pa3BUTHIO OTEKOB. OTEKH MOSBISAIOTCS OOBIYHO PaHO, HO OHM MOTYT MacKHpOBaTh OTCYTCTBHE
yBEJIMUEHUE MacChl Tena (BUJ Y peOeHKa «yIMHUTAaHHBII»), T.K. 4aCTO JIOKAIU3YIOTCSI BO BHYTPEHHHUX
opraHax. 3HAUUTEJIbHO M03KE€ OHU MOSBISAIOTCS Ha JUIE U KOHEYHOCTSIX. CKOPOCTh KIyOOUKOBOM
buabTpanuy, MOYEUHBIH KIMPEHC U QYHKIUS KaHaJIbIEB MOYEK CHIKEHBI. Y aeTel HaOonaeTcs
aHOPEKCHs, CHIXKEHHE Typropa TKaHU, MbIIIEYHAsi TUITOTOHMS.

Pa3BuBaeTcst xupoBasi MHOUIBTPALUS TIEYCHH U TeIaTOMETalusl, MPOUCXOANUT CHUKCHUE
conepxxanus JITTOHIL. ITo mepe nporpeccupoBanust 3a00J€BaHUs Pa3BUBACTCS KapIUOMETaJIHsl.
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Jlnst maHHOTO 3a00JIeBaHUsI XapaKTEPHBIM CHUMITOMOM sBJsieTcsi pepmartuT. [locne nmeckBamanmu
SMUTENUS OCTAOTCS OYarW NCMUTMEHTAUW. BONOCHI TOHKHE, pelKHe, NEeMUTMEHTUPOBAHBI —
PBDKHE WM Cepbie (APYroe Ha3BaHUe 3TOr0 3a00JICBAHUS «KPACHBIE ICTH).

[Ipn KBamMOpKOpE pPAa3BUBACTCS BTOPUYHAS HMMMYHOJOTHYECKAs HEIOCTATOYHOCTE:
MPUCOCTUHSIOTCS HHPEKIIMOHHBIC U MTapa3uTapHbIe 3a00IeBaHUSI.

Knunuuecku: anopekcusi, JUMTeNbHAsi AWapesi, pPBOTA, CHIXKEHUE COIPOTHBISIEMOCTH K
MHQPEKIMOHHBIM areHTaM, HapymieHus: QyHkiuu [{HC (B TspKenmbIxX ciaydasx pa3BHBAIOTCS CTYIIOP,
KOMa).

Cpenu nabopamopnvix _nokazameneli Hanboliee XapakTEePHO CHUIKCHUE CBIBOPOTOYHOTO
anbOyMHHA. YPOBEHBb TITIOKO3bI B KPOBH IOHIDKEH, OJHAKO, TIIOKO30TOJEPAHTHBIM TECT HMMEET
nuabeTnueckuii Thm. HaOmromaercs aMHHOAIMIYpHs, CHWKCHHE MAarHUs W Kallusi, Pa3BUBACTCS
aHemusi, abcomotHas JmMdoneHus. Ha paHHUX CTaausx WUCTOUICHHS TOSIBJICTCS KETOHYPHS,
KOTOpast MO3/IHee cye3acT.

JledeHnue BKJIFOYAET SKCTPEHHBIC MEPOIIPUSATHS M0 KOPPEKIIUU OCTPHIX COCTOSIHHUM (TsDKENast

ayapesi, MovevYHas HEJOCTaTOYHOCTh, IIOK). BBeieHHMe Oelika MPOW3BOAAT IOCTENEHHO, TOCIe
Havajia KOPPEKIMH OCTALHBIX HHTPEIUEHTOB. JIedeHHe PUCOSTMHUBINNXCS WHMEKIIHA TIPOBOJIST
OJTHOBPEMEHHO C JueToTepanueir. HeoOXoauMo MOMHUTb, YTO MOCJIE Havalla JICYCHHs Y peOeHKa
Macca TeJia MOXKET YMEHBIIIAThCS eIe B TSUCHHE HECKOJIBKUX HENENb (B Pe3yJbTaTe NCUC3HOBCHUS
SIBHBIX U CKPBITBIX OTEKOB).
BreipakeHHBIC HapYIICHHS POCTa W PA3BUTHS MOTYT MPOJOJIKATHCS B TEUCHUE JITUTCIHHOTO
BpEMEHHU (BBIPAKCHHOCTh OCTATOYHBIX SIBIICHUH y peOCHKa OoJbllle, €ClIM HEJOCTATOYHOCTh
MUTaHUS pa3BUWIACh B OoJiee paHHEM BO3pacte). BiMsHue Ha pa3BUTHE HEPBHON TKaHU OCOOCHHO
HEeONIaronpusaTHO B MHTEpBaje OoT 6 mecsneB a0 3 ner (B 3toT nepuoi B LIHC ocymecTBusitoTcs
MIPOLIECCHI TIIMOTEHE3a, MHUCITMHU3AIINN, POCTa HEPBHBIX KJICTOK, a TakkKe (GOPMHUPOBAHUS HEPBHBIX
CBsI3el).

Tabauua 4. ©opmbl GEIKOBO-IHEPreTUUECKON HEJOCTATOUHOCTH

Dopma Kpammopkop AJIMMeHTapHbII Mapa3m

Hepuunt B ocHOBHOM, O€JIKOBBII U xanopuueckuii, 1 OEJIKOBBINH

Boano-couseBoii Oreku, acuuT, 3aJep>KKa HATPHUS, be3 otekoB, B (pUHANBHOM CTaIK —

o0MeH runokanuemusi, runopocdaremus, TUIEPKATUEMUSL.
TUIIOMAarHe3ueMusl.

IMumesoe Anmnarus, OTCYTCTBUE aIlleTUTa AKTUBHOE. ANIETUT IPUCYTCTBYET.

NOBeJeHne

Ileuensn YBennueHa, 00e3HEHHA, BBIPAXKCEH €€ YmepenHas arpodust

CTCATO3, U3PCJIKA BO3SMOKCH IUPPO3

Beaku kpoBu BripakeHHast runoans0yMiUHEMHS,
CHIDKEHBI TPaHC(HUPETHH, TPaHCHEPPHH
PETUHOJICBSI3BIBAIOIINE OEIIOK,

TIOBBIIICHBI TII00YJIMHEI OCTPO (ha3bl.

Ha nwxnelt rpannne Hopmsl. JITTOHIT
MOTYT IMOBBIIIATHCA.

Cumxensl JITIOHIT u JITTHII.
Buemnnii Bujg JlyHooOpasHoe uIo, B3AYyThIA KUBOT. ATpodus IUIIEBBIX MBIIIIII,
MIICMCIT" He oHMXeHa. BBaJIMBIIHECS MIEKHU U BUCOYHBIE IMKH.

CrebneBuaHbIE KOHEYHOCTH, PE3KOE
camwkenne [NIIICMCII, arpodus
MOJTKO’KHOTO JKUPA ¥ CKEIETHBIX MBITIII
(«x0ka-1a-KOCTH»). 3aiepKKa pocTa.
JKuBOT BTAHYT.

Ko:xka " ee

NpOU3BOAHBLIC

[IsTHA HapyIIeHNs] TUTMEHTAINN |
TUIIEPKEPATO3a, «AMAJIEBBIN WK
YemyHvaThelid 1epMaTo3y, y OenbIx —
sputema. [lonocku oGecuBeUnBaHuUs Ha
BoJiocax (cuMIToMm (hara), HOTTSX.

Cyxas, MOPIIMHHKCTASs, C TPU3HAKAMH
MTOJIMTUITIOBUTAMHHO30B, TOHIKEHHBIM
TypropoM. Tyckible, cyxue, TOHKHE
BOJIOCBI.
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Borocer cBeTiieroT u mproOpeTaroT
PBDKEBATHI OTTEHOK, CTAHOBSITCS
JIOMKHMH U JIETKO BBINAJIAIOT.
NvmyHnHas Beipaxennslii T- u B-kneTounslit IIpeumyiecTBeHHO HapyLieHs! T-
cucTremMa uMMyHOAepUIUT. AOCOTIOTHAS KJIETOYHBIE (DyHKITHH
M OoTIeHUS
TI'opmonanbHblii | ['unepanbaocTepoHU3M, BHICOKUH Kpaiine BbIcOKUI ypOBEHb
ton YpOBEHb KaXeKTH3UPYIOIIUX IUTOKMHOB, | TIIOKOKOPTUKOWJOB, TJIIOKaroHa U
OTHOCHUTEIFHO MEHbIIIE COMAaTOCTaTHHA.
TITIFOKOKOPTHKOHIOB.
KKT Bripaxxennas aTpodust TOHKOTO Atpodudeckrne H3MECHEHIS MCHEE
KUIICYHHKA, Tapa3uTapHble 1 MUKPOOHBIE | BBIpaKEHBI
HHOEKITNH
IKCKpenust ‘YMepeHHO MOBHIIICHA CHIIBHO TIOBBIIIIEHA
KpeaTuHHUHA
IIporuos Bosnee neccumucTuueckuu, Jlydie, yeM npu KBalIMOPKOPE.
OTKapMJIMBaHUE 3aTPYIHEHO, PUCK
WH(EKIIMOHHABIX OCJIOXHEHHUH BHIIIIE.

[Tpumeuanue: [ITIICMCIT — miomaas MonepeyHoro CEYeHMs MBIIIII] CEPEAUHBI TIIe4a

Hapymenue 6e1x0B0Oro cocraBa mia3mMmbl KpOBU

B mnnazme kxpoBu dyenoBeka NpuUCyTCTBYIOT Oojiee 200 OenkoB, MMEIOIIMX Pa3IMYHYIO
KoHIleHTpauuto. KonuuecTBeHHO HamOosee mnpeiacrasieH anbOymMuH. CopepikaHUE OTAENbHbIX
0€JIKOB M3MEHSETCSI TPH MHOTHX (PU3UOJIOTHUECKUX U TMTATOJOTHUECKUX COCTOSHUSX.
BosbmMHCTBO O€NKOB IUIa3Mbl MPEACTABIECHO INIMKONPOTEMHAMHM OOBIYHO C COJEpKaHHEM
yraeBooB ot 10 1o 25%, UCKIII0OUeHHEe COCTABIISIET alTbOYMHH, KOTOPBI HE TITMKO3UIMPOBAH.

C KIMHMYECKOW TOYKU 3peHHs YIOOHO pa3fensaTh Oelkd Mo uX (QYHKIUHM, HOITOMY
cienn(puIecKuid MHIMBUAYAbHBIA OEJI0K MOKET OBITh OTHECEH OoJiee YeM K OHOH rpyre.

DyHKIUN 0eJTKOB KPOBH:
1. TpancniopTHas.
2. Tlopnepsxanust OHKOTUYECKOTO JTABJICHUS.
3. 3ammTHas.
4. Bydepnas.
5. ®OpMHUPOBAHUS PEOJIOTUYECKUX CBOMCTB KPOBH.
6. [ToBpexaaromas (Kpuorio0yaIuHbI U Jp.).

Konnenrpanus Oenka B mjia3Me 3aBUCHT OT CKOPOCTH CHHTE3a, CKOPOCTH YAAJIeHHS U
o0beMa pacnpezaeneHus. AnbOyMUHBI, O-TTIOOYIUHBI M 4YacTh [B-IJIOOYJMHOB CHUHTE3MPYIOTCS B
ME€YEeHHU, Y-TJIOOYJIMHBI U 4acTh B-TI00YJIMHOB — B KieTKax JuMdouaHon Tkanu. KoHueHnTpauus
OeJKa B IIa3Me MOKET ObICTPO MEHAThC — uepe3 30 MUH B MOJIOKEHUH CTOS MOCIIE JITUTEITBHOTO
JeKaHUs OHA MOKeT yBennuuThes Ha 10—-20%, mocie BEeHOMYHKIIMM MOXKET U3MEHUTHCS B TEUCHHE
HECKOJIbKUX MHUHYT. B 000MX ciyyasix 3TO CBSI3aHO C IepepaclpelesieHUeM KHUIKOCTH MEXIY
BHYTPHCOCYAMCTHIM IPOCTPAHCTBOM U MHTEPCTUITUEM.

Ha xoHueHTpanuio 0eKoB B M1a3Me BIUAIOT CleAyIomue GaKkTophl:

* Bo3pacT (y HEJOHOIIEHHBIX JeTe coaepxaHue Oenka B KpOBH cocTaBiser 36—-60 r/m, y
HOBOPOXJIeHHBIX — 46—70 /71, y nereit 2—12 ner — 50-75 1/1, y B3pocibix — 6483 r/mn);

* 1oy (MYXCKHE M JKEHCKHE ITOJIOBBIE TOPMOHBI BJIHSIFOT Ha KOHIIEHTPAIHMIO 0O-(eTONMPOTEeHHa,
¢bepputuna, [gM 1 MHOTHX APYrUX OEIKOB);

* (heHOTHUTIBI, CBSI3aHHBIE C PACOBBIMH PA3THUHSIMUE;

* HACJIeZICTBEHHBIN 1e(UIIUT OTJEIIbHBIX OENKOB;

* OKpyXarormas cpeza (y )Kureneld TPOMKOB YpOBEHb UMMYHOTTIOOYJIMHOB BBIIIE, YEM Y JKUBYIINX
B 30HE C XOJIOJHBIM KIMMAaTOM);
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* (pusmueckas Harpy3ka (akTuBHasl (pu3. paboTa MOBHIIAET KOHIIEHTpaIuIo 6enka B kpoBH 10 10%);
* COH;

* MUTaHUE;

* 0EpPEeMEHHOCTH (BIUSIET B MIEPBYIO OYEPE/b HAa KOHIICHTPAIMIO TPAHCTIOPTHBIX OEJIKOB);

* IpHEM JIeKapCTBEHHBIX MpernaparoB (OpajbHble KOHTPALENTHUBBI, TECTOCTEPOH, (HEHOTHA3UHBI,
3CTPOTEHBI).

®daxTophl, 00YCIIOBIUBAIOIINE U3MEHEHHE KOHIIEHTPALlMU OelIka B OpraHu3Me:

* moTepsi OenKa yepe3 MOBPEKICHHBIM opraH (Ipu HEHPOTHUECKOM CHUHAPOME, KIYyOOUYKOBOH H
KaHaJIbIEBOM MPOTENHYPUH, TATOJIOTHH KUILIEYHHKA);

* HapyIIeHHe cCuHTe3a Oernka (mpu 3a00JIeBaHUAX TIEUEHH, TTOYEK);

* K3MeHEHHEe o0beMa LUPKYIUPYIOLIEH KpPOBU B pe3yjbTaTe THIEp-, TUIOTUIAPATALUU WU
nepepacnpeesieHus: MeX/1y BOAHBIMUA IPOCTPAHCTBAMHU OpPraHU3Ma;

* ycuJIeHHE KaTtaboyim3ma Oelka (Mpy BOCHAJICHUH, OITyXOJIEBbIX 3a00I€BaHUSIX );

* U3MEHEHHE CKOPOCTH yTHIIN3aluu Oenka (Ipy BOCTIAJIGHUH, TATOJIOTUHU TIOYEK).

TonpKko cyllecCTBEHHbIE U3MEHEHHS YPOBHS albOyMHHA ¥ UMMYHOTJIOOYIWHOB BIUSIOT Ha
KOHIIEHTpanuio obmero Oenka B cbhiBOpoTKe. KoHIeHTpamust obmiero Oenka B IwiazMe OBICTPO
CHIDKAETCS MPHU YBEIMUYEHUU IPOHUIIAEMOCTH KANMWUIAPOB, TaK Kak OEJIOK CrnocoOeH OBICTpO
G PyHAUPOBAT B MHTEPCTHIMAIBHOE MPOCTPAHCTBO. DTO MOKET UMETh MECTO Yy OONBHBIX C
CETNCHCOM WJIH T€HePATU30BAaHHBIM BOCIIAJICHUEM.

[TaTonorus GeJKOBOro cOCTaBa CHIBOPOTKM KPOBH CBSi3aHAa C HApYLICHHEM BOJHOI0 oOMeHa
1 oOMeHa 0eJKoB I1a3Mbl KpoBU. OHa BRIpaXKAeTCs B PA3IMYHBIX H3MEHEHUSIX OEITKOBOTO COCTABA:
1. 'unonpoTtenneMun
2. l'unepriporenHeMuU.
3. ledexronporenHeMuUu.

B cbIBOpoTKE KpOBU B MATOJIOTMYECKUX YCIOBHUSAX MOTYT MOSBIATHCSA O€JNKH, B HOpME He
BeTpevatoiuecs. K HUM oTHOCATCS: mapanpoTenHbl, TUPOIJIO0YINHBI, KPUOTJIOOYINHBI.

ITaponporennsr — [IaTOJIOTUYECKHE MOHOKJIOHAJIbHBIE UMMYHOTTIOOyJTUHBI,
OTJIMYAIOIIMECS OT HOPMAIbHBIX HMMYHOIJIOOYJIMHOB IO (U3UKO-XMMHUYECKHM CBOMCTBaM,
AHTUT€HHOMY CTPOCHMIO, aKTUBHOCTH U PALY APYTUX MPU3HAKOB.

[TosiBieHne mapanpoTeMHOB B KpOBM HaOIMOAaeTcs MpH  MapanpoTEeHMHEMUYECKUX
remobiacro3ax. [lapanporenHemuyeckre reMo0iacTo3bl — OMYXOJM CUCTeMBI B-num¢pouuros,
TG depeHIUPYIOMUXCS 10 CTaAUM CEKpEeUUU MOHOKJIOHAJIbHOIO HMMyHorjnoOyinuHa. K
HO30JIOTMYECKUM  (QopMaM MapanpoTeMHEMUYECKUX TIeMOOJIACTO30B OTHOCAT:  COJIMTapHYIO
IUIa3MOLIMTOMY, MHOXECTBEHHYIO MHEIIOMY, MakporiooynuHemuto Banpaencrtpema, 0ose3Hu
TSDKEJBIX 1IeTel, OCTPBIH MIa3MOo0IaCTHBIN JIeiiKo3, TMM(OMBI C MaparnpoTeHHEMUEH.

IInporno0yauHbl — r100YIMHBI, TOABEPraroluecs: Koaryaslud MpU HarpeBaHuu 10 56
C. O6napyxuBarTcs npu capkougose, cudpumnrce, CKB.

Kpuoriiodyanubl — T1JI00YyIHHBI, KOTOpPBIE OCaXJAIOTCSI NPU OXJAKICHHUHM U BHOBb
pacTBopsitoTcs npu HarpeBaHuu 10 37 C. BeIABIsAIOTCA IpU LUPPO3ax MEYEHH, ayTOMMMYHHBIX
3a00JIeBaHUAX, UTUONATUYECKON KPHUOTIO0YTUHEMUH.

| TunoBble HapyLueHUst coaep)aHus Genkos B Niasme KPoBU |———

h
| TunepnpotenHemuy | | TunonpotenHemmy | | NapanporenHemuu

[ MMnepcuHTETUYECKME || FeMOKOHUEHTPAaLWUOHHbIE Hl'mrrocMHTemuecme ]j FemonmnmumoHHh|e|

Puc. 2. — TunoBsle HapyIeHUs coiep>Kanusi OETKOB B 11a3me KpoBu (no I1.D. Jlumsuyxkomy, 2002)
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I'unepnporenHeMun — yBearueHue 00IIeH KOHIEHTpAllMK OEJIKOB B IIa3Me KPOBHU:
» l'unepcunmemuyeckuii (ACTUHHBIN, TPOTEOCHHTETUYCCKHUI ): Pe3yabTaT TUIIEPIIPOTYKIIUHN OenKa
(manpumep, Ig), mapanporennoB (Hanpumep, npu B-nuMmdonurapHbIxX jieiko3ax, Mmia3MonuToMax,
MHUEIOMHOM 00JIe3HH);
» I'emoxonyenmpayuonnslil (TOXKHBIN): pa3BUBaeTCs B pe3yjbTaTe T'e€MOKOHLEHTpauuu 0Oe3
YCHJICHUS TPOTEOCHHTEe3a (HampuMep, MPU OKOTOBOM OO0JIe3HH, auapee, MOBTOPHOW pPBOTE,
JUIUTEILHOM YCUJIEHHOM MOTOOT/IEJICHHUH).

I'mnonporenHeMun — yMEHBIICHUE OOIICH KOHIIEHTPAIIMN OEJIKOB B IJIa3ME KPOBH:
* l'unocunmemuueckas (NICTUHHAS) TUIIONPOTEHHEMHSI MOXKET OBITh JBYX BHIOB.
a) MepBUYHOM (HACJIEICTBEHHOM MJIM BPOXKIEHHON — TUIIONPOTENHEMHUS IpU OoJie3Hu bpyToHa).
0) BTOpHYHOHN (TIPUOOPETEHHON, CHMIITOMATUYECKOW — TMPH TMEYEHOYHON HEJOCTATOYHOCTH,
OCJIKOBOM TOJIOJIaHWM, TIOYEYHOW HEJOCTATOYHOCTH, TUIIOAMHUHOAIIUIEMHUN Pa3IMYHOTO T'eHE3a,
0KOTOBOM 0O0JIe3HM).
» I'emoounwoyuonnan (oxxHas): o0yciaoBlIeHa TUIEPBOIeMUEN (IIPU THIIEPATbIOCTEPOHU3IME WU
MMOYEYHON HEJOCTATOYHOCTH ).

IMapanporenHeMuHn HaOIIONAIOT TIPU:
* MHOXECTBEHHON MHEJIOME: OIyXOJIEBbIE IUIa3MOLUTHI MPOAYLHPYIOT aHOMaJlbHbIE JIETKUE WIIH
TSDKENBIE LIeTTH MOJIEKYIIbI Ig;
o muMmdomMax (MUMOOIUTAPHBIX WU IUIA3MOLIMTAPHBIX): CHHTE3UPYIOTCS aHOMalbHbIe IgM,
o0J1ajaroIMe MOBBIIICHHOW arperupyeMoCThIO.

Hapymenusi MesKyTOYHOT0 00MeHAa AMUHOKHUCJIOT

Karabonusm GONbIIMHCTBA aMUHOKHUCIIOT HAUMHACTCS C OTIIEIVICHHS] OT HUX aMUHOTPYIIIIBL,
YTO IPOUCXOINT B 2-X THIIAX PEAKIIHMIA: TPAHCAMHUHHUPOBAHUS U IE3aMUHUPOBAHUS.

TpancaMuHupoBaHMe — TIEPEHOC AMUHOTPYIIBI AMHUHOKHCIOTHI Ha 0-KETOKHUCIOTY, B
pe3ynbraTe 00pa3yroTcs HOBask KETOKUCIIOTa U HOBasi aMMHOKHCIIOTA.

[Tpouecc TpaHCAMUHHUPOBAHUS JIETKO obOpatum U Kamaauzupyemcs
mpancamunazamu, KOQepMEHTOM KOTOPBIX  SIBISIETCS NUpUOOKcaibgocham — nNpou3eooHoe
sumamuna Be (CTyXUT MEPEeHOCYNKOM aMHHOTPYI). Yalie Bcero B peakiusx TpaHCAMHUHHPOBAHUS
YYacTBYIOT aMHHOKHCIIOTHI, COJICPYKaHUE KOTOPHIX B TKAHSX BBIIIC OCTAIBHBIX (TIyTaMaT, alaHWH,
acmapTaT) M COOTBETCTBYIOLIHME MM KETOKHCIOTHI (0-KETOTJIyTapar, MUpYBaT, OKcalaleTar).
OCHOBHBIM aKIIETITOPOM aMHUHOTPYII CIYXHT O-KeToriyTrapar. [IpuHuUMas aMUHOTPYIIy, OH
mpeBpamaercs B TAOyraMaT — JOHOP aMHUHOTPYII, CIOCOOHBIA TepeaaBaTh WX IIOOBIM O-
KETOKHCIIOTaM JUisl 00pa30BaHusl HOBBIX aMUHOKUCIIOT (puc. 3). KerokucnoTsl, oOpa3yromuecs npu
TpaHCAMUHHUPOBAHHUM (HAMpUMeEp, MUPOBUHOTPATHAS), TAK)KE MOTYT HCIOIB30BaThCS IJI CHUHTE3a
moKko3bl Wi okuchuthes 70 COz2u  H2O momo0HO TIOKO3€ U KUPHBIM — KHCIIOTaM.
TpancamMmuHUpOBaHWE — HAYalbHBIN 3Tanm KaTaboiM3Ma aMUHOKHUCIOT, B pe3ylbTaTe KOTOPOTO
aMUHHBIA a30T TIepepacrpe/eNiIeTCs B TKaHsIX OpraHu3Ma. Peaknuu TpaHCaMUHUPOBAHUS WUTPAOT
pONIb B TMPEBpAIIEHUU AMHHOKUCIOT B KETOKHCIOTHI HJIM B OOpa30BaHWU M3 KETOKHCIOT psjia
3aMEHUMBIX aMHHOKHCIIOT B TOM CJyd4ae, €ClId OPTaHW3M HCIBITBIBACT B HHUX MOTPeOHOCTH. [Ipn
TpaHCAMUHUPOBAHUU O0IIee KOJTMYECTBO AMUHOKHUCIIOT B KIIETKE HE MEHSIETCS.

AMUHOKKCNOTA a-KeTornyTapar aMUHOKUCNOTA

KETOKMCNIOTA [nyTamar KETOKWCNOTA

Puc. 3. — TpancamunupoBanue (no B.B. Hosuyxomy u coaém., 2009)
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Jle3aMUHUPOBaHUE — pEAKIMs OTIICIJICHUS O-aMUHOTPYNIbl OT AMUHOKHCIOTHI, B
pe3yiabTare 4ero o0pa3yercsi COOTBETCTBYIOIIAs 0.-KETOKHCIIOTA, KOTOPasi MOYKET MCIIOJIb30BAThCS B
peakuusaX TPAHCAMUHUPOBAHMS, W BBIIEISAETCA MOJIeKyJa aMMuaka. [Ipomecc OKHCIUTEIbHOrO
JIe3aMUHHAPOBAHUS CHMZKAETCS B CBSI3M C OCJHAa0JICeHHEM TPaHCAMHUHHMPOBAHUS, IPH THIIOKCHH,
runoButaMuHo3ax By, PP, C, 6e1x0BOM roiaogaHuu.

Hapymenne mnpoueccoB TpaHCaMUHUPOBAHUS M OKMCIUTEIBHOTO JI€3aMUHUPOBAHUS
AMUHOKHCIIOT OrPaHUYMBACT MX HCIOJIb30BAHUE [UJIl CHUHTE3a TIJIFOKO3bl, XUPHBIX KHUCIIOT,
3aMEHUMBIX AMHUHOKHCIIOT, @ TaKKe HX OKHCICHHE C OCBOOOXAeHHWEeM sHepruu. llpm sTOoM
MOBBIIIACTCS  COJAEpPKAHME  CBOOOJHBIX ~ AMUHOKUCIOT B  CHIBOPOTKE KpPOBH U B
Moue (runepaMuHOAMAEMHS U THIIEPAMUHOAIUIYPHSI), CHJKAETCSl CUHTE3 MOYEBUHBIL. Takue
HapyLIeHUsT OCOOCHHO BBIPAKEHBI IPU OOMIMPHBIX MOBPEXKIEHUSX TEMNaTOLHUTOB (BUPYCHBIE U
TOKCHYECKHE TEMaTUTHl U JIp.), TaK KaK B 3TUX KJIETKaX MeTa0OJU3M aMHUHOKHCIOT MPOUCXOAMT
HanboJjee UHTEHCUBHO.

JlekapOoKCHIMPOBAHME — OTIICTUICHUH OT aMHHOKHUCIIOTHI 0-KapOOKCHIBHOU Tpynmbl. B
pesynbrate obpa3yrorcsi CO2 1 OMOTeHHBIE AMUHBI: TUCTAMUH - U3 TUCTUJIMHA, CEPOTOHUH — U3 5-
okcuTpunrodana, TUPaMUH — U3 THPO3MHA, Yy-amuHOMachsHas kuciaora (CAMK) — wu3
TIIyTaMUHOBOM, TOQaMHH - U3 JUOKCU(EHUIATaHNHA U HEKOTOPBIE IPYyTHeE.

DT Tmpouecchl HEOOpaTHMMBI M KaTAIH3HPYIOTCA JAeKapOoKCcHIa3aMH, KOQEepPMEHTOM
KOTOpBIX siBisieTcst nupuiaokcanbdochar (Buramun Bs); npu ero nedunmre obpasoBaHue
OWOTCHHBIX aMHHOB CHIDKaeTcs. B wacTHocTH, ymeHbmaercs oOpaszoBanue ['AMK, xotopas
SIBJIIETCS OCHOBHBIM TOPMO3HBIM HEHPOMEINATOPOM, KaK CIEICTBUE 3TOTO HAOIIOAAETCS 4acToe
pasBuTHE cygopor. buorenHele amMuHBI 00J1a1al0T BBICOKOW (DU3MOIOTMYECKON aKTHBHOCTBHIO.
Hapsiny ¢ TAMK, ceporonnn u godamun sBisioTcs Takxke Hedipomeanaropamu B I[HC, ux
IIOBBIIICHHOE WIHA IIOHWKEHHOE COAEP/KaHUE B TKAHW MO3Ta UI'PAET POJIb B MATOIE€HE3€ HEKOTOPBIX
dbopM HeiponaToioruu (HEPBHOW JAENPECCHH, MapKUHCOHW3MA, Imm3odpenun). IloswimeHHOE
o0Opa3oBaHHNe B OpraHU3Me CEpOTOHHHA (TIPH OIYXOJH, Pa3BUBAIOIMICHCS U3 YHTEPOXPOMA(PHUHHBIX
KJICTOK KHIIEYHHMKA) COIPOBOXKIAETCS CIIa3MOM MYCKYJIaTypbl OPOHXOB M KMIIEYHHUKA, JUapeei,
YCUJIGHHEM  arperaiuy  TpOMOOILMTOB; KpPOME TOrO, CEpPOTOHMH  SIBJISIETCS  MOIIHBIM
Ba30KOHCTPUKTOPOM. XOpPOIIO H3BECTHA POJIb I'MCTaMHHA B MOSIBICHUM OOJIEBBIX OIIYLICHUH,
Pa3BUTUHU BOCHAIICHUS U AJJIEPTUYECKUX PEAKIIUM.

Hapymennsi KoHe4YHBIX 3TaNOB 0eJ1KOBOro 00MeHa

Koneunsle sTambl O€IKOBOTO M HYKJIEMHOBOIO OOMEHa NPUBOAAT K (POPMHUPOBAHUIO
OKCKPETUPYEMBIX W3 OpraHM3Ma a30THUCTBHIX COEAWHEHWH — aMMHaKa, MOYEBHHBI, MOYEBOU
KHUCJIOTHI, KpeaTHHUHA, UHMKaHa. OCHOBHBIM TOKa3aTeleM BBIBEICHUS U 00pa30BaHUs a30THUCTBIX
MIPOJYKTOB CIY>KUTYPOBEHb OCTATOYHOI0 a30Ta, KOTOPbI B HOpMe Konebnerca or 14,3 no 28,6
MMOJB/T U coctouT Ha 50% wu3 azora MoueBuHBI; Apyrue 50% cocTaBisieT pe3uayalbHbINH
(HEMOYEBHHHBIN) a30T, BXOJAIIMA B COCTaB aMUHOKHCIOT (25%), aMMHaKka U IPYTMX a30THUCTBIX
COCIMHEHUM.

I'mnepa3zoremus

[IpoaykunonHas runepasoreMusi — IpU HAPYIIEHUH CUHTE3a MOUYEBUHBI KOJIMUYECTBO €€
B KPOBH M MOYE CHIKAETCS, U HapacTaeT COJAEp)KaHUE Pe3UayanbHOro a3zora. M30bITOK amMMHaka
MOXKET B HEKOTOPOW CTENEHH YCTPaHATHCA 3a CYET IMOBBIILIEHHOTO 00pa3oBaHUs TIyTaMHHA U
IIPUCOEANHEHHUS K 0-KETOTTTyTapOBON KHUCIIOTE, KOTOpasi PU 3TOM IIpeBpaliaeTcs B NNIyTaMUHOBYIO,
U €€ OKHCJICHHE B LIUKJIE TPUKAPOOHOBBIX KUCIIOT Pe3KO CHUXkaeTcs. BeiencTBue 3Toro cHU»KaeTcst
obpazoBanue ATO.

PerenniuonHasi runepazoremMusi — Ipy HAPYLUIEHUU BbIIETUTENbHON (QYHKIMHU MTOYEK WIH
HapylLIeHHE IPOXOJUMOCTH MOYEBBIBOAAIINX IMyTel. IIpu 3TOM KOHIIEHTpanusi OCTaTOYHOIO a30Ta
B KpoBH Bo3pactaeT 10 140-215 mmons/n, a copepxkaHue HEOETKOBBIX a30THCTHIX MPOJIYKTOB B
MoOY€e CHWXKaeTcsl. PeTeHIIMOHHAs TUIIepa30TeMHUs SBISETCS OJHUM U3 (PaKTOPOB, UTPAIOIINX POJIb B
Pa3BUTHUU YPEMUUECKONU KOMBI.
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CMemianHasi (KOMOMHUPOBAHHAS ) TUNIEPA30TEMUM — TIPU  COYCTAHUHM ITOBBIIIICHHOTO
pacmnana 6GJ'IKa B TKaHAX € HCAOCTATOUYHBIM BBIBCACHHUCM A30TUCTBHIX NPOAYKTOB C mouor. Takoe
COUYETaHHE BO3MOXKHO IPH OCTPOM TIOYEHYHON HEAOCTATOYHOCTH, pa3BHUBIICHCA Ha IIOYBE
cenTuyeckoro abopra, WM OOIIMPHOM CHAaBICHUM TKaHeH (cuuApoM pas3aaBinuBanus). K
KOMOMHHPOBAHHOW (QopMe TUMEepa30TEeMHH OTHOCHUTCA THUIIOXJIOpPEMHYECKas TUIepa30TeMus,
BO3HUKAIOIIAsl P HEYKPOTHUMOM pPBOTE, CTEHO3€ MPUBPATHHUKA U MPO(]PY3HBIX MOHOCAX.

N30b1TOYHOE MOTpedeHue 0eIKOBOM MU
1. Knnunnyeckue nposiBieHus n30biTKa OelKa B MHUILEBOM pallMOHE MPAKTUYECKH HE BCTPEUAIOTCS.
2. M36bITOouHOE yroTpebiaeHne OSIKOBOM MHIMM NMPU OTCYTCTBHUU aJEKBATHOTO KOJMYECTBA BOJBI
MO’KET IPUBECTU K OEJIKOBOH JINXOPAJKE.
3. benkoBas MHTOKCUKAIHS MOKET HaOJII0IaThCs y JeTel ¢ 3a00JIeBaHUSMU TICUCHH.
4. Ilpn nedyeHuu nA€Tel C aJTMMEHTaApHBIM Mapa3MOM BBICOKOKAJIOPUHHOW JHUETOW BO3MOKHO
pa3BUTHE TMIIEPAMMOHUEMHUHU.

ITomarpa

[Toparpa — 3aboneBaHue, 0OYCIOBIEHHOE NATOJIOTUEH IypUHOBOIO OOMEHA B OpraHU3Me,
MMPOABJIAIOIICCCA  MOBBIIICHHBIM  COACPKAHUCM MOYEBOM KHCIIOTBI B KpOBH, 04aroBoit
KpUCTAJININ3alMell MOYEBOM KHCIOTBI M €€ COJed B KOXe, CycTaBax, KOCTAX, IIOYKax ¢
MMOCICAYIOUM aCCIITUYCCKUM BOCIIAJICHUCM CYCTaBOB, MHTCPCTHUILIMAJIBHBIM IMOPAKCHUCM ITOYCK.

C yueTroMm 3THOJI0rHYeCcKUX (PaKTOPOB CYLIECTBYIOT JiBE€ (POPMBI 3a00JI€BaHUS.
[J IlepuuHas nmojarpa
(] Bropuunas nogarpa

IlepBuyHasg wiyM HMIMONATHYECKas IoJarpa sBISETCSd TEHETHYECKH JeTepMEHUPOBAHHBIM
3aboneBanneM. HapymieHna CTpyKTypa reHOB, OTBETCTBEHHBIX 32 CHHTE3 (DEPMEHTOB, yUaCTBYIOIIMX
B MeTa0onu3Me MYpPUHOB. Y HEKOTOPHIX OOJBHBIX PETUCTPUPYETCS CHIKEHHE AaKTHBHOCTHU
runokcantTuHpocpopudozunTpanchepaszsl  (cunapom Jlema-Haiixana), aneHuHpocdoprdo3ni-
nupodochaTcuHTeTasbl, IIIOK030-6-(hocdarasbl, MOBBINIEHHE AaKTUBHOCTH S-¢pochoprndo3ni-1-
cHHTeTa3bl. Takuwe HapymeHUs COMPOBOXMAIOTCS H30BITOYHBIM CHHTE30M MOYEBOW KHCIIOTHI.
I'eneTnueckue neeKThl CLHEIIEHb! ¢ X XpOMOCOMOH, OTOMY K 3a00JIEBaHUIO NOJArpoil CKIOHHbI
MOYTH UCKITFOUUTEIBHO MY>KYHHEL.

VYHacnenoBaHHas NPEAPaACIONOKEHHOCTh MOXKET peanu30BaThCsl B 3a00jeBaHUE IpU
oTpeJIeJICHHBIX O0CTOSTENhCTBAX. B mMepByr0 ouepenpb 3TO MUILNEBOW PAIMOH C MpeodiiagaHueM
IPOAYKTOB OOraThlX HypHUHAMHU (MSCO MOJIOJBIX JKMBOTHBIX M NTHIBI, Oroaa M3 0G000BBIX
KYJIbTYp), CACTEMAaTHYECKOE YIOTPEOICHHE aIKOT oISl (CyXue KpacHbIE BUHA).

BropuuHas mogarpa BO3HHUKaeT KaK CONYTCTBYIOILIAas TMAaTOJOTHs MpH 3a00JIeBaHUSX,
COITPOBOKAAIOIINXCS MHTEHCUBHBIM PACIa/loM HYyKJIEHHOBBIX KUCIIOT WJIM HApyIIEHHUEM BBIBEICHUS
ypaTtoB uepe3 mouku. K Takum 3abosieBaHUSM OTHOCSTCS caxapHbIil nuaber, reMo01acTo3bl U
Ipyrue JTUCCEMUHHPOBAHHBIC OITYXOJH, TEMOJIMTHYECKHWE aHEeMHH, IICOpHa3, CapKOH[I03,
XpOHHUYECKas MMOYeYHasi HeI0CTaTOYHOCTh U Jp. BTopuuHas nmojarpa MoXeT MOSIBUTHCS y OOJNbHBIX,
JUTATENIFHO TPUHUMAIONINX HEKOTOphIe JIEKapCTBEHHBIE NpenapaTsl — JYQWDIHH, Ko(heuH,
JTUMEIPOJI, ACHHUPHUH, CATypeTUKH, LUTOCTATHKH, KOPTUKOCTEPOWIbI, BUTAaMMH Biz m np., mpu
OTpPAaBJICHUH COJISIMH CBUHIIA.

IlaTorenes. B HopMe cbIBOpOTOYHAsI KOHLIEHTpAIHst Mo4eBOi kuciotsl 0,12—0,24 MMoIb/11.
[lpy momarpe wuMeeT MeCTO THIEPYpPHUKEMHs. Y MYXKYHH 3a00lieBaHHE BO3HHMKAET, €CIU
KOHIIGHTPALMsl MOYEBOM KUCIOTHI B KPOBU IpeBbIaeT ypoBeHb 0,42 MMoib/1, y xeHumH — 0,36
MMOJIB/JI.

BapuanTs! mojarpsr:
(] Memabonuueckuil sapuanm. XapaKTepu3yeTcsi BBICOKOM MHTEHCUBHOCTHIO CHHTE3a B OPTaHU3MeE
MOYEBOU KUCIOTHI (60bIe 3.6 MMOJIB/CYT).

16



[ Iloueunwiti 6apuanm. VIMeeT MECTO CHWXEHHE OSKCKPEIMM MOYEBOM KHUCIOTHI (CyTOYHas
ypaTypus meHee 1.8 MMoub).

[ Cmewannwiti sapuanm. Onpenensercs y O0JbHBIX ¢ TMOBBIIIEHHBIM CHHTE30M MOYEBOM KHCIOTHI
B COUETAaHUU CO CHM)KEHUEM IKCKPELUHU YPATOB.

B narorenese Bcex BUAOB M THIIOB II0JArPbl MOKHO BBIACJUTH CJeaylolue (paspl:

1. IToBpllIeHHE KOHLEHTPALUU MOYEBOM KHUCIOTBl B KPOBU M, KakK CJEICTBHE, IOCTEIEHHOE
HAKOIUIEHHE OOIIETo COAEp:KaHUs ypaToB B OPraHU3Me

2. KonneHcanus U OTJIOKEHUE COJIed MOUEBOW KHMCIIOTBHI B TKAHAX - CYCTaBaX M OKOJIOCYCTaBHBIX
TKaHsX, B [IOYEYHBIX JIOXaHKAX, B KOXKE U JIp.

3. Octpoe nogarpuyeckoe BoCHaIeHUEe

4. XpoHHUYECKUI MOIarpUUeCKUil apTPUT U MoJarpruyueckas HepomnaTusi.

B nepByro ¢a3y B npolecce HAKOIUIEHHS ypaTOB HHMKAaKHMX I1aTOJIOTMYECKUX CIBUIOB B
opraHu3Me 00JIbHOTO MOYKET He HaOJII01aThCsL.

Bropas ¢a3a HauMHAETCA NPU IOSABICHUM IIPU3HAKOB KPUCTALIM3ALMM COJIEM MOYEBOU
KHUCJIOTHI B OpraHu3me 00JbHOro. BO3HHMKAIOT U MPOrpecCUBHO YBEIMUYMBAIOTCS B 00bEME OYaroBble
CKOIUICHUS ypaTOB B TKAHSAX, IIPEXKE BCETO B CyCTaBax U MEPUAPTUKYISIPHBIX TKAHSX.

Hauvano Tperbel (pa3bl XapakTepu3yeTcss OCTPHIM IPUCTYIIOM BOCHAIMUTEIBHOIO Ipoliecca
B CYCTaBax, 4Yallle BCEro B OJHOM. BocraneHue BBI3BIBAE€T BHE3AIIHAs MACCUBHAS KPUCTAJUIM3aLUs
ypaToB B CHHOBHUAIBHOHN *KMJKOCTH C MOCIEIYIOIUM (HarouTo30M KpUCTANIOB HEHTpoduiamu.
daronuTHpYOIIKE HEUTPOPUIBl Pa3pyIIAOTCs, BbLAEIAS OOJBIIOE KOJIUYECTBO JTM30COMATIbHBIX
(GepMeHTOB, aKTHBHBIX IpoTea3 (KAaTeNCHHbI), NepeKuch Bojopoja. IIpoaykTel paspyuieHus
HEHTPO(UIOB HEMTOCPEICTBEHHO MOPAXKAIOT CHHOBHUAIBHYIO 000JIOUKY, TIEPHAPTHKYJISIPHBIC TKAHU,
BBI3BIBAIOT OCTPOE MECTHOE BOCHAJIEHHE, MyYUTEIbHYIO 00Jb, OOLIYI0 pEaKIUio B BUJE BBICOKOMH
JUXOPAJIKH.

BHesanHoe ocakaeHue ypaTroB B IIOJIOCTU CYCTaBa C IOCIEAYIOIHUM OCTPBIM BOCIAJICHUEM
MIPOBOLMPYIOT MHILEBbIE OTPEIIHOCTH. B TOM uucne ynorpedieHrne 00NbIIOro KOJM4ecTBa MUILU
Ooraroif mypMHaMH, OCOOEHHO BMECTE C aJIKOroJieM, KpPEemKUM Kode B 3HAYMTEIbHBIX O0BEMax,
IIpUEM HEKOTOPBIX JIEKapCTB (aCIUPUH, MOUYETOHHBIE, TUMEIPOII, IIUTOCTATUKH U JIp.), 000CTpEeHne
psina 3aboseBaHui (caxapHblil TuabeT, XpoHUYecKast MouedHasi HeJoCTaTOYHOCTb U JIp.).

ITosBIAIOTCS XapakTEepHbIE TOJIBKO JUIS MOAArphl KOHIVIOMEPAThl COJIEH MOYEBOM KUCIIOTHI B
KOXe (mogarpudeckue y3ibl Wik «rodychl»). Odaru KOHJEHCAluN ypaToB MOTYT ()OpPMUPOBATHCS B
CycTaBaxX M OKOJIOCYCTaBHBIX TKaHAX. VIHTEHCHBHOE BBIBEJACHHUE COJIEW MOUYEBOM KUCIIOTHI TOYKaMU
CO3JIaeT yCIOBUS Il 00pa30BaHMsI KaMHEH B MOYEBBIX MYTSX.

Jlns yerBepToii (pa3bl xapakTepHbl TpyOble, nehOopMHUpYIOIINE MOPAXKEHUSI CYCTaBOB, C
MHOXXECTBEHHBIMU OTJIOXKCHUSMH YpPAaTOB M KOCTHBIMH pPa3pacTaHUSAMHU, OIPaHUYUBAIOILNE
(u3NYECKyI0 aKTUBHOCTH 00JIbHOT0. POPMUPYETCS «I10JarpUUecKas OUKay - TAKEJI0e MopakeHne
[I0YEK, BBI3BIBAEMOEC MHOKECTBEHHBIM OYarOBBIM OTJIOKEHHEM YPaTOB B MEKYTOYHOM BEILECTBE
MO3TOBOTO, PEXE KOPKOBOI'O BEIIECTBA OPraHOB, BOCIIAINTEIbHBIMU H3MEHEHUSAMH BOKPYT OYaroB.
B wurore BO3HMKAaeT WHTEPCTULHUAIbHBIA HEDPHUT, NPUBOIAMIMN K XPOHHYECKOM MOYeUHOU
HEJ0CTaTOYHOCTH.

Kiannnyeckas kapTuHa. B COOTBETCTBMM ¢ MAaTOre€HE30M TMOJArpbl B  Pa3BUTHHU
KIIMHUYECKOW KapTUHBI 3a00JI€BaHUS BBIIEISAIOTCS Y€ThIPE CTAIUU.

Jlamenmnas cmaous ¢ beccumnmomuoul eunepypuxemuei. Ha 3TOl cTamuu OTCYTCTBYIOT
KIIMHUYECKUE TMPU3HAKHN MOPAKEHUsSI CYyCTAaBOB, MOYEK, KOXKH U Jp. Y OOJBHBIX MpPU CIyYalHOM
o0cnieIOBaHUU BBIABIISIIOT TOBBIIIICHHBI yPOBEHb MOYEBOM KHCIOTHI B KPOBHU, ITOBBIIIICHHOE
coJiepKaHue ypaToB B MOYE.

Bmopas cmaous — ocmpuiii nooaepuueckuti apmpum. Y OONHHOTO C BBICOKUM YPOBHEM
MOYEBOM KHUCJIOTHI B KPOBH BIEpPBbIE BO3HHMKAET OCTPBIM apTpUT, KaK MPaBHIIO, OJHOTO CYCTaBa.
Yame Bcero mopaxaercsi I0cHe(]aIaHroBbI CycTaB MEpBOro Majblia CTOmbl. Peke BO3HHKaeT
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OCTpBI MOJUAPTPUT TOJICHOCTOIHBIX, JOKTEBBIX, JY4€3alsCTHBIX U APYIMX CYCTaBOB. APTpPUT
HAaYMHAETCS BHE3aIlHO, OOBIYHO PaHO YTPOM, XAPAKTEPU3YETCs HCKIHOYUTEIbHO WHTECHCUBHOMN
Oonpro. Koka HaJl NOpakeHHBIM CYCTaBOM Tropsidas, MaJIMHOBOIO IBeTa. TemmepaTypa Telna
nocturaer 39-40°C. Ilon BAMAHMEM JeUEHHsS MM CIIOHTAHHO KIMHHYECKHUE MPOSBIECHUS apTpUTA
CTHUXAIOT B TeueHue 17 mHen.

Medcnpucmynnelii nepuod — mpembvs KiuHudeckas cmaousi nooaepel. Ilocie mepBoro
IPUCTYIIa OCTPOrO apTpUTa B TEUEHHE HEKOTOPOro BpeMeHU OOJbHOW UyBCTBYeT cels
yIOBJICTBOPUTEIBHOK. MEXINPUCTYIHBIA TEPUOJ MOXET IPEephIBAThCS MOBTOPHBIMU aTaKaMu
OCTPOro apTpuTa C BOBJICYEHUEM APYrux cycTtaBoB. C KaXJ0W HOBOM aTakol MEKMPHUCTYITHBIN
nepuos cokpamaercs. Ha 3Toil cragum 00Je3HM HAUYMHAIOT MOSABISATHCS TO(PYCHI — OUYaroBbIC
OTJIIOXKEHUs ypaToB. B cycraBax Todychl MOpaxarOT CHHOBHAJIBHYIO OOOJOYKY, XpsILL,
OKOJIOCYCTaBHBIE TKaHH. BHecycraBHbIe TO(YCHl OOHApYKHMBAIOTCS Ha YIIHBIX PAaKOBHHAX, JIOY,
Heperopojike Hoca, JOKTEBOW MOBEPXHOCTU NpEeAIIeunii, BOIM3M axuiioBa cyxoxuwius u ap. OHu
NPEJCTABIAIOT CcO000M 00pa3oBaHMs JKEIATOr0 WJIM KPEMOBOTO IIBETA, BBICTYMAIONIUE HaJ
MIOBEPXHOCThIO KOxkHU. [lampnaTopHo Todycsl TecToBaThle, 6e300e3HeHHble. [Ipy ux paspyiieHun
BBI3BAHHOM CaMOIIPOM3BOJIbHBIM U3BSA3BJIECHUEM WM TPaBMOM BblIeNseTcs Oenas mactooOpa3Has
Mmacca.

Yemeepmass cmaous — XpoHuueckui nooazpudeckuti apmpum. DopMupyercs npu
JUINTEIbHOM TEYeHUU 3a00JeBaHUA, SABIAACH (UHAIBHOW craauel 3aboneBanus. HaumbGonee
BBIPAKCHHbIE U3MEHEHUSI BO3HUKAIOT B TOJICHOCTOIIHBIX U KOJIEHHBIX CyCTaBaX, CyCTaBax IajbleB
kucreil. [losBistorcs MHOrouncineHHble Todychl. KocTHbIE pa3pacTaHus BhI3BIBAIOT Ae(Urypanuto,
OTpaHUYEHUE TOABIKHOCTH CycTaBoB. llosiBnsieTcs rpyOblif XpyCcT NMpH JIBUKEHUU B KOJCHHBIX H
TOJICHOCTONHBIX CycTaBaX. BO3HMKAIOT MOJBBIBUXU CYCTaBOB MaJbLEB KUCTEH. XOTS aHKHUIIO3bI
CYyCTaBOB HE THIIMYHBI [UIs TOATAarpbl, OOJBbHBIE TOCTENIEHHO YTPAaYMBAIOT CHOCOOHOCTH
NEepeBUraTbCs U CTAHOBSATCA INTyOOKMMHU MHBAJIUIAMHU.

[Toutn y mMONOBHHBI OOJNBHBIX C MOAArpod HMMEET MECTO IOYE€YHOKaMEHHasl O0JIe3Hb,
KOTOpass MOJKET OCJIOKHATBCS XPOHUUYECKUM MuersoHeppuTtoM. Bo3moxHO ¢opmupoBaHue
MO/IarPUYECKOT0 MHTEPCTULHANIBHOIO He(puTa € JAIbHEWIIUM IEPEXOJOM B HEPPOCKIEPO3.
[lopaxeHue modek MposBIsSeCcs KOIMKAMHM, CHMITOMATHUYECKOM apTepUanbHOM TUIEepTeH3HEH,
XPOHUYECKOW MOYEYHON HEOCTATOYHOCTBIO.

JInarHo3 oCHOBBIBAETCSI HAa AHAMHECTMYECKUX JIAHHBIX, XapaKTEpHBIX KIMHUYECKUX
MPOSABJICHUSAX 3a00JIeBaHUs, pe3yabTaTax J1abOpaTOpHbIX, OMOXUMUYECKUX, PEHTI€HOJIOIMUECKOTO
UCCIIeIOBaHMM, J1aOOPaTOPHON OLIEHKH COCTaBa CMHOBHAJIBHOW >KUIKOCTH, MOP(HOJIOTHUYECKOT0 U
71a00PaTOPHOI0 UCCIIEOBAHUN MTyHKTaTa TOPYCOB.

B nynkrate Todyca mpu MHKpPOCKONHUM OOHapyXHBaeTcs amopdHas Macca, B KOTOPOH
OMOXMMHYECKUMH METOJIaMH OIPEEseTCs] MOUYeBasi KUCIOTa U €€ COJIH.

[To pexoMeHmanusM aMepuUKaHCKON peBMaTojoruyeckoi accoruanuu (APA) auarnoctuka
M10/1arpbl OCHOBBIBAETCS HA CIEAYIOLIUX KPUTEPUSIX:

(] BeIsiBIIEeHHE KPUCTAUIOB COJIEH MOYEBOM KUCIOTHI B CHHOBUAIBHOM KHUJIKOCTH.
[ Hannuue naGopaTopHO Bepu(ULIIMPOBAHHBIX TOPYCOB.
(] Hannune 6 13 12 nepedncieHHbIX HUKE PU3HAKOB:

e (QoJee YyeM OJIMH MPUCTYI OCTPOTO apTPUTA;

® MakCUMyM OOJM W BOCHAIUTEIBHOW pEAaKUMU MPU OCTPOM apTPUTE B TEpPBBIE CYTKU
3a00JICBaHNS;
OCTpPBIN apTPUT OJJHOTO cycTaBa (MOHOAPTPHUT);
BbIpa)KE€HHAsI TUIIEpeMHUs KOKU HaJl BOCTIAJIEHHBIM CYCTaBOM;
00J1b U IpUIyXaHue BOKPYT 1-To mirocHedasaHroBoro cycraBa CTOIBL;
OJIHOCTOPOHHEE NMOpakeHue 1-To MmiocHedasaHroBoro CycraBa CTOIbI;
OJIHOCTOPOHHEE MOPaKEHNE CYyCTAaBOB CTOIIBI;
y3€JIKOBbIe 00pa30BaHusl, TOXO0KUE HA TOQYCHI;
MOBBIIIIEHUE YPOBHS MOUEBOW KHUCIOTHI B KPOBH;
aCUMMETPUYHOE NPUITyXaHUE NTOPAKEHHBIX CYCTAaBOB;
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e O00Hapy)XEeHHE Ha PEHTI€HOTpaMMaXx KOCTEH CyOKOPTHKAIBHBIX KHCT O€3 3po3ui;

® OTCYTCTBHE MUKPO(IIOPHI B CHHOBHAIBHOMN JKUIKOCTH U3 MTOPAKEHHOTO CYCTAaBa.

IIpornos. [logarpa peako BBI3BIBACT AHKWIIO3bl CYCTAaBOB, IO3TOMY IPOTHO3 TPU YHUCTO
cycTtaBHOU (opme 0OJNe3HH M MPaBHIBHO IMOA00PAaHHON TEparuy OTHOCHUTEIBHO OJarorpusTHBIN.
Ecnu y OOIBHOTO BO3HMKIO M IIPOIPECCUPYET IMOpPaKEHHE IOUYEeK, CHOPMUPOBAICS CHHIPOM
XPOHUYECKOH IMOYEYHON HEAOCTaTOYHOCTH — IIPOTHO3 HEOIArompusTHBIH.

OporoBasi auuaypus
Hapymenue nupuMuiMHOBOro 0OMeHa MpOSIBIIAETCA B BUJE OPOTALUAYPHH (TIOBBIIIEHHOE
BBIJIEJICHUE C MOYOH OpOTOBOM KHCIIOTHI), BO3HMKAIOIIEH B pe3yJlbTaTe HACIEACTBEHHOTO
(ayrocomHO-penieccuBHOTO) nedekra (hepMEeHTOB, KaTATM3UPYIOMIMX CHHTE3 ypuauHTpudocdara.
N30bITOK OpOTOBOI KHCIOTHI 00pa3yeT KPUCTAILIBI, CIIOCOOHBIE 3aKYMOPUTh MOYETOYHHUKHU U JaXKe
ypetpy. Y OONBHBIX JeTeil HaOIoJaeTCsl OTCTaBaHWE B YMCTBEHHOM W (DH3UYECKOM Pa3BHUTHH,
BO3HHUKAIOT TsDKENasi Merajio0JiacTiuecKkast aHeMusl U JISHKOIIEHUS!.

HacuaencrBeHHble HapymeHHus1 0€JIKOBOro 00MeHa

®enunnkeronypus (PKY)

Bnepeeie ommcana B 1934 1. Folling monm Ha3BaHueM «pEHHITTUPOBHHOTPAIHAS
uMOeMIbHOCTE». Tul  HacienoBaHUST — ayTOCOMHO-pelieccuBHBbIM. YacToTa 3aboseBaHus
cocraBisier 1:10000—1:20000 HoBOpoxkAeHHBbIX. [lpeHaTanpHBIi AMAarHO3 BO3MOXKEH IpU
HCIOJIb30BAHUU I'€HETUYECKUX 30HI0B U OMOIICUN BOPCUH XOPHOHA.

K pa3Butuio kinaccuueckon KIMHUYECKOW KapTuHbl Ipu @KV npuBoAUT HEIOCTATOYHOCTH
(beHnaIaHUHIUAPOKCHUIIa3bl M HEAOCTATOYHOCTh PENYKTa3bl TUTHAPONTEPUHA — 2-TO (EpMEHTa,
00eCTIeYnBaOIIET0 THAPOKCIIINPOBaHe (peHmnIaTannHa. X He0CTaTOK MPUBOIUT K HAKOTUICHHIO
¢denunananuna (OA) B xxuakux cpenax opranusma. Kak usBectno, @A 0THOCUTCS K HE3aMEHUMbIM
amuHokucnoTaM. [loctynaromuii ¢ mpogyKTaMu MUTaHUS U HE UCHOJIb3YEMBbIN /ISl CUHTE3a Oenka,
OH pacrajgaercst o TuposuHoBomy nyTH. [Ipn ®KY Habmogaercs orpanndenue npespauienns GA
B TUPO3UH U, COOTBETCTBEHHO, YCKOPEHHUE €ro MPeBpaIleHus B (PEHWINMUPOBUHOTPATHYIO KUCIOTY
U ApYTU€ KETOHOBBIE KUCIJIOTHI.

CymiecTBoBaHUE pa3IMYHBIX KIMHUKO-OnoXxuMuyeckux BapuantoB @KV oObsicHseTcs TeMm,
4TO (peHUITATAaHUHTHIPOKCUIIA3a SBJISIETCS YaCThl0 MYJIbTU(EPMEHTHON CUCTEMBI.

®opmbl PKY:

1. Knmaccuueckast

2. CkpblTas.

3. ATunuyHasl.

PazButne atunuuHbIX U CKpBITBIX ¢GopM DKV  CBA3BIBAIOT € HEIOCTaTOYHOCTHIO
(deHnnanaHUHTpaHCAMUHA3bl, TAPO3UHTPAHCAMUHA3BI U OKCUAA3bl aparuapoKCUEHUIIUPOBUHO-
rpaaHoil kucnotsl. AtunuuHas @KY o0bI4HO HE CONMPOBOXKIAETCS MOPAXKEHUEM HEPBHOM CHCTEMBI
B pe3yJIbTaTe MO3/IHEro pa3BUTHS (EPMEHTATUBHOTO Je(eKTa.

VY JkeHIIUH ¢ (EeHUIKETOHYpHEH BO3MOXKHO POXKICHUE JIeTel ¢ MUKpoledanueH, 3a1ep KoM
YMCTBEHHOTO pa3BUTHS, HApPYIIEHUSMU pa3BUTHUS MOYEBBIIECIUTEILHON CHCTEMBI, IO3TOMY
HE00X0AMMO Ha3HAUYEHUE TUETOTEPaIy BO BpeMsi OEpEeMEHHOCTH.

KianHuyeckue CUMIOTOMBI: IPU  POXACHUM pPEOEHOK C (DEHUIIKETOHYpUEW BBITJISAUT
310pOBBIM. 3a00JIeBaHNE Y ATHX JIETEH MPOSBISETCS HAa IEPBOM IOy KHU3HH.

1. UnTennextyanpHblil nedext. Heneuennsiit pedbeHok tepser okoio 50 6amioB 1Q k koHIY
1-ro rona xu3HU. Y OOJBHBIX HE BBIABIIAETCS 3aBUCHMOCTH MeX1y ypoBHeM DA M CTEneHbIO
WHTEJUICKTYaJIbHOTO Je(heKTa.

2. CynopoxHubliit cunapom (4—50%), 3x3ema, TUITOIUT MEHTAIHSL.

3. HapymeHne KoopiMHAIIMA JTBH>KEHUS.

4. 3anepxKa pa3BUTHUS CTATHUECKUX U IBUTaTEIbHBIX (YHKIUH.
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5. [ITlopaxeHne mnUpaMUIHBIX TMYTEd W CTPUONAUIMIAAPHON cucTeMbl. KinMHHYecKue
nposiBieHus kiaccudeckod ®KVY peako Bcrpedarorcs B CTpaHax, B KOTOPBIX JEHCTBYET
IporpaMMa HeOHaTaJbHOI'0 CKPUHUHIA HA 3TO 3a00JIeBaHUE.

V nereit ¢ ®KY nabmtogaercs MOBBIICHHBIH ypoBeHb B Moue MeTabonuToB DA. YBenuuenue
B (U3MOJOIMYECKHX JKUAKOCTAX coaepkaHuss DA U  HEZOOKHCICHHBIX IPOLYKTOB €ro
MeTabonu3Ma IPUBOJUT K IOPaKEHHUIO HEPBHOM cuctembl. OnpeneneHHas poyib B AITHX
HapyLEHUsIX NPUHAIEKUT AUCOATaHCY aMUHOKHUCIOT (AedUUUT TUPO3UHA, KOTOPBIH B HOpME
aKTHUBHO YYaCTBYET B IIOCTPOCHUHU OEJIKOBOTO KOMIIOHEHTa MHEIHNHA). [leMuennHn3anus siBIseTcs
XapaKTepHbIM NMaTOMOP(OJOTHYECKUM IPU3HAKOM (heHWIKeToHypuu. Hapyiienue cooTHoueHus
AMHHOKHUCIIOT B KPOBH IMPHUBOAMT K HAPYIICHHIO YPOBHS CBOOOIHBIX aMHHOKHCIOT B T'OJIOBHOM
MO3T€, YTO BbI3BIBACT C1a00yMHE, THIIEPKHHE3BI U JPYTrue HEBPOJIOIMUECKHE CUMITOMBI.

[TupamunHble  CUMITOMBI  OOYCIIOBJICHBI ~ HAPYIICHHEM  IPOLECCOB  MHUEIMHU3AIMH.
N36upaTtenpHplii  XapakTep IMOPaXXEHHUs HEPBHOW CHUCTEMbI OOBICHSETCS OCOOCHHOCTAMHU
MUEIMHU3AINA — TOPaKaITCsl Haubosiee MOJoJble B (PHIOT€HETUYECKOM OTHOLICHUU OTIEIBI,
BBINOJIHAIOLIME CIOXKHbIE U nu(depeHuupoBannbie GyHkuu. C HeToCTaTOYHBIM 00pa3oBaHUEM
MEJIaHMHA W3 TUPO3HHA CBS3bIBAIOT TroOJyOOM IBET IJIa3, CBETIYIO KOXY. 3amax <«IUIECEHH)
(«MBILIMHBINY, «BOMYUI») OOBACHSIETCS HanMuueM (EHWIYKCYCHOM KHCIOThl B Moue. KoxkHble
MpOsABJIEHUS (3KCCYIAaTUBHBIN JUATE3, 3K3€Mbl) CBA3aHbI C BbIJICJICHUEM aHOMAJIbHbIX METa00IUTOB.
HenocrarouHocts 00pa3oBaHMs aJpeHEPrMYECKMX TOPMOHOB U3 THPO3MHA MPUBOAUT K
apTepuaIbHOM TUITOTOHUHU.

Heo6xonumo ormeTuts, yto npu ®KVY B natonornyeckuii nporecc BOBIEKAETCs €YEHb, HO
XapakTep MOP(OIOTHYECKHX PACCTPONCTB HE SIBIISCTCS CHEIM(PUUHBIM: BBISBISIOTCS MPU3HAKU
TKaHEBOW I'MIIOKCUH, HApYILIECHHUsI OKUCINUTEIbHOW U OeIOKCUHTE3UpyoLell GpyHKIuY, neperpys3Ka
mumugamu. Hapsimy ¢ 3TUM  HaOIIIOJArOTCsT KOMIIEHCATOPHO-TIPUCTIOCOOUTEIbHBIE W3MEHEHHS:
BBICOKOE  COJIEp)KaHME  IVIMKOIEHa,  THUIEpIUIa3us  MHUTOXOHApUH.  I'eHepaln3oBaHHYIO
runepamuHoauuemMuto npu OKY MOXKHO OOBSICHUTH BTOPUYHBIM HapylIEHHUEM METadoJu3Ma
AMMHOKHUCIIOT B CBSI3U C MOBPEXKIEHUEM TeNaTOLUTOB, T.K. MHOTHE (DEPMEHTHI, YUaCTBYIOIIUE B
aMUHOKHCIIOTHOM OOMEHE, JIOKAIU3YIOTCS B IEYEHH.

VY HeneueHbIX OOJBHBIX ¢ Kiaccuuecko @KV Habmomaercss 3HAYUTENbHOE CHUXKEHUE
KOHILEHTPAllUl KaTeXOJIAMUHOB, CEPOTOHMHA W WX MPOMU3BOJHBIX B MOYE, KPOBH, JHMKBOPE.
ITostomy B kommiekcHoM JjeueHnn PKY HeoOxoauma mpomenuaTopHas KOppeKLus, TaK Kak
NapUUaIbHbI  MHTEIJIEKTYaJbHBIM JA€PEKT MOXKeT ObITh CBSI3aH C HEWpPOMEeIUaTOPHBIMU
HapyLICHUSIMH.

Kpurepun 1marnocTuku kiaaccuueckoit popmor ®KY:

1. YpoBenb @A B mnazme Boiie 240 MMOJIB/I.

2. BropuuHslii 1epuuT THPO3UHA.

3. IloBBIICHHBIH ypOoBEHb B MoUye MeTab0auToB DA.

4. CHI>KEHHAas TOJIEPAHTHOCTD K MOJIy4YeHHOMY BHYTph DA.

Metoabl nnarnoctuku OPKY.

1. Ilpoba @emnunra ¢ FeCl3— mnpu mNONOXHUTETPHOM aHalM3€ TOSBISETCS CHHE-3€JIEHOe
OKpAIIMBaHUE MOYH.
2. B xpoBu BbIsiBJIeHHE U30bITKA (DeHUITaTaHNHA BO3MOXHO C TOMOIIbIO OaKTepUaIbHOIO IKCIIpecc-
tecta ['onbadapba unum tecrta ['atpu (T.K. B TEUSHHE NMEPBBIX JHEH XKU3HU (DEHMWITUPOBUHOTIPAIHAS
KHCIJIOTa B MOY€ MOKET OTCYTCTBOBATh).
3. IIP

[Tpu ®KVY npoBoautcs nedeHue AUETON € OTpaHUYEHHBIM cojepxkaHueM DA (TiaBHBIM
0o0pa3oM Ha3HAuyalOT OBOIIHBIE OioNa, Mel, PPYKTHI). Takue MpOAYKTHI, KaK MOJIOKO, MOJIOYHBIE
u3nenus, sifna, ppida, JOMKHBI OBITh MOJHOCTHIO MCKIIIOUEHBI B MEPHOJ MpeObIiBaHUs OOJIBHBIX C
@KV na octpoit auere. HasnawaroTcs crenuanbHble HpenapaThl (IMMOTpaH, jJodeHanak) |
BUTAMUHBI.

OnTuManbHble CPOKH OO0CIEI0BaHMS HOBOPOXKACHHBIX — 6-14 neHb JKW3HH, Haydaio
Tepanuu — He no3aHee 21 nHg xu3Hu. Heo6XoauMo MOMHUTE, YTO MPOBEJIEHUE HCCIEA0BaHUS B
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NEepBbIE CYTKH HE HCKIIOYAET JIOKHOMOJOXKHUTEIBHBIX MM JIOKHOOTPHUIATEIBHBIX PE3yJIbTaTOB
(OBTOpPHOE HCCIIEIOBAaHUE MPOBOAAT 110 21 aHA ku3HHU). DPPEKTUBHOCTD JICUCHUST OL[CHUBACTCS
[0 HMHTEIUIEKTyalbHOMY YPOBHIO pa3BUTHs NanueHta. HeoOXoauMo OTMETHTh, YTO JIEUEHHE,
HAuaToe IOC/e roja, HE HOPMAIN3yeT MHTEIUIEKT IIOJIHOCTBhIO (BO3MOXHO, 3TO CBSI3aHO C
pa3BUTHEM HEOOPATUMBIX U3MEHEHHUH B MO3TE).

I'omouucTunypust
3aboneBanue Brepsbie onucaHo B 1962 r. Carson u Neil. Hacnegyercst mo ayrocomHo-
peueccuBHOMY TUny. Yactota romouuctuHypuu coctapisieT 1:200 000 HOBOPOKACHHBIX.
B ocHoBe 3aboiieBaHUS JIGKHUT OTCYTCTBHE WM CHIW)KCHHE AaKTHUBHOCTH (pepmeHTa
LUCTAaTUOHUHCUHTETa3bl, YTO BEJET K HapylleHuto oOMeHa MeruoHuHa. Kodakropom
[IUCTaTHOHCUHTETA3bI SBIISICTCS BUTAMUH Be. [TosTomy
HaOJII0AAETCS NUPUOOKCUHUYBCMEUMENbHAA NNUPUOOKCUHpesucmenmHuas GopMbl. Y poautene u
POJCTBEHHUKOB OOJBHBIX YacTO OOHAPYKMBAIOT MMHU30(peHuio. PsgoM aBTOpoB oTMmevaercs
(beHoTUnMYECKoe CXOACTBO ¢ Oose3Hbro Mapdana. OnHaKo Npu FOMOLUCTUHYPUU B OTJIMYHME OT
Oone3nn Mapdana Oornee BBIpaKEHBI M3MEHEHUS HEPBHOW CHCTEMBI, CHH)KCHHE HMHTEIJICKTa U
CYAOPOXKHBII CUHAPOM.
®opMbI TOMOUUCTHHYPHUH:
1. Knnaccuueckasi.
2. CBs3aHHas ¢ JeUIMTOM yTUIM3AIMK BUTaMUHA Be.
3. OOycroBieHHas HapyLIeHUEeM MeTaboIu3Ma (HOIMEBON KUCIOTHI.

Knuauyecku neTu, OOJbHBIC KIIACCHUECKOU (HDOPMOIA, IPU POXKICHUH BBITIISIAT 3I0POBBIMH.
Bo3MOXHBI TUIITH 33JIepKKa POCTa U pa3BUTHA. J{MarHo3 oOBIYHO yCTaHABIMBAETCS IMOCIE 3-X JIET,
KOT/Ia BBISBISICTCS TOJBBIBUX XpycTanuka. OCHOBHOM pPEHTTEHOJOTHYECKHH MpU3HAK —
TeHEPAIN30BAHHBII OCTEOIIOPO3.

[Ipu roMomucTHHYpUM HaOMOMAeTCs KIMHUYECKUH mnoaumopdusM. OJHAKO MOKHO
BBIJICJINTH CBOCOOPA3HBIN KOMIUIEKC TPU3HAKOB (Tadnuma 1).

Taéauna 5. Cumnromoxomiieke romounctunypuu (FO.U. bapamnes, 10.1. Benstumes, 1978 r.)

CHUMIOTOMBI DeHoTUIINYeCKH e NPOsSIBJICHHUS

N3meHeHue ckenera YKOpO4YeHHOE TYJOBHILE, YAJINHEHHbIE KOHEYHOCTH, HapyIIeHHAs
ocaHKa, «OamieHHas» ¢opma yepena, HENpPaBUIBHBIN MPUKYC U
poct 3yOOB, BBICOKOE HE0O, «KPBUIOBHIHBIE» JIOMATKH,
BOPOHKOOOpa3Hasi neopManusi TpyJHOH KIETKH, BaJIbI'yCHas
nedopManysi TPYAHON KJIETKH, BAII'yCHAs JeopMalus HIKHUX
KOHEYHOCTEW, INIOCKOCTONHE, YMEPEHHBII OCTEONOPO3

N3meHeHue HEpBHOU CUCTEMBI CHIKEHHBI MHTEIJIEKT, NaTOJIOTMYecKud xapakrep OOT,
CIacTUYecKasl MOXoaKa

Hapymenne 3penns [lomBBIBUX XpYyCTaJMKOB, BTOpPHYHAS TJayKoMa, W3MEHEHHUS
TJIa3HOTO JTHA

CepnreuHo-cOCyTUCTBIE pacCTPOCTBA Hapymenne oOMEHHBIX mMpoleccoB B MHOKapzae (M0 JaHHBIM
OKI)

Bremnune npusnaku Csersble, MSTKHE, BBIONIMECS KPYIHBIMH 3aBUTKAMH BOJIOCHI,

rosryoo# IIBET paay XKHOU 000TI0UKH

['oMonucTUHYpUS BEAET K MOPAKEHUIO COCTUHUTEIBHON TKAaHU 33 CUET YCUJICHUs CHUHTE3a
Cylnb(aTUPOBAHHBIX MPOTEOTIIMKAHOB C TMOCIEAYIONMIECH JeTreHepaIuell dIacTHUYeCKUX JJIEMEHTOB,
JeTNOo3UIMe KoJlareHa | Kanbludukanue. BoBiiedyeHne B MATOJOTHYECKHI  IMpoIecc
COETMHUTENIbHON TKaHU NPUBOAUT K KOCTHBIM AeQopMaliisM, MOJBBIBUXY XpyCTalHKa KHHU3Y.
I'ene3 monBBIBMXa XpyCTalHMKa CIEIYIOMIMNA: Ae(PUINT IHCTUHA TMPUBOJUT K BOBJICUCHUIO B
nmpouecc COCANMHUTCIIBHOTKAHHBIX BOJIOKOH IIMHHOBBIX CBS30K. VY OOJNBHEBIX C FOMOHI/ICTI/IHypI/IeI\/’I
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BBISIBJISIIOTCS] Pa3HOOOpA3HbIE MOPaKEHUsI OpraHa 3peHus: OJIM30pyKOCTh, U3MEHEHUS TJIa3HOTO JIHA,
BTOpHUYHAs TIayKoMma. Pe3koe mnazeHne oCTpOThl 3peHus IPUBOIUT K MHBAIUIU3AINN OOIBHBIX.

[Ipy TOMOLMCTUHYpPUH C MOYOM M3OBITOYHO BBIBOJUTCS TOMOLMCTHH B pe3yjibTare
MHAKTHBAIUU [MCTATUOHUHCUHTETA3bl B TOJIOBHOM Mo3re M neueHu 0onbHbIX. M3menenus LIHC y
netel ¢ romouuctuHypueil oOHapyxkwuBatorcsi B 50 % cimywdaeB. OTMeueHO codeTaHHE
TOMOLIMCTHHYPUH C SHWICNCHEH, mMu30(ppeHnei, 3aaepKKOW HHTEIICKTYAIbHOTO pPa3BHTHUS.
Bricka3biBaloTCcs MPEANOIOKEHUS, 4YTO OCHOBHOM NpPUYMHOW YMCTBEHHOro jaedexkrta mpu
TOMOLIMCTHHYPUH SIBIISIFOTCS COCYAMCTBIE MO3TOBBIE TPOMOBI, B CBS3M C 4eM 00pa3yercsi MHOTO
MeNKuX MHPapKkToB Mo3ra. [Ipu 3TOM BO3ZHHMKAIOT HEKPOTUYECKUE U JIeTeHEepaTUBHbIC U3MEHEHHUSI B
MO3TOBOM CTBOJIE, 3pUTEIBHOM Oyrpe U Kope.

Y OonbHbIX Oosnee crapmero Bo3pacta (o 30 jer) HaOMOmAaeTCs CKIOHHOCTh K
apTepUaNbHBIM U BEHO3HBIM TPOMOO3aM, YTO CBSI3aHO C AKTHBALMEHl TOMOIIMCTUHOM (pakTopa
XaremaHa, a TakKe ¢ OCeJaHUEM TOMOLMCTHUHA U3-3a €r0 HU3KOW PaCTBOPUMOCTHU B MATOJIOTUYECKH
M3MEHEHHOH mHTHMEe cocynoB. O0a 3TUX mpolecca MOTYT CO3[aBaTh yCJOBHS JJIsi 0Opa3oBaHUs
TpOMOOB.

HeoOxonnMo OTMETHTH, YTO TOMOLMCTUHYPUH CBOMCTBEHEH IMPOTPEIUEHTHBIM XapakTep
TEYEHHs] TaTOJOrHMYecKkoro mpouecca. [lpu poxaeHuu Aetu OOBIYHO HE HMMEIOT KaKUX-ITHOO
BHEmHUX JedekToB. Ho B pe3ynprare HACIEACTBEHHBIX HAPYHNICHWH MOCTENCHHO HAYMHAIOT
BBISBIIATBCSI W3MEHEHUs B OTHENbHBIX oOpraHax u cucremax. CylliecTByeT 3aBHCHMOCTD
KIIMHAYECKOW KapTHHBI OT Bo3pacta. Yem crapmie peOEHOK, TeM OOJblle OpPraHOB M CHCTEM
BOBJICKAETCs B MMATOJIOTMUYECKUN Tporecc. Takum o0pa3oM, TOMOIUCTHHYPHSI — 3TO 3a00JeBaHue
BCEro opraHusma. JI[MarHoCTUYECKUM MPU3HAKOM SBIISIETCS M30BITOYHAS AKCKpELus ¢ Mouel
TOMOITMCTHHA (HE00X0Ma CBeKecoOpaHHasi MOYa, T.K. TOMOLIUCTUH Pa3pyIllIaeTcs MPU XPaHEHUH).

I'mecrnannemMus

3aboneBanue BroepBble onucano B 1961 r. Ghadimi ¢ coaBropamu, a TepMuH
«TUCTHAMHEMUs» npeanoxeH Auerbach c coast. B 1962 roxy.

3aboneBaHre BO3HUKAET B pe3yJbTaTe OTCYTCTBUS WM HEJOCTATOYHOCTH AaKTUBHOCTH
depmenta ructuaasel. Hacnemyercs ayTOCOMHO-peleCCHBHO. Bpicka3piBaeTcs MHEHHE 00
ayTOCOMHO-PEIIECCUBHOM TIepeiaue ¢ HEMOJHON MeHETPAHTHOCTHIO, CIIETUIECHHOM C X-XPOMOCOMOM
HaclenoBaHUH. T.e., BO3MOXKHO, pa3jnyHble (OPMBI THUCTUAMHEMHU HACIEIYIOTCS IMO-pa3HOMY.
Jlnst nmered mepBOTO TOJAa >KM3HU THUCTHAMH — HE3aMEeHHMMas amMuHokuciorta. [Ipm HemocraTke
TUCTHUIMHA B ’TOM BO3pPAcTe€ OTMEYAETCs HAPYIICHHE PETEHIINH a30Ta, BBISIBISIETCS Je(UIIUT MacCh
TeJa, MOSBIIACTCS MISTYIIEHNE KOXKH U IK3eMaTO3HbIe BhICHIMaHUs. CyIIecTBYeT TOUKa 3PEHHS O
HE3aMEHHUMOCTH THCTHUJIMHA U JJIS 3J0POBBIX B3POCHBIX (TPU HEIOCTATKE HAOMIOAAIOTCS MPU3HAKU
aHEMUU C HApYIIEHUEM YPUTPOII0I3a).

[Ipy TUCTUAMHEMHU TPOUCXOAUT HapylIeHHEe caMoro 3(pQGEeKTUBHOTO AKTUBHOTO MYyTH
KaTabonu3Ma — TPEBpAIllEHHE TUCTUIWHA B YPOKAHUHOBYIO KHUCIOTY (3THM IyT€M B HOpPME
Karabonusupyercss Oonbllias dYacTb THCTUAWHA). B pe3ynmpTaTe MeTabomuveckoro Oloka
MPOWCXOAUT HAKOIJIEHHE B KPOBM W MOYE THUCTHAMHA. YBEIWYCHHE aAKTHUBHOCTH
TpaHCAMUHUPOBAHUS M YCWICHHBIM TE€peBOJ THUCTHUAMHA B HMMHJIA30JIMUPOBUHOTPAAHYIO,
HMMHI030IMOJIOYHYIO H UMHT030TyKCYCHYIO KUCJIOTBI SABJISIETCS KOMITEHCATOPHO-
MIPUCTIOCOOUTENBHON peakiuel opraHu3ma.

[uctTuauaeMuss OTIMYaeTcss OOJBIION BapHaAOEIHHOCTHIO KIMHHUYECKUX MPOSIBICHHUI: OT
TSOKEJIOH YMCTBEHHOW OTCTAJIOCTH JI0 TOJHOTO OTCYTCTBHUSI KaKMX-THOO cUMOTOMOB. CHHXKEHHE
WHTEJUICKTa BhIsABIsieTCs JUib Y 50% O0NbHBIX jJeTel. bonbHbIE TUCTHAMHEMHUEH UMEIOT CBETIIBINA
I[BET BOJIOC, TOyOble Tyia3a. Ha mepBelif miaH y TakuX JETel BBICTYMAaeT MOpakeHHWE HEPBHOMN
CHUCTEMBI: CHIDKCHHME WHTEJUICKTa, HapyIIeHWe pPeud, CyIoporH. A y JneTreld C HOPMaIbHBIM
WHTEJJIEKTOM MOKHO BBISIBUTH OCOOEHHOCTH TICUXHKH TPH THCTUIUHEMHH: SMOIMOHAIBHYIO
JNa0MIBHOCTh, AarpeCCHBHOCTh. XapakTep TMOBPEKICHUS HEPBHOW CHCTEMBl TIPU JaHHOM
3a00JI€BaHNUH 3aBHCUT OT CTEIEHN MHAKTHUBAILMH THCTHAMAA3El. MHOrJa THCTUANHEMHS COYETAETCS
C aHOMAJIUSIMH Pa3BUTHUS, TTATOJIOTHEN TTOUEK, KOCTHOW CHCTEMBI.
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ﬂJ’IH JUAarHOCTHUKH 3a0071eBaHUs HCO6XOILI/IMO BBIABJICHUC IMOBBIIICHHOI'O YPOBHA I'MCTUAMHA
B m1azMe. OKOHYATCIbLHBIN AUar"o3 MnmoATBCPKAACT OMPCACICHUC TUCTUANIA3bl B OPOrOBCBAOIICM
OIIUTCIINU WU IICUCHU.

HacsiencrBeHHble HapylIeHusi 00MeHa TpunTogana

Kak u3BectHO, TpUnTOdaH ABIsSETCI HE3AMECHUMON aMUHOKHUCIOTOH.

OOpasyromuiics mOpu pacllelUIeHUd OeslKoB TpuUOTOo(aH dYepe3 KHUIICYHYIO CTEHKY
BCaChIBA€TCsl B KPOBb U UCIOJIB3YETCSI OPraHU3MOM JUIsl CUHTE3a O0enkoB. OcTalibHas 4yacTh UAET Ha
CUHTE3 OMOJIOTUYECKH aKTUBHBIX BEIIECTB: HUKOTHHAMUA, CEPOTOHMHA, MEeJIaTOHUHA U JIp. Takum
obOpa3om, mporeccsl MeTabonm3ma TpuntodaHa HAYT MO TPEM OCHOBHBIM HAMPABICHUIM:
CEpOTOHUHOBOMY, HH/IOJIbHOMY U KHHYPEHUHOBOMY.

K mnacnmenctBeHHO OOYyCIOBICHHBIM HapyIIEHUsIM oOMeHa TpUNTodaHa OTHOCHTCS Pl
KIIMHUYECKUX CUHAPOMOB U 3a00JIeBaHUM:

1. bone3ns 'apTHena.

2. Unnukanypus.

3. Cunapom Tana.

4. Cungpowm Ilpaiica.

bogae3ns I'apTHena

Bnepsbie onmcana Baron ¢ coaBT. B 1956 roay. AyTOCOMHO-pELECCHUBHBIM THUI
HacnenoBanus. [lpu nanHOM 3a001€BaHUU HAOJIIOJAETCS TEHETUUECKOEe U3MEHEHHUE TPAaHCIIOPTHON
(GYHKIMM KJIETOK CIM3UCTOM OOOJIOUKM KWIIEYHWKA W TPOKCHMAIBHBIX OTAEJIOB MOYEYHBIX
KaHaJblLIeB. DTO BEAET K U30JIMPOBAHHOMY Je(eKTy TpaHCIopTa MOHOAMUHOKAPOOHOBBIX KHUCIIOT.
Hapymenne kumeunoi abcopoumu TpuntodhaHa MPUBOINT K €ro OakTepHaIbHOMY PACHICTIIICHUIO B
KUIIEYHUKE JI0 MHJ0JAa M UHAOKCWIA. ['eHepaln3oBaHHAs aMHUHOALMAYpUs OO0YCIIOBJIEHA
HapyIIeHHEeM KaHAJIbLIEBOH peadcopOIum.

s Gonesnn I'apTHena xapakTepHbl KOXKHasi (POTOUYCTBUTEIBHOCTH, MEJIArponoJo0HbIH
JIEpMaTUT, MO3)KEUKOBasl aTakCHs C BOBJIEYEHHEM B IPOLIECC MUPAMUIHBIX IyTEH, HapylIeHHE
¢ynkuun XKKT. V HeKoTOpbIX AeTell BBISBISETCS YMCTBEHHAs! OTCTAOCTb.

Nuauxkanypus

Bnepsoie ommcana B 1965 roxy Bickel. B ocHoBe 3a0osieBaHus JIEKUT HapylleHHE
BCAaChIBaHUS TpUNTO(pAHA B KHUIIEYHUKE C OOpa3oBaHMEM M30BITOUHOIO KOJIMYECTBA HHJOJIA,
KOTOPBIN BCAChIBACTCS, OKUCIISETCS, CyIb(aTHPYETCs U BBIIENAETCS B BUIe MHIMKaHa. [locneaanii
OKHCIISIeTCS T10/1 BIMSHUEM BO3/yXa JI0 TOJyOOro MHJMKaHA, OKPAIIUBAIOIIErO MEeJIeHKU B CUHUHN
1BeT (00JIe3HB «TOJYOBIX TIEeHOK12).

[Tpy wHIMKaHypuM HaAOIIOAAETCS THNEpPKaIbLUEMUs, HE(PPOKAIbLUHO3, NEpUOIUYECKast
THIIEPTEPMUSL.

Cunapom Tana
Jannplii cuHapoM BrepBbie omucaH B 1963 romy Tada ¢ coaBT. moj Ha3BaHHEM
«Tpuntoanypusi ¢ HAaHU3MOM». AYTOCOMHO-PEIIECCUBHBIA THUIT HaciemoBaHus. [Ipu cuHapome
Tama HaOmromaercss  HemocTaToKk — (epMeHTa  TPUNTO(GAHMUPPONA3Bl,  KATATU3UPYIOILIETO
npeBpalieHre TpunrodpaHa B KUHYpeHHH. HapylueHus cCBsi3aHBl C 3HAOT€HHBIM Je(UIIUTOM
HUKOTHHOBOW KHUCJIOTBI M U30BITKOM WHAONBHBIX coeauHeHuid. [Ipu cunapome Tama oTmedaercs
IyOOKasi yMCTBEHHASI OTCTAJIOCTh, HAHW3M, MO3KEUKOBAs aTaKCHS.

Cunapowm Ilpaiica
Brnepseie omucan B 1967 1. Price ¢ coaBropamu. I'eHernueckuii nedext
KMHYpEHUHTHApoKkcuia3bl. Habmonaercs n30bITOUHOE BBIAECTICHHE ¢ MOYOM KMHYPEHHHA 32 CUEeT
6noka pepmenTta. OcHOBHOe MposiBiIeHue cuHapoma [lpaiica — ckieponepmusi.
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Bumamunovt — >to

rpymnmna BEIIIECTB Pa3zHOOOpa3HOM XUMHYECKON MIPUPOJIbI,
XapaKTePU3YIOMIASICS CIASAYIONMMEI OUOJIOTHYECKUMU CBOMCTBAMH:
1. buocuHTEe3 BUTAMHHOB OCYLIECTBIIAETCS BHE OpraHM3Ma 4YeJIOBEKa, HO ODHJIOTE€HHBIH
OMOCHHTE3 HEKOTOPBIX U3 HHUX, OCYIIECTBISIETCS KUIIEYHOU MUKPOQIIOPOH;
2. ButaMuHBbI He SIBISIIOTCS TUIACTUYECKUM MAaTEpUAJIOM U HE CIIyXaT UCTOYHUKOM SHEPTHUH;
3. Buramunnl 6I/IOJIOFI/I‘IGCKI/I AKTUBHBI B MaJIbIX KOJIMYECTBAX U HCO6XOI{I/IMLI JJId BCEX
YKU3HEHHBIX MPOIIECCOB;
4, HpI/I IMOCTYIUICHMU B OPraHW3M BUTAMHHBI OKa3bIBAKOT BJIMSAHUC Ha 6I/IOXI/IMI/I‘I€CKI/IC
MIPOLIECCHI, TPOTEKAIOLIUE B PA3TUYHBIX TKAHIX U OpraHax;
5. HGHOCTaTO‘-IHOe MOCTYIINICHHUE B OPraHu3M OTACJIbHBIX BUTAMHWHOB WJIM HAPYUICHHUC HUX
YCBOCHHUS BEJIET K Pa3BUTHIO NATOJOTHYECKHUX IIPOIECCOB B BUJE THUIIO- U aBUTAMHUHO30B.

Taoauna 1. VcTounnku IMOCTYILJICHUS BUTAMHWHOB B OpIraHWU3M U IIPU3HAKKW T'MIIOBUTAMHHO30B

BuraMuHbBI

HcToYHNKH BUTAMHHOB

IIpu3HaKku runoBUTAMMHO3A

A (peTuHO0JI)

Conepxutrcs B MPOAYKTaxX KUBOTHOTO
MIPOMCXOXKJIEHUS:  PbIObEM  JKHpe,

[IeYEeHH, CIIMBOYHOM Mmacie,
MOJIOYHBIX HpoxykTax. Bo MHOrmx
MIPOIYKTax COJIEPIKUTCS Oera-
KapOTHH, MpeBpallAIIUKACS B
OpraHu3Me 4elloBeKa B BUTaMuH A. B
MIPOIYKTax PacTUTENHHOTO
MIPOUCXOXKICHUS: MOPKOBb,
aOpHKOCHI, TBIKBA, TOMATHI,
MeTpyLIKa.

IlopaxxeHne  snuTENUS  KOXKU H
CIIM3UCTBIX 000JIOUEK, THIEPKEPaTos,

OpOrOBEHHE SHIOMETpPHUS
(mpensTcTBYET UMILTaHTALIH
OIUIOAOTBOPEHHOU STLIEKJIETKN),

OpOTOBEHHE KJIETOK B IKelde- W
MOYEBBIBOIAMINX MYTAX (CIIOCOOCTBYET
o0Opa3oBaHMIO B  HHX  KaMmHeH),
reMepanonus  (KypuHas  CJENOTa),
HapyIIeHHEe HOPMATBLHOTO pOCTa KOCTEH
B JUTMHY, YMEHBIICHUE CHHTE3a aHTUTEI
1 (haronuTo3a, CHIKCHIHEC UMMYHHUTETA.

D (a3prokaansumudepo)

Burtamun D; moctymaer B opranusm c
NPOIYKTAMU TIMTAHUS: XHUP TCUYCHH
TyHIQ, TPECKH, NajiTyca, JOCOCH,
MOJIOKOM, JKEJITKOM SIHII, CIMBOYHBIM

MacJyoM, B OenbIx rpubax.
Buramun Dzo0Opa3yercss B KOXke
YeJloBeKa oz, BO3JICHCTBHEM

COJIHEUHBIX JIy4eil.

Hapymenne MIPOLIECCOB
MUHEpaIU3alud KOCTHOW U XPSALIEBOM
TKaHW, pa3BUTHE paxuTa y JeTed U
OCTEOMAJISILIUS Yy B3POCIIBIX.

E (Toxodgepo.)

PacTturenbHble Macia, ropox, (Gacosb,
s10J710KH, KapTodenb, SiIa, TOBIIUHA.

JlerenepaTtuBHbIe U3MEHEHUS B
CKEJIETHBIX MBIIIIIAX, MHOKapJE,
runoTpodusi, HapylleHHe IOXOJKH,
rnape3  TIIA30[BUTATENIBHBIX MBI,

MIOBBIIICHHUE IIPOHUILIAEMOCTHU u
JIOMKOCTH  KallWJUISIPOB, HapyLIEHUE
CIIEpMaTOreHes3a u OBOICHE3a,

HapylIeHHe  Pa3BUTHS  IUIAICHTHI,
YBEIIMYCHHUE YMCIIA CAaMOIPOU3BOIBHBIX
abopTOB.

B: (Tmamun)

CunTe3upyercs 3€JICHBIMHU
pacTeHHSMH ¥ MHUKPOOPTaHU3MAaMH,
COIEPXKUTCS B JIpOXOKax, xiebe
rpyboro momoja, cepjile, CBUHUHE,
MOJIOKE, JKEJITOK SHIIa.

IloBrrmennas YTOMIIAEMOCTh, YIIaAO0K
CHII, napacTes3uu, TMOJIMHCBPUTHI,
aTOHUA KHIIICYHUKA, cepacyHas
HEAOCTATOYHOCTD, CEPACYHBIC ApUTMHU.
B TSAXKECIIBIX ClIydasax BO3HHUKAIOT
1ape3bl U NMapaJIndn CKCJICTHBIX MBIIILI.

B (pubodaaBun)

Conepxurcss B TICYCHH, IIOYKaX,
TOBSIAMHE, JKEITKE SHUI, MOIIOKE,
TPOXIKAX, 3JIaKax, kapTodene,
Karycre.

TpemurHpl B yriax pra, CTOMaTHT,

TJIOCCHUT, IICIYIICHUE KOXH,
NOMYTHCHHUC XPYCTAJIMKA, CB€T060$I3HB,
CHHMIKCHHC OCTPOThI 3pCHUH,

0o0ecCIBEUYNBAaHNE U BBIMTAIEHHE BOJIOC.
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B¢ (mupugokcun) CunTe3upyercs Mukpoduiopoii | [ToBeillicHHasT pa3ApakKUTECIABHOCTh H
KHUIIEYHUKA, COICPKHUTCA B JKEITKE | 3aTOPMOKEHHOCTb, yXyALIeHUE
SIMIl, TICYCHM, TIOYKaX, MOJIOKE, | alleTuTa, CYAOPOTH,  CeOOPCHHBIM
OaHaHax, MOPKOBH, IIICHUIIC, CyXUX | IIEPMATUT, XCUIUT, CTOMATHT, IJIOCCHT,

JPONOKAX. aHEeMHUsl.
B1; (unanko6amamun) | Comepixutcst B MPOAYyKTax >kuBOTHOTO | CrabocTs, BSUTOCTD, TapacTe3uH,
MIPOUCXOXKICHUS,, 0OCOOCHHO B TEUEHH | TJIIOCCUT, OHEMCHUE HWKHUX
Y TIOYKaX,MO3TH, CBIP. KOHEYHOCTEW, aHOpeKcHs, Juapes,
BBIMAaJICHUE BOJIOC,

MeTrajgodIacTUIecKasi aHEMHSI.
Conepxxutcss B oBomax u (pykrax: | [loBeimeHHas YTOMJISIEMOCTb,
C IJI0J]aX [IUIIOBHUKA, SATOAAX, KAIyCTe, | pa3apaXKuTeIbrHOCTD, c11abocCTh,
(ackopoOuHOBas [MUTPYCOBBIX,  SOJIOKAX,  CJaJKOM | TIOBBINICHHE MPOHUIIAEMOCTH
KHCJI0TA) nepiie. COCY/IUCTOW CTEHKH, KPOBOTOYHBOCTH

JISCCH, paclIaTbIBAHUEC W BBINAJCHHUC
3y0OB, HapylllCHHE pa3BUTHS CKeJeTa,
0oIM B KOHEYHOCTHX, ocJiabiieHue

UMMYHUTETA.
PP Conmepxxurcs B oOpraHax >KMBOTHBIX, | [lepMaTHT, TJIOCCUT, CTOMATHUT, TUapesd,
(HMKOTHHOBAasI MOJIOKE, pBIOe, IpoXiKaxX, (PPYKTax, | HEPBHO-TICHXHUYECKE HapylIEHUs,
KHCJIOTA) OBOIIaX. reJjiarpa.
B3 B xenTtke suI, TOBSKbEH Me4YeHH, | Y TOMIISIEMOCTD, HEIOMOTaHUE,
(maHTOTEHOBAas! MsAce, pbide, MOJOKe, THBHBIX | HapylleHHEe CHa, TapacTe3nH, CHUKEHHE
KHCJI0TA) IpOXoKax, KapTodere. HMMYHUTETa, HEIOCTATOYHOCTb KOPBI
HaJITOYEYHUKOB.

ConepxuTcst B CBEXUX OBOIIax: Jyke, | CinabocTh, moTepst Beca, 3aMeAJICHHE
B. CBEKJIE, KallycTe, MOPKOBH, OTypLax. | Ipolecca pereHepanuy, HapylleHHUe
(posmeBasi kuciora) | B MNPOAYKTax KUBOTHOTO | cTpyktypbl U ¢yakmun JKKT, rmoccur,
NPOUCXOXKICHUS:  MEYEHH,  MsCe, | A3BEHHBI CTOMATUT, MaKpOLHUTapHas

MOJIOKE, SUIax. AHEMUsI, JICHKOTICHHUSI.
H (0uoTun) [Touku, neyeHb, KypuHOE SHI0, Msico | OOnbiceHUe, JIEpMaTHuT, HEpPBHO-

TOBSKBE, MOJIOKO, NHBHBIC IPOXKH, | TpOPHUUECKHE PACCTPONCTBA.
TOMATBI, COsl, Yai, Kakao.

IIpu3HaKku BUTAMUHHOM HEIOCTATOYHOCTH
Knuauueckne mposiBieHuss 0oJie3HEH BUTAMHUHHOM  HEAOCTAaTOYHOCTH  BO3HUKAIOT
MIOCTENEHHO, M0 MEpPE pacXOJIOBaHHUsSI BUTAMHHOB, ACTIOHMPOBAHHBIX B PA3JIMYHBIX OPraHax H
TKaHAX (3amackl OOJIBIIMHCTBA BUTAMUHOB, 32 UCKIIIOYeHHEM A U B12, B opraHu3Me HEBEIIUKH ).

PaznuuaroT 3 ctaguu pa3BUTHS BATAMUHHON HEAOCTATOYHOCTHU:

Cranus | — npecunosumamunos (cyoHopmanbHass  OOECIEYEHHOCTh  BUTAMHUHAMH)  —
MIPOSIBIISIETCS. MAIOCTIEM(PUUESCKUMH OOIIUMHU HM3MEHEHHUSIMH HEKOTOPBIX (YHKIUI BHYTPEHHHUX
OpraHOB, CHIDKEHHEM OOIIEro TOHYCA, COMPOTHBISIEMOCTH OpraHu3Ma, pPabOTOCTIOCOOHOCTH.
Hanuumne BUTaMMHHOM HETOCTATOUHOCTH HA 3TOM CTAIUU MOATBEPXKAAETCA JIUIIb ClEIHAIbHBIMUA
1a00paTOPHBIMU UCCIIEAOBAHUSIMU.

Cramus Il — cunosumamuno3 — sSBASETCS CIEICTBUEM OTHOCHTEIHHOTO JASPUIIUTa BUTAMHUHA
(BuTaMHHOB). XapaKTepu3yeTcss SBHBIMA KIWHUYECKUMH TPOSIBICHUSIMHU, 3aBUCSIIUMH OT
MPEUMYIIECTBEHHOTO Je(UlUTa TOr0 WIM HMHOTO BUTaMHHA; IMOCIEAHEE MOITBEPIKIAETCS
a00paTOPHBIMU HCCIIEIOBAHUSIMH (OTIpE/IEJICHUEM COJIEp)KaHWsI BUTAMHHA B CBIBOPOTKE KPOBH,
BBIIETICHUS €T0 WU MPOJAYKTOB METa0O0IM3Ma C MOYOH).

Cranus IIl — asumamunoza — xpaitHsisi cTereHb BUTAMUHHON HEIOCTAaTOYHOCTU BCIICJICTBHE
MOJIHOTO (MJIM MOYTH MOJHOT0) OTCYTCTBHS MOCTYIUIEHUSI BUTAMUHOB B opraHu3M. [IposiBisiercs
XapaKkTepHOM SApPKOM KJIMHUYECKOW KapTUHOM ¢ 3HAYUTEIbHBIM CHIKEHUEM COJICP)KAHUS
BUTaMUHOB B OpraHu3me (Ipu Jab0paTOPHBIX UCCICTOBAHUSIX).
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Paznmuyator TaKke: MOHOTHIIO- " MOHOABHTAMMHO3, PAa3BUBAIOIINICS npu
HEJIOCTaTOYHOCTH B OpPraHuM3Me€  KaKoro-To  OJHOTO  BHTAaMHHA,  WNOJUIHIO- U
MOJIMABUTAMUHO3, Pa3BUBAIOIINICS MTPH HEIOCTATOYHOCTH HECKOJIBKHUX WM MHOTMX BUTaMUHOB.
Crnenyer 0co0O0 OTMETHTb, 4YTO CTEpThIe SHJOTCHHbIE ()OPMBI TUIIOBHTAMHUHO30B, OCOOCHHO
HaOMoaroecss MpU XPOHWYECKHX 3a00JICBaHUSX OpPraHOB INHIIEBAPEHUS W HapyHICHUSX
MIPOIIECCOB BCACBIBAHUS KHILIEYHOW CTEHKOM, BCTPEYAIOTCS JOCTATOYHO YacTO U IMPEICTABISIOT
M3BECTHBIC TPYAHOCTH JUISl pAaHHEH TUarHOCTUKH.

I'MNONoJAMBUTAMMHO3bL, MOJHABHTAMHHO3BI BCTPEUAIOTCS Yalle, 4YeM H30JIHMpPOBAHHAS
OTHOCHTENbHAsl WM TIIOJHas HEAOCTaTOYHOCTh OJHOTO M3 BHUTAaMHHOB. B martorenese
THIIOBUTAMUHO30B U TOJMABHUTAMHUHO30B CIIEAYET YYHUTHIBATH B3aMMHOE BIHUSHHE HEKOTOPBIX
BUTAMHUHOB, UX CHHEPTH3M U aHTarOHU3M.

Knunuyeckass kapTuHa monuMoppHa, HO B OCHOBHOM IMPOSIBISETCSA CHMIITOMaMH
HEJIOCTATOYHOCTH TeX BHTAMHMHOB, IOCTYIICHHE KOTOPBIX B OPraHM3M M YTWJIM3alMs Hauboiee
HapymieHsl. OCOOEHHO 4acThl C1ab0CTh, CHUKEHHE NAaMITU U TPYJOCIHOCOOHOCTH, HAPYILIEHUE CHA,
CHIDKCHHE alIeTHTa, OJIbIIIKA TP 00BIYHON (PU3UYECKOH HArpys3Ke.

IIpodunakTuka: cBOeBpeMEHHass AMArHOCTHKA M JIeYeHHE 3a00JIeBaHMN O KENIyJI0YHO-
KUIICYHOTO TPaKTa, MPH KOTOPBIX HAPYIIACTCS BCACHIBAHHE IHIIEBHIX BEIIECTB M BHTAaMUHOB;
BKJIIOYCHHE BUTAMHHOTEpAMH B KypC JICYCHUS XPOHHUYECKUX 3a00JIeBaHUI MHINEBAPUTEIHLHOTO
TpaKTa.

IIpYMHBI THIOBUTAMMHO30B:

1. Anumenmapnas nedocmamoyHocmb UMAMUHOS.

1. Huzkoe conepkaHue BUTAMHUHOB B CyTOYHOM PAlMOHE MUTAHUS;

2. PaspymieHre BUTaMHMHOB BCJEACTBHE WX JUIMUTEIBHOTO U HEMPABWIBHOTO XPaHEHUSA W
HEepalMOHAIBHON KyTUHAPKOH 00paboTKH;

3. [lelicTBUE aHTUBUTAMUHHBIX (DAKTOPOB, COAECPKAIIMXCS B MPOAYKTaX;

4. Hapymenue O0anmaHca XHMMHYECKOTO COCTaBa pAaIiOHOB W HapyIIEHHE ONTHUMAIbHBIX,
COOTHOIIICHUH MEXTy BUTAMUHAMH;

5. IlumeBble U3BpaALIEHUSI U PEITUTHO3HBIE 3alIPEThI, HAAraeMble Ha psAJl TPOJYKTOB Y HEKOTOPBIX
HapOJIHOCTEHN.

6. AHOpekcusl.

1. Yenemenue nopmanbHou KUeYHou MUKpO@DAopsl, npoOyUupyiouiel psao umamunos.

1. bone3Hu xeny104HO-KUIIEUHOT O TPAKTa;

2. HepannoHanbHass XUMHUOTEPATTHS.

1. Hapyuwenus accumunsayuu sUmMamuHos.

1. Hapyuienus BcachIBaHUSI BATAMUHOB B KEITYJOYHO-KUIIIEYHOM TPAKTE:

a) 3a00JIeBaHUS KENy/IKa;

0) 3a00yieBaHNs KUILIEYHHKA;

B) IOpa)XKeHUE TeNaToOUITHAPHON CHCTEMBI,

I') KOHKYPEHTHBIE OTHOIIIEHHUS C BCACHIBAHUEM JIPYTUX BUTAMUHOB U HYTPUEHTOB;

1) BpOKJIEHHBIE A€(PEKThI TPAHCIIOPTHBHIX U (PEPMEHTHBIX MEXaHU3MOB BCACHIBAHUSI BUTAMIHOB;

€) 310ynoTpedieHue CiIabuTeTbHBIMU CPEICTBAMH.

2. YTunuzauusi MOCTYMAOIMIMX C MUIIEH BUTAMUHOB KHUIIEYHBIMM Tapa3uTaMU U TMATOr€HHOU
KHUIIIEYHON MUKPODIOPOii.

3. HapymieHne HOpMalbHOTO MeTa0ONM3Ma BUTAMHUHOB W OOpa3oBaHHUs WX OHOIOTHYECKU
aKTUBHBIX (hOopM:

a) HACJICJICTBCHHBIC aHOMAJIHH;

0) nmpuoOpeTeHHbIe 3a00JIeBaHMS, TEUCTBIUE TOKCUIECKUX M HH(PEKIIMOHHBIX areHTOB.

4. Hapymenue o0pa3oBaHus TPAHCIIOPTHBHIX ()OPM BUTAMHUHOB.

5. AHTUBUTaMUHHOE JIECTBUE JIEKAPCTBEHHBIX BEIIECTB.

26



1V. Ilosvluiennas nompebrocms 8 BUMAMUHAX.

1. OcoOble (U3NOTOTHUECKUE COCTOSHHUS OpraHu3Ma (MHTCHCUBHBIA pPOCT, OEpEeMEHHOCTb,
JIAKTaIus);

2. NnTencuBHas ¢pu3nyecKas Harpy3Ka;

3. 3HauynTeNIbHAS HEPBHO-TICUXWYECKAsI Harpy3Ka, CTPECCOBBIC COCTOSTHUS;

4. Nudexmonnbie 3a001€BaHNs 1 MHTOKCHKAITUH;

5. 3aboneBaHus BHYTPEHHHMX OpPraHOB W JKejle3 BHYTPEHHEH Cekpenuu (caxapHb auader,
3a00JICBaHUS IIUTOBUTHOM JKEJIC3bI);

6. Kypenue, yrnorpebieHnue aakorods;

7. Oco0ble KIIMMAaTUYECKUE U SKOJIOTHYECKHUE YCIIOBUS;

8. IToBbIIIEHHAS YKCKPELIUsI BATAMHUHOB.

3TI/IOJIOFI/IH, NaToreHe3, KINHUICCKUEe NPU3HaAKu U HpO(l)l/IJIaKTI/IKa Irumno- ¥ aBUTAMHHO30B

uno- m aBUTAMHHO3 BUTAMHHA A
PaznmyaroT n1Be opMBI THITOBUTAMHHO3A A
(1 Hacneocmeennas — XapaKTepU3yeTCsl HApPYIICHHEM IIPOIIECCOB Tposinpepanuu u
¢ GepeHIIMPOBKHU KIETOK, a TAKXKE UX JICCTPYKIIHCH.
0 Ilpuobpemennvie HOpMBbI BCTPEUAIOTCS YACTO.
Ituosorus. [IposBICHNS THIIO- 1 aBUTAMHHO3a A BO3HUKAIOT CPEH JIHI, Y KOTOPBIX B TCUCHUU
JUTUTEIILHOTO BPEMEHU KOJIMUYECTBO YCBOSIEMOTO BUTAMUHA A OCTAeTCsl HIDKE €ro MOTPeOHOCTH.

1. IIpu HenocTaTke B muile BUTaMruHa A win 3-KapoTHHA;

2. IIpu Hapymenuu BcacbiBaHusa BUTaMuHa A miu B-kaporuna B JXKKT (orcyrcTBue B
IUIIE )KUpa U OesiKa, OTCYTCTBUE KEJIUU B KULIECUHUKE);

3. [Ipu HapymieHuH npeBpalieHust f-KapoTHHa B BUTAMUH A

4. [Tpu HEpBHOM U HU3NUECKOM MEPEHANPSHKECHUH, YTOMJICHUH, TIJIOXOM CHE;

S. ITpu BO3AEHCTBUM SPKOTO CBETA, HANPSHKEHUH 3pEHUS MPHU c1a00M OCBELICHHH.

IlaTtorenes. XapakTepHslM IMpolleCCOM JJsi aBUTaMUHO3a A  SBJISETCS IMpeBpalleHue
CHEeNU(pUIECKOT0 DIUTENHUS] PA3NIUYHBIX OpPraHOB M TKaHEd B MHOTOCIOWHBIN TJIOCKHIA,
OpOTOBEBAIOLINI SMUTENNNA. DTOT MpOIecC KepaTMHMU3ALMK SIBISETCS CaMOCTOSATEIbHBIM BHIOM
MIaTOJIOTUYECKOTO U3MEHEHHUS SIIUTENINAIbHBIX TKAHEH.

Kiannuyeckas kapTuHa.
[ 'emepanonusi (HOYHAasT WM «KYpPHHAas» CJEMOTa) BCIEACTBHE IUCTPODUUECKUX
M3MEHEHUN CEeTYaTKU U 3pUTENIbHBIX HEPBOB, 3a00JI€BaHUE XApaKTEPU3YETCs HapyLICHHEM
CIOCOOHOCTH IJ1a3a MPUCHOCcabIuBaThCs K C1a00My OCBELICHHUIO;
[J Kcepodraibmusi  (CyXOCTh KOHBIOHKTHBBI, OOpa3oBaHHe Ha HeH OelecoBaThIX
HEMpO3payHbIX OJIAIIEK);
[ KepaTomansus (U3bs3BJICHUE POTOBUIIBI);
] I'unepkepaTo3 (AUCTpOGUUECKUE U3MEHEHHUS SMMUTENNUS KOXH, CIM3HCTBIX 00O0JIOYEeK U
KOXHBIX KeJle3 — CYyXOCTb, WIETYIIEHHE U OJIEAHOCTh KOXKH, OPOTOBEHHE BOJIOCSHBIX
(GOJUIMKYIIOB, CYXOCTh M TYCKJIOCTh BOJIOC, JIOMKOCTb W HCUEPYEHHOCTb HOTTEM,
HaONolal0TCs Tamysie3Hasi Chlllb M MEJKOE IIeNylleHue, aTpodus MOTOBBIX M CalIbHBIX
Keses);
[] CKJIOHHOCTh K THOMHUYKOBBIM 3a00JIEBaHUSIM KOXXHM, CTOMATUTaM, HH(EKIMOHHBIM
MOPAKEHUSIM CUCTEM: JAbIXaHUs, MOUYECOTACICHHUS, MUIIEBAPUTEILHOTO TPAKTA;
(1 Co cropoust HC: oOmee Hemomoranue, cladoOCTh, amaTHs, HEBPOJIOTHYCCKUE
HapyILICHHUS.
] OporoBenue S3HAOMETPHUS (IPETSTCTBYET UMILIAHTAIIMH OIUIOAOTBOPEHHOM SIMIIEKIIETKH);
[1 OporoBeHue KJIETOK B jKeTue- U MOUEBBIBOISIIUX MYTAX (CIIOCOOCTBYET 0Opa30BaHUIO B
HUX KaMHell);
] HapyiieHre HOpMaabHOTO pocTa KOCTEH B JUIMHY;
() CHM>KEeHHE UMMYHUTETA: YMEHBIIEHHE CHHTEe3a aHTUTEN U (paronurosa.
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JIuarHo3 yCcTaHaBIMBAIOT HAa OCHOBaHMHM AaHAMHECTUYECKUX JAaHHBIX M XapaKTepHOH
KIIMHUYECKOW KapThHbL. [Ipy OMOXMMHUYECKOM HCCIEAOBAaHUU CBHIBOPOTKH KPOBH COJEP:KAHHE
peTHHOJIA MPU HEIOCTATOYHOCTH BuUTaMuHAa A Hike 100 Mkr/n, kaporuHa — Hmwke 200 MKr/I.
OdTanpmMoaI0rHuecKoe UCCIeI0BaHUE TIO3BOJISIET ONPEISIIUTh BPEMsl TEMHOBOH aJanTaliy.

IIpodunakruka. PaznooOpazHoe nuTaHue C BKIIOYEHUEM B MHILY MPOIYKTOB, OOraThIX
PETHHOJIOM © KAapOTHHOM; B YCJIOBHUSX BBIHYXJCHHOTO OJHOOOPAa3HOrO0 THTAHUS —
JOIOJHUTEIBHOEC Ha3HaYeHne peTrHoa 1o 1-2 apaxe (3300-6600 ME).

I'uno u aBUTAMUHO3 BUTaMuHa D
I'unoBuramuno3 D umeer nBe popmsbl:

[ IIpuobpemennsie (daie) — 0OYCIOBJIEHBI HENOCTATOUYHBIM IOCTYIUICHUEM BHUTAaMUHA B
OpraHu3M C NHIIEH WIM HEJOCTAaTOYHBIM ero oOpa30oBaHUEM B KOXE MOJ JeHCTBHEM
COJTHEYHBIX JTy4ei.

[l Hacneocmeennvie (pexe) — BBI3BaHBI Je(PEKTaMU TEHOB, KOAWPYIOIIMX TTOJUICITUIH,
MIPUHUMAIOIINE yYacTHe B MeTaboau3Me BuTaMuHa. Pa3nuuaror:

a) ceMmeWHbli rHnodachareMuueckuii  BUTaMUH D-pe3sucTeHTHBIH  paxuT  (MpOSBISETCS
3aMeIJICHHEM pOCTa OpraHu3Ma, a IpreM BuTaMuHa DHespdekTrBen);

0) nceBpopeuuuTHBIN BuTaMHH D-3aBUCHMBI paxuT (Tepamusi BBICOKUMH J03aMH BHUTaMHHA
MIPUBOJIUT K BBI3JOPOBIICHUIO).

JTHOJIOTHS.

1. Henocrarounoe nocryruienrne ButamuHa D ¢ mumieii (um 6orat xup OTaeNbHBIX PBIO);

2. Hapymenne oO0Opa3oBaHusi aKTUBHOIO BHTaMHHAa B KOXe W3 mpoButamuHa (7-

JETUIPOCTEPOIIa) MO BO3ACHCTBUEM yIbTPAPHOIETOBBIX JTy4eil;

3. COBUr KHCIIOTHO-IIEJIOYHOTO COCTOSIHHSL B CTOPOHY amuao3a (IpU  HEKOTOPBIX

MH(DEKIMOHHBIX 3a00JIEBaHUSX;

4. HelOHOIIEHHOCTb, paHHEE MPEKpaIleHue KOPMIIEHUS TPYAbIO;

5. 3aboeBaHue KEeNyI0UHO-KHILIEYHOTO TPAKTA.

IlaTorene3. Henocrarok B opranusme Butamuna D Beger k wu3Menenuio QocdopHo-
KaJbIIMEBOr0 OOMEHa ¢ HapylleHHeM KocTeoOpa3zoBaHMs. HapylieHune MuHepaabHOro ooOMeHa
HAaYMHAETCS C YMEHBIIEHHEM pacnaja OpraHMYecKHUX COeAMHEHHUH, coaepxamux (ocdop. Ilpu
3TOM KOJINYECTBO MOHU3UPOBAHHOIO (ocopa B KpPOBH YMEHBINAETCS, YTO BEJET K CHIKEHUIO
OKHUCJIUTEIBHBIX TpolieccoB. HakarmBaroTcsi HETOOKHUCIEHHBIE MPOJAYKTHI, Pa3BUBAECTCS allK03.
Beienenue npu 3TOM 3HAYUTENBHOTO KosndecTBa (pocdaTtoB ¢ MOUOH BEJET K CHUKEHUIO YPOBHS
¢dochopa B kpoBu. Hapymaercss cooTHouieHue ypoBHs Kanblus U Qochopa B KpoBuU. Beuny
HU3KOTo cojiepxaHus (gocdopa U aiui03a BHyTPEHHEH Cpelbl OpraHu3Ma OTJIOKEHUE U3BECTH B
KOCTH HE NPOUCXOIUT, KOCTeoOpa3oBaHUe MpeKpaliaeTcs.

Kinnuveckas kapTuHa.

1. V npgereil pa3BuBaercs KIMHHMYECKAas KapTHMHA paxuTa: IUIOXOM COH, pa3lIpa)KUTEIbHOCT,
IUTAKCUBOCTb, CHIDKEHHE allleTUTa, MOTIMBOCTh, HEYCTOWYMBBIHN CTYII, 3al03/1aJ10€ pa3BUTHE 3y00B,
MbIieuHass TunotoHust, n3mMeHenus JXKKT (KuBOT yBenudeH B 00ObeMe, METEOpH3M, HAPYIICHHE
CeKpelN NHILIEBAPUTENBHBIX KeJle3), XapaKTepHa THUIMOXpOMHas aHemus. [Ipu oOTCyTCTBUH
JICYEHUS TPOUCXOAT HAPYIIEHUS B OBICTPO PACTYUINX KOCTSX:

[] B MecTax COeTUHEHHUSI KOCTU pedpa C XPpAIIOM 00pa3yeTcst yTOJIIEHUE «UETKIY;

[ popmupyeTcs rpyaHasi KJI€TKa C BBITSTUBAHUEM TPYAU BIEpes «KypHHasl TPyIb» WU C

BJIaBJICHUEM HM)KHEH YacTH IPYIUHBI «TPY/Ib CAlOKHUKAY;

() mpy  AJIUTENbHOM CHJIEHUM peOeHKa MpOoUCXoauT JjAedopmanus [O3BOHOYHHKA

«paxXUTHUECKUI TOpO», a KOIr/la CTOUT — TOSBIAIOTCS Pa3JIMYHbIE MCKPUBICHUS HIDKHUX

KOHEYHOCTEM.

2.V B3poCIBIX:
[] HeMOTHBHpPOBaHHAas CJIA00CTh, YTOMJIIEMOCTb;
[ neMuHepanu3anus 3y00B € OBICTPBIM IPOIPECCHUPOBAHUEM Kapueca (0COOEHHO Yy

OEpEeMEHHBIX KEHIIMH ), OCTEOIOPO3;

28



[} n3meHeHre GYHKIMA HEPBHO-MBIIIEYHOTO ammapara ¢ nposisiienneM paccrpoiicts [THC
(6onb B 0651aCTH KOCTEH, B MBIIIIIAX, TAPECTE3UN ).

Jluarno3. Y B3pOCIbIX OCHOBHOE 3HAYEHHE UMEIOT JJaHHbIE OMOXMMHUYECKHX JTa0OPATOPHBIX
WCCIICIOBAaHUI (CHUXKEHHE COJAepKaHHus HeopraHudeckoro (ocdopa B kpoBu Hike 30 mr/i;
TTOBBIIICHUE aKTUBHOCTH IIEIIOYHOM pocdaTasbr).

IIpodunaxruka. PazHooOpa3Hoe nuranue, o0ecredeHne 10CTaTOYHON HHCOIISIUH.

I'mno u aBuTaMuHO3 BUTamuHa E
Buramun E 3ammmaer Ouonornueckue MeMOpaHbl HEPBHBIX, MBIIIEYHBIX KJIETOK, a TAKXKe
KJIETOK CEpAEUYHO-COCYUCTON CUCTEMBI; IPOJIEBAET )KU3Hb 3PUTPOLUTOB U IIOMOIAE€T OPraHU3MY
o0ecrneunBaTh ONTUMAIbHOE UCIIOJIb30BAHNE BUTAMUHA A.
JTHOJIOTHS.
1. IlepBuyHas HEJOCTATOYHOCTh — pPAa3BUBACTCS y MIIAQJICHIEB INPU HCKYCCTBEHHOM
BCKapMJIMBaHUU (M30BITOK MOJIMHACHIIIEHHBIX KUPHBIX KUCIIOT), IPH HelocTaTKe Oenka
B palllOHE Yy JAETEeH.
2. BropuuHast HeZJOCTaTOYHOCTb:!
[ Hapymienue nuiieBapeHus
a) HenocraTouHOCTh NMOAKETYA0YHON KeJle3bl (XPOHUYECKUI MTAHKPEATUT, MyKOBUCIII103);
0) de@uuuT KOHBIOTUPOBAHHBIX JKETYHBIX KHCIOT (0OOCTPYKILIUS KEITYHBIX MPOTOKOB);
B) /[lexonbrorauus conei >KEeTYHbIX KHCJIOT BCIEACTBHE H30BITOUHOTO pocTa OakTepuil mnpu
HapYUICHUSIX EPUCTATIBTHKH.
[1 3a0oneBaHnss TOHKOW KWIIKH (IETHAKHs, KOJUIAT€HOBOE CIIPY, S03UHOMUIBHBIN
racTPOIHTEPHUT.
[] CUHIIpOM KOPOTKOM KHUIIIKH.
(] JIumdaTtrueckas 0OCTpYKIHS MPU JIMM(aaHTUIKTA3UU KUIICYHUKA.
[] AGeTanunonpoTenHeMusl.
[ I'nnorammaryioOyTuHeMHUS.
[ JdedexT TokodepoacBa3bIBAIOIETO OeKa.
Kinnuyeckasi kapTuHa.
] HU3KUH YpOBEHb CONEpKaHMs BUTaMHHA E B Tuta3mMe KpOBU BBI3BIBAET HEKOTOPHIE THITHI
reHeTHYeCcKuX OoJie3Hel KPOBH, BKIIIOYAsl CEPIIOBUIHO-KIETOUHYIO aHEMHIO, TATACCEMUIO U
JIeUITUT TITFOK030-6-pocdaraeruiporeHassl. COKpAEHNE BpEMEHH YKU3HH SPUTPOIUTOB;
[] nereHepaTHBHbIE M3MEHEHHUS B CKEJETHBIX MBINIIAX, MHOKapjae, TUnoTpoduto,
HapyIIEeHUE MOXO/IKH, TTape3 II1a30ABUTaTeIbHBIX MBIIII;
[l moTepst MBILIIEYHON MacChl;
(] yBenmueHue BEIpaOOTKY MIUTMEHTA CTAPEHUS B TKAHSIX;
(] moBbIIIEHUE TPOHUIIAEMOCTH M IOMKOCTH KaIllWJIJISIPOB;
[ HapyllleHHe cIliepMaToreHe3a U OBOIE€HE3a, HapylIeHUWEe Ppa3BUTUS  IUIALIEHTHI,
CaMONPOU3BOJIbHBIE a00PTHI;
[ nepunmt BuTamMuHa E y HEZOHOIIEHHBIX NI€TEH BHI3BIBACT TE€MOJIMTHYCCKYIO aHEMHIO,
BHYTPHIKEITYI0YKOBOE KPOBOU3IMSIHUE M PETPOJICHTANBHYIO (prbporiasuio.
Juarno3. Onpenenenue cojepkanus ButamuHa E B ceiBopoTke kpoBu Hinke 0,5 mr%;
CHIDKEHHE T€MOJIMTHYECKOM CTOWKOCTH SPUTPOLIUTOB MO/1 BIUSHUEM THATYPOBOM KUCIOTHI.
Ipodunakruxa. [lonHOIIEHHOE NMHUTaHWE, WUCTOIB30BAHUE TOJMBHUTAMUHHBIX IPETapaToB
WM TpenapaToB ButamuHa E.

I'uno u aBuTamMuHo3 BuTamuua K
Ituosiorus. Berpewaercs y B3pocibix peako (K-aButamuHo3 pa3BuBaeTcs Kak BTOPUYHBIH,
TaK Kak TepBUYHOro He ObiBaeT. Butamuu K cuHTesupyercs kumieyHoi ¢uopoil U Iis ero
YCBOEHHUSI HE0OX0/IMMa JKEIT4b. )
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1. IlpekparieHre MOCTYIJICHHUS B KUIIEYHUK JKETUU, HEOOXOIUMOM 171l BcachlBaHUs! (PUIOXMHOHOB
(mpu 00Typauuu U CIaBJICHUU JKEITYHBIX MyTeH, 60sie3Hb BOTKMHA, XpOHUYECKHU TeNaTUT, LUPPO3
TICYEHN);

2. XpoHu4ecKkre 3a00JIeBaHUsl KHILIEYHUKA, COMPOBOKAAIOMIUMUICS CHHIPOMOM HEIOCTaTOYHOCTH
BCAChIBaHUs (SHTEPUTHI, KOJIUTHI);

3. I[lepeno3upoBKa qTUKyMapuHa;

4. TlopgaBneHue KHILEYHBIX OakTepuid MpH AJIUTEIBHOM HAa3HAYEHUHM AaHTUOMOTUKOB U
Cynb(haHUITAMHIOB.

5. 3aboneBaHusi OpraHoB AbIXaHUs (TyOepKyJie3 Jerkux, Kpyrno3Hasi THEBMOHHUS).

ITaTorenes. [Ipu Hemoctarounoctu BuTamMuHa K Hapymaercs oOpazoBaHHE HEKOTOPBIX
(bakTopoB CBEPTHIBAHUS KPOBH. B KpOBH CHIDKAeTCs coJiep>kaHue
¢axrtopos Il (mporpombuna), VII (mpokouseptuna), IX (bakrop Kpucmmaca)

u X (paxrop Cmrwoapma-Ilpaysp), B pe3yapTaTe 4yero yJUIMHIETCS BPEMS CBEPThIBAaHUS KPOBH.

Kiannuyeckasi kKapTHHA.

1. V HOBOPOXIEHHBIX:

[] KpOBOTEUECHHS U30 PTa, HOCA, ITYIKa, MOYEBBIBOASAIINX TyTEH;

(] yKenyI0YHO-KUIIIEYHbIE KPOBOTEUEHUS, KPOBaBasi pBOTA;

[] cybnepuocTanbHble, BHYTPUKOKHBIE U TIOJIKOKHBIE KPOBOHM3IIUSHHUSL.

2. Y B3pOCTBIX

[ reMOpparu4eckuii CUHAPOM (KPOBOTEYEHHUS U3 HOCA, JECEH, MKEIIyJI04YHO-KUILIEYHBIE;

BHYTPUKOXHBIE U TIOJJKOKHBIE KPOBOU3IIHUSIHUS);

] HOpMOXpOMHAasi, HOPMOLIMTAPHASI AaHEMHUSI.

Juarno3. [lonTBepxaercss JaHHBIMUA KJIMHAYECKOro HabmogeHus (mpu 3a0oleBaHUsX,
CIOCOOCTBYIONINX BO3HHMKHOBCHHIO HEJIOCTATOYHOCTH BuTamMuHa K), a Takke mabopaTopHOTO
OMOXMMHYECKOT0 UCCIIEeI0OBAHUS: XapaKTePHbI TUIIONPOTPOMOUHEMUS, TOHIKEHUE TPOTPOMONHA B
wia3mMe KpoBu a0 15-20% wHOpMBI, nedpunut npokoHBepTHHa, a Takke IX m X dakropos
CBEPTHIBAHUS KPOBH.

I[MpoduaakTuka. dpdexTuBHas CyTOUHAS /1032 BUKACOJIA, YCTPAHSIOIIAs TUIIONPOTOMOUHEMHUIO U
reMMOPPAruuecKyto 00J€3Hb HOBOPOXKIACHHBIX 1-2 MT.

I'nmo m aBUTAMMHO3 BUTaAaMHHA B1

ITHOJIO0THS.

) Ilepsuunas — BO3HUKAET MPH HEIOCTATKE BUTAMHHA B MHINE (HEAOCTATOYHOCTH KOTOPOTO

yCYryOIsieTcsl MOBBIILIEHHBIM ITOTPEOJICHUEM YTIIEBOJIOB).

[J Bmopuunas:

1) IlpenpacmonaratloT K pa3BUTHIO 3a00JIeBaHUS OEPEMEHHOCTh M JIAKTAIlMsl, TSKEIIBIN

busnueckuil Tpyd, HHPEKIMOHHBbIE 3a0o0NeBaHus, TUpeoTokcuko3, CJI, mnpumeHeHue

Cynb(paHUITaAMUIHBIX TTPENIAPaTOB, JUYPETHIECKUX CPEICTB;

2) Hapymienue BcachlBaHHS — JTUTENbHAS THAPEs, PE3CKIHs KUIICUHUKA,

3) Hapymienne ycBoeHHs BATAMUHA TP TSHKENBIX 3a00JICBAHUAX TICYCHHU;

4) I'emoauanus;

5) AnKoroyiusm.

IlaTtorene3. Butamun Bi Bxoaut B cocTaB psjga (epMEHTOB, yYacCTBYIOIIUX B YTTIEBOJAHOM
oOMeHe; B OpraHu3Me OH IpeBpallaeTcsi B KOKapOOKCHIIA3y, SBISIONIYIOCS MPOCTETUYECKON
rpynmnoi (epMeHTOB, YYaCTBYIOIIMX B YIJIEBOJHOM OOMeHe. B pa3BUTHH MONTHON KIMHHUYECKON
KapTUHBI aBUTAMHHO3a B1 MMeeT 3HaueHWe Tak)Ke COIMYTCTBYIOIIMNA Je(MUIUT IPYTHX BHTAMHUHOB
rpymnms! B.

Knununueckasi KapTuHa.

B cooTBetcTBUY € TpeobiaalaloMMy CUMIITOMAaMHU, BBICTISIIOT Cieaytonue GopMsbl:
(] Omeunyro (¢ 0osiee BBIPAKCHHBIMUA TOPAKECHUSIMU CEPJICIYHO-COCYAUCTON CHUCTEMBI,
MPEUMYIIECTBEHHO MOpPakeHNEe MUOKap/a — TUIepANHAMHYECKas U TUIIOAMHAMUYECKAs );

30



[ Cyxyro (nepudepuueckas TOJMHEBPOIATHSA) - IPEOOIAal0NIee TMOpPaKEHUE HEPBHOM

CUCTEMBI;

(1 Ocmpyto 3M0Ka4eCTBEHHYI0 ~ «MOJHHEHOCHYIO» (OopMy, dYacTo 3aKaHUMBAIOLIYIOCS

CMEPTHIO.

CrnoxHo pacno3HaTh Oepu-0epu y JIeTeil paHHEero AeTCKOro Bo3pacra.

[TepBbIMHU kam00amMu SBISIOTCS 00IIas ciaboCTh, OBICTPast YTOMIIIEMOCTb, TOJIOBHAsL OOJIb,
OJIbIIIIKA U cepauedbnenne npu Gpusndeckoi HarpyskKe.

Cyxasa ¢hopma 6epu-bepu — NBYCTOPOHHEE CUMMETPUYHOE TMOPAKCHHE HEPBOB HIKHHX
KOHEYHOCTEH: MapecTe3ud M CHUIKEHHE KOXHOW UYyBCTBUTEIBHOCTH HIKHUX KOHEYHOCTEH, a
MO3/IHEE W JIPYT'MX YYacTKOB TeJa, OINYIIEHHE TSDKeCTH W ciaabocTh B HOrax, ObIcTpas
YTOMJISIEMOCTh MpU  Xo0lb0e, Xpomora. VKpOHOXKHBIE MBIIIIBI CTAHOBATCS  TBEPIBIMH,
00JIe3HEHHBIMU TIPH MalbIAUK. XapaKTepHa MOXO/AKa OONbHBIX Oepu-Oepu: OHU HACTYHAIOT Ha
MATKY, a 3aTeM Ha HapyKHbII Kpall crombl, IIaas naublbl. Jlajgee yracaroT CyXOKUJIbHBIC
pedIieKchl, BOSHUKAIOT MBIIIIEYHBIE aTpOdun.

Braosicnaa gpopma 6epu-depu niposisisercs Hapymenuem aestensuoctu CCC: taxukapauen,
IUCTPOYUIECKUMU W3MEHEHUSIMH B CEpACYHOW MBIIIIE, HEIOCTaTOYHOCTHIO KPOBOOOpAIICHUS,
CHIDKEHHEM apTepHalIbHOTO J1aBIICHUS, B OCHOBHOM JHACTOJIMYECKOTO.

Habmrogarorcss Takke CUMOTOMBI JAUCTPOPHUECKUX TMOPAKEHUNA W HApyIIeHHH (QYHKIUH
OpraHoOB MUIIEBAPUTEIBHON CHCTEMBI, PACCTPOICTBA 3pEHNUs, HAPYILICHUS ICUXUKH.

Llepebpanvuas  gopma  bepu-depu (cunapom Bepuuxe-Kopcakosa, reMMoparudeckuit
nonusHIehanuT). Bo3HUKaeT npu TSKEIOM W OCTpoil HemocTaTouHOCTH BUTamuHa Bi. CHauana
pa3BHUBaeTCAd KOPCAKOBCKUM CHHIPOM (COYETAaHME PACCTPOMCTB MaMATH Ha TEKYLIUE COOBITUSA U
OPUEHTHUPOBKH B MECTHOCTH C HalMuueM KOH(aOymsiuii), 3aTeM MNPUCOCTUHSACTCS HapyIIECHUE
MO3TOBOTO KPOBOOOpAIICHHUS, pPa3BHUBAIOLICECs IOCTENIEHHO W KakK CIEACTBHE HSHIEe(anonarus
Bepuuke. OcHOBHBbIE MNpU3HAKM HHUCTAarM, moiHas odTanbpMoruierus. KiumHudeckas KapTuHa
IIPOrPECCUpPYET C pa3BUTHEM KOMBI U JIETAIBHOIO UCXO/a.

JluarHo3 yCTaHaBIUBAIOT HA OCHOBAaHUM JIaHHBIX aHAMHE3a (XapaKTep MHUTAHUS, HAIUYUE
3a00JIeBaHUN, CHOCOOCTBYIOUIMX MPOSIBICHUIO THAMHUHHON HEIOCTAaTOYHOCTH), XapaKTEPHBIX
U3MEHEHHH  CEpAEYHO-COCYIUCTOM W  HEpBHOM  cucteM. JlMarHo3  NOATBEpXkAaeTcs
OMOXMMHYECKUMH HMCCIIEA0BAHUSMU: J1I0KA3aTE€IbHO CHUYKEHUE COJIEpP)KaHUs THaMKHA B CyTOUHOMU
Moue Hmxke 100 MKr, B 4acoBoil Haromak — Hmke 10 MKr, colaepkaHue KOKapOOKCHIa3bl B
sputrpountax Hike 20-40 wmxr/n. XapakTepHO MOBBIIIEHUE COJEP’KaHUS NHPOBUHOIPATHON
kucnoThl B masme (Beime 0,01 /1) 1 moBbIIEHHOE BhIIETICHHE €€ ¢ MoYoii (6osee 25 MI/CyT.).

JMuddepeHunanbHblii AMATHO3 ¢ NHOEKIIMOHHBIMU (TIPU OJMOMUETUTE, TU(TEPUH U Ap.)
Y TOKCHUYECKUMU TOJMHEBPUTAMU (OTpaBlIe€HUE PTYTHIO, METHIIOBBIM CIUPTOM, (hochopom U T. 1.)
OCHOBBIBA€TCS Ha Y4eTe JMHJIEMHUOJIOTHYECKON 00CTaHOBKHM, aHaMHe3a 3a00JeBaHMs, a TaKXKe Ha
pe3ynbratax OMOXMMHUYECKHX HCCeNoBaHui oOMmeHa TuamuHa. JuddepeHnuanbHblii nuarsos
oTeuHor (Gopmbl Oepu-0epu ¢ MHOKApIAUTAMU, MUOKAPIUOAUCTPOPUAMU 00JIeTHACTCS HAIUYHUEM
CUMIITOMOB TIOJINHEBPHUTA.

I[Ipodunaxruka. [lonHonennoe mnurtanue, Ooraroe BuTtamMuHOM Bi. CBoeBpemeHHas
JMArHOCTHKA U JIYeHUE 3a00JIeBaHUH, PU KOTOPBIX HAPYIIAeTCs BCachIBaHUE BUTaMHUHA Bi.

I'umo u aBUTAMHMHO3 BUTAMHHA B2

ITHOJIOTHS.
1. Henoctarok puboduiaBuHa B MOCTyHaoIIed NUIlE, 4Ype3MepHOe YHoTpelieHue
MPOJYKTOB, COJAEPKAIINX OEJIKHU KUBOTHOT'O IPOUCXOXKICHUS;
2. HapymieHue BcachbIBaHHsI B KMILICUHUKE;
3. Hapymenne ycBoeHHsS B pe3ylbTaTe XpPOHHYECKOH Iuapew, 3a00JeBaHH TICUeHH,
XPOHHUYECKOIO aJIKOI'0JIN3Ma;
4. I1pu nmapaHTEpaIbHOM MUTAHUU 0€3 BKIIIOUEHHS IOCTATOYHBIX 103 BUTaMHHA Ba.
ITaTorenes. B opranusme pudodnasus, B3aumozeictys ¢ ATD, o6pazyeT GpiaBUHMOHO- U
(bIaBUHAMHYKICOTHABl, Yy4YacTBYIOIIME B  PErylSiIMM  OKHUCIUTEIbHO-BOCCTAHOBUTENIBbHBIX
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nporeccoB. [Ipu apubodiiaBuHO3e BO3HHMKAET KJETOYHAs TUTOKcus. PubodnaBuH npuHUMaeT
y4JacThe B OCYIIECTBICHMM 3PHTEIbHON (PYHKIMM TJla3a M CHHTE3€e reMorioOnHa. B maroreHese
apu60(1aBUHO3a UMEET 3HAUYCHUE U HEJJOCTATOK APYIMX BUTAMUHOB Ipymiibl B.

Kiaunnveckasi kapTuHa. XapakTepHbl CHW)KCHHE amleTUTa U Macchl Tena, ciaadocTs,
rojoBHass Oo0Jib, HapylIEHHE CYMEpPEYHOro 3pEHUs, AUCTPOPUUECKHUE H3MEHEHUS KOXHU U
CIIM3UCTBIX O0OJIOYEK, OIIYIICHHWE MOKEHUS KOXH, Pe3b B IJa3ax, Pa3BUTHE KOHBIOHKTHBHTA,
aHTyJSIPHOTO CTOMATHUTA (TPEIIMH M Malepaluyd SMUTENUs U KOpPOYeK B yIiax pra), apTO3HOro
CTOMAaTHUTa, TJOCCHTa (S3BIK SPKO-KPACHBIA, CyXoil), ceOopeiiHOro nepmaTtura, OCOOEHHO
BBIPQ)KEHHOIO0 B 00JAacCTH HOCOTYOHBIX CKJIQJ0K, Ha KpbUIbAX HOCA, yIIaX, CyXOro 3yJISIIEro
JiepMaTuTa Ha KUCTAX PYK.

[Ipy nauTenbHOM TeueHUM HaOMIONAIOTCS HApyLICHMs HEPBHOW CHCTEMBI: IapecTe3ud,
MOBBIIIEHUE CYXOXHIIBHBIX Pe(IEKCOB, aTakcus M Ap., a TAaKXKe TMIIOXpPOMHasi aHeMus. TedeHue
XPOHHUYECKOE, C 00OCTPEHUSMH B BECEHHE-JIETHUE MECSIIBL.

JINarHo3 OCHOBBIBAETCSI HAa XapaKTEPHBIX KIMHUYECKUX TPHU3HAKAX, OMOXMMHUYECKHUX
UCCIIeIOBAaHUSIX (CHMXKEHHE cojJepxaHus puboduaBuHa B cyroyHod Moue Hmwke 100 MKr,
CoJZiep)KaHNEe B CBHIBOPOTKE KPOBH — HHWXKE 3 MKI/J, spurporurax — Huxke 100 mxr/m). Mmeer
3HAYEHUE HAJIMYME CHUKCHMSI TEMHOBOM aJanTaluHy.

JuddepeHunaabHblii IMATHO3 IPOBOJAT € NEJJIArpol, aBUTAMMHO30M A, paccesHHBIM
CKJIepo30M. B COMHUTENBHBIX ciydasx HaubOosiee [0Ka3aTelbHbl PE3yJbTaThbl HCCIEIOBAHUMN
COJIep’KaHusl BUTAMUHOB B KPOBU U MOYE.

I'unmo u aBUTAMHHO3 BUTAMHHA Bs

ITHOJI0THA.

(] [lepBuuHass HEIOCTATOYHOCTh MUPHAOKCHHA TPOSIBISETCA Yy J€Tell MPU HCKYCCTBEHHOM

BCAapMIJINBAHNUU;

(1Y B3poCibIX HAOMIOJAETCS TOJNBKO JHIOTCHHAs (opMa, BO3HHKAIOIIAS TPHU ITOAABICHUU

OaKkTepHaIbHON ¢opsl KHILIEYHHUKA JUINTEbHBIM IPUEMOM aHTUOMOTHUKOB,

Cyab(GaHWIAMHUJIHBIX W HNPOTUBOTYOEPKYJIE3HBIX IpernaparoB, OCOOEHHO NpHU HaJIUYUU

OJTHOBPEMEHHO IMOBBIIIEHHOW MOTPeOHOCTH B 3TOM BUTAMHHE (3HAYMTENbHbIE (pu3nueckue

Harpysku, 0epeMeHHOCTh U T. 11.). CuHapoMe ManbadcopOLnu.

ITaTorenes. B opranusme ButamuH BenpeBpaiaercs B nmupHaoKkcainb-S-¢pochaT U BXOAUT B
coctaB  ()EpMEHTOB, YYacTBYIOIIMX B  JeKapOOKCUIMPOBAHUM, JI€3aMUHUPOBAHUU U
TpaHCAMHUHHMPOBAHUU aMMHOKHUCIIOT, 0OMEHe TMCTaMuHa, )KUpoBoM oOMeHe. [Ipu HegocTaTOUHOCTH
BUTaMuHa Bg BO3HUKAIOT nuCTpodruyecKue N3MEHEHUS B KJIETKAaX PA3JIMYHBIX OPraHOB, OCOOEHHO
MUIIEBAPUTEIBHON U HEPBHOM CUCTEM, KOXKH; y JeTel paHHero Bo3pacra HaOIrofaeTcs 3ajepikKa
pocTa U pa3BUTHSL.

Kaunnueckass  kapruHa. CnabocTh,  pa3ipakKUTEIbHOCTh  JIMOO  3aTOPMOXKEHHOCTH,
OeccoHHMIIA, MOJIMHEBPUTHI BEPXHUX M HIDKHUX KOHEYHOCTEH, MapecTe3uu, AUCIENTUYECKHE
paccTpoiicTBa, aHOPEKCHs, CTOMATUT, IJIOCCUT, CEOOpPEHHbIN epMaTHT JMIa, BOJOCHUCTON yacTH
rOJIOBBI, I1I€U, TUITIOXPOMHAsl aHEMUSI, METAJI00IaCTHAS aHEMHUSI, TUMQOTICHHUS.

JIMarHo3 yCTaHaBIMBAaeTCs HAa  OCHOBAaHMM  KJIMHHUYECKMX  CHMITOMOB W  JaHHBIX
OMOXMMHUYECKUX HccienoBaHui (conepkanue H-mUpuIOKCMHOBOM KHCIOTHI B CYTOYHOM Moue
Hmxke 0,5 mr, yacoBoili — Hmxke 30 MKT, cofepaHHe NMUPHUIOKCHUHA B LENbHOM KpoBH HIbke 50
Mkr/n). Ilocne mnpuema 10 r TpuntodaHa BblAeNEHHE KCAHTYPEHOBOM KHCJIOTHI MpHU
rUIOBUTaMUHO3€ Bg npeBbimaer 50 mr.

Ipodpunaxruka. [Ipy AnUTENHHOM JI€YEHUHM AHTUOMOTUKAMHU, Cylb(aHUIaMUAAMU H
MPOTHUBOTYOCPKYJIE3HBIMM TIpenapaTaMy, a TaKKe TIPH COCTOSHUAX, COINPOBOXKIAIOIIUXCS
MOBBIIIEHHOW TOTPEOHOCTHIO B MUPHAOKCHHE (OEpeMEHHOCTh, PE3KO IMOBBIIEHHAS (QHU3ndecKas
Harpyska u T. J.), — Ipo¢pHIaKTHYeCKOe Ha3HaYeHNe MUPHUIOKCHHA.
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I'uno n aBuTaMuHO3 BUTaMuHa B12

Buramun Bi2 akTUBHO yuyacTByeT B OOMeHe O€JKOB, JXUPOB M YIJIEBOJOB B TECHOM
B3auMoielicTBUM ¢ BUTaMUHOM C, (oJMeBON M NAaHTOTEHOBOW KUCIIOTAMH, a TaKXe BBINOIHSAET
poJib OMOKaTanu3aTopa XMMHUECKUX MIPOLIECCOB. YKPEIUISIET HEPBHYIO CUCTEMY, CHU)KAET BPEIHOE
neiictBue crpeccoB. OH NPUHUMAET y4acTHE B IOIOJIHEHUH 3allacoB jKeJie3a B HallleM OpraHU3Me.
SIBnsieTCsl CHHEPTrUCTOM BUTaMUHa A, 00ecIieurBaeT BKIOYEHNE KAPOTMHOB B OOMEH BEIIECTB U MX
IpeBpallleHle B akTUBHBIA BUTaMuH A. IIpu B3aumozielcTBUU ¢ IPYrMMH BelIECTBaMH BUTaMHH
Biz3amyckaeT cuHTe3 1€30KCHPHUOOHYKICHHOBOW U pUOOHYKICHHOBOM KUCIIOT.

YcTaHoBJI€HO, UTO BUTAaMUH B12 HTpaeT BakHYIO pojib B 00pa3oBaHUU KOCTeH. PocT kocrei
MOJKET MPOUCXOAMTH JHIIHL B TOM Cllydae, KOrja B OcTeo0acTax MMeEeTCs JTOCTATOYHBIN 3amac
ButamuHa Bi12. Butamun B12 HeoOxoaum 1t popMupoBaHus KpOBSIHBIX TeJIeL, 000JI0UYKH HEPBHBIX
KJICTOK M CHHTE3a Pa3NUYHbIX 0enkoB. OH Takke ydyacTBYeT B MeTaOO0JIM3Me KHPOB U YIIIEBOJIOB U
Ba)XKEH JJI1 HOPMaJIbHOI'O pOCTa.

JTHOJIOTHS.

1. Henocrato4yHOCTb cofepkKaHUs BUTAMHUHA B ITHLIIE;

2. Hapymenue BcachIBaHHs KOOAJTAMHHOB B TICYCHHU:

a) pa3BUTHE B KUIIEYHUKE PA3JIMYHBIX [ATOJIOTHYECKUX ITPOLECCOB (OIMYXOJIH, BOCIIAIIEHUE)
0) HEOCTATOYHOCTH WM OTCYTCTBUS (akTopa Kacra.
3. l'enetnyeckuii nedekT TpanckobaramuuoB | u 1l

IMaTorenes. AneHO3MHKOOATAMUH SBISAETCS KO(QEPMEHTOM B PEAKLIUU H30MEpHU3anuu |-
METHJIMAIOHUIIKOOH3UMA A B CYKUMHWIKO3H3MM A (BakHas peakuus B METa0OJIM3ME JKUPOB U
YIJIEBOJIOB), a TAKXK€ B PACIICIUICHUHU PUOOHYKIEUIOB (UTO 0OECIIEUUBAET CTPOUTEIIbHBIC OJIOKH
s cuHresa JIHK). B umcno peakuumii, BKIIOYAIOIIMX METHIIKOOAJTaMUH, BXOAAT OMOCHHTE3
METHOHMHA, MeTaHa W aunerara. EcTb cBHIETENbCTBAa TOrO, 4TO BUTaMUH Bi2 HeoOxomum yis
CHHTe3a (DOJIATHBIX MOJUIITyTaMaToOB (aKTUBHBIX KO(PEPMEHTOB, HEOOXOAUMBIX U1 (OPMUPOBAHUS
HEpPBHOW TKaHHU), @ TAKKE y4yacTBYET B pereHepauuu (poyineBOd KHUCIOTHI HpuU (HOPMUPOBAHUU
KPacCHBIX KPOBSIHBIX TEJEII.

Kiannuyeckasi kapTuHa.

(1 KnuHU4Yeckre CHMIITOMBI TMIIOBUTAMHUHO3a KoOOalaMuHa, BBI3BaHHbIE HEIOCTATOYHBIM
MOCTYIUIEHHEM €ro C MUIIEeH, BCTpedaroTcsl JOCTATOYHO pPEIKO. ['MIMOBHTaMUHO3 MpPOSBISETCS
HapacTamoomeil cnabocTbio, BAJIOCTbIO, MApECTE3UsIMHU, IJIOCCUTOM. B peakux ciaydasx MOXeT
BO3HUKAaTh OHEMEHHE HIKHUX KOHEYHOCTEH, aHOpEeKCHUs, axwWius, Auapes, BbIMaJeHUE BOJIOC,
TUIIOKCHH;

[ bone3ub Aoducona-bupmepa nposiBnenne Bi2-BUTaMUHHOW HEIOCTaTOYHOCTH, HaOIIOAaeTCs
pu aTpopUU CIU3UCTON 0OOTOUKH JKEeNyIKa U 1epuiuTe BHyTpeHHero gpaktopa Kacmna,

() OrcyrcTBHEe BUTaMHHa Bi2 IpUBOOUT K THIEPXPOMHON, MaKpOLMTapHOM, MeranoOiacTHOMN
aHeMUU (XapakTepusyercs o0pa3oBaHUEM OOJIBIINX HE3PEbIX KPACHBIX KPOBSHBIX KIETOK);

[J PaccTpoiicTBO YyBCTBUTEIBHOCTH MOJIMHEBPUTHOTO XapaKTepa.

Juaruno3. Coneprxkanue ButaMuHa Biz: B chiBopoTKe KpoBH (ipu oMot E. coli) vioke 100
MKT B 1 Mi1; B cyrounoil moue Huke 0,02 mxr. CoaeprkaHne METHIIMaJIOHOBOW KUCIIOTHI B CYyTOYHOU
Moue BbIe 1-4 mr.

Ipopuaakruka. IlomHONEHHOE NMUTaHUE, TIPUMEHEHHE ITOJMBUTAMUHHBIX IPENIAPaTOB.

I'mmo- n aBuTamMmuuo3 Buramuna C

Buramun C wurpaer OONbBIIyI0 pOJIb B OKHUCIUTEIHHO-BOCCTAHOBUTENIBHBIX IpOIIECCaXx,
YTJIEBOJTHOM OOMEHe, CHHTE3€ KOJUlareHa W MPOKOJUIareHa, HOPMAIM3AIlliy MPOHUIIAEMOCTH
COCY/JIOB.

ITHOJOTHS.
(] HenocraTouHoe conepkanue BuTamuHa C B muie peOeHKa HAaXOISAIIMMCS HA MCKYCCTBEHHOM
BCKapMJIUBaHUH;
() [ToBeIIeHHAs TOTPEOHOCTH OPTraHU3MA;
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[J Bo3HHKaeT Kak BTOPHWYHBIN TMIIOBUTAMUHO3 BCJEACTBUE HAPYIIEHHUS IMPOLECCOB BCACBIBAHUS
WM YCUJIEHHOTO pa3pylLlIEHUs €ro B OpraHu3Me (aXuiius, AU3eHTepus, 1uapes);

() [Ipy 3HaYUTENLHOM HApYIIEHUH METa0OJIMYeCKUX MpoleccoB ((heHOMEH OTKa3za KIIETKH) WUIIU
BCJIECTBHE ()YHKIIMOHATBHOW HEIOCTATOYHOCTH KIIETOK;

[J OHAoreHHbIl TunoBuTaMuHO3 C pa3BUBAETCs MPU HAPYUIEHUU OKUCIUTENBHBIX IPOLIECCOB MPU
3a00JIeBaHUN THEBMOHHEH.

Kiaunnnyeckas kapTuna. 3a0o1eBaHne XxapakTepusyercs o0mel ciraboCcThio, MOBBIIICHHON
JIOMKOCTBIO KalMJUIIPOB ¢ 0Opa30BaHMEM MNETEXHH, KPOBOTEUYEHUH M3 JECEH, reMOpparndecKux
BBIIIOTOB B CYCTaBbl U IUIEBPY, JAUCTPODUUECKUMHU HM3MEHEHHUSIMU CIU3UCTBIX OO0OJIOUEK,
THIIOXPOMHOW aHeMHeH, HapyUIeHUsSMH (YHKIUHA HEPBHOW CUCTeMbl. M3MEHEHHsS CO CTOPOHBI
CCC.

XapakTepHa TMOBBIIIEHHAs YTOMJISIEMOCTb, pa3JIpaKUTEIbHOCTh, pacLIaTbIBAHUE U
BbINaJIeHHE 3YOOB, Pa3pbIXJIEHHOCTh U CHHIOIIHOCTH JI€CEH, KaliMa y IIeWKH 3yOOB, HapylleHUE
pa3BUTHs CKeneTa, 00U B KOHEYHOCTSX, TOBBIIICHHE BOCIPUUMYHMBOCTH K MHpekuusMm. [{uanos
ry0, HOCa, yiei, HorTeil. bieAHOCTh M CyXOCTh KOKHU, TUIIOTEPMHUSL.

AButamuHo3  C (ckopOyT, IMHIa)  NOPOSBISETCS  HAPYLIEHUEM  OKHUCIUTENIbHO-
BOCCTAHOBUTEJIBHBIX IPOLIECCOB, KPOBOTOYMBOCTBIO JECEH, TMHITMBUTOM M KaK CII€ICTBUE
SI3BEHHBIM CTOMATUT CO CIIOHOTEYEHUEM, 00JIbIO, 3al1aXOM M30 pTa U MOCIEAYIOUIUM BbIAJACHUEM
3y6oB. [lopaskeHre TOKOMOTOPHOTO anmnapara XapaKTepu3yeTcsl KPOBOU3JIUSIHUEM B TOJIILY MBIIIILL,
Mexay QacuusiMH, 0] HAJKOCTHUIYY. DTH KPOBOM3JIMSIHUS BbI3bIBAIOT YIIJIOTHEHUS U PUTUIHOCTD
MBI («IepeBsSHHbIE HOTHY). [Ipu nucTpoduuecKkux COCTOSHUSX CHIKEHUE YPOBHSI MPOTPOMOUHA.

JMuarno3. Conep>xanue utamuna C: B cyrouHoi Mmode Hike 10 mr; B miazme Huxke 0,3 mr,
B JeiikonuTax Hike 10 mr%. PesucrentHocTh kanuuisipoB o HectepoBy Gomnbliie 15 merexwii.

Ipodunaxruxa. [lonHoneHHOEe cOaTaHCHPOBAHHOE THTAHUE, COJAEpXKAIIEEe TOCTATOYHOE
KOJIMYECTBO OBOLICH, sroa, (QpykToB; MpOo(UIAKTUYECKUI IpHeM acKOpOMHOBON KHCIOTHI B
YCIIOBUSIX BO3MOXHOIO BO3HUKHOBEHHS €€ HEIOCTaTOYHOCTH (B JUIMTEIBHBIX I0XOJax C
MIPEUMYILECTBEHHBIM MUTAHUEM KOHCEPBUPOBAHHBIMHU U BBICYIIEHHBIMU MPOAYKTAMH, KEHIIMHAM
B IepuoJ OEepeMeHHOCTM M JIaKTalud MW T. J.); [paBWIbHOE NPUTOTOBJIIEHWE MUIIH,
IpeJOTBpallalollee 3HAYUTEIbHbIE TOTEPU aCKOPOMHOBOIN KHUCIOTHI NMPH KyJIUHApHOW 00paboTke
MIPOJYKTOB.

I'mno- u apuramuHo3 BuTamuHa PP

Tsokenast CcTeNeHb HEJOCTaTOYHOCTH HUKOTHMHOBOM KHCIIOTBHI IPOSIBIISAETCS KIMHUYECKUMU
CUMIITOMaMHU MeJIarpbl, KOTOpasi BCTpedaeTcs B HEKOTOPBIX cTpaHax AQpuku u Azuu.

JtoJorus. OCHOBHas NpUYMHA TUNOBUTaMHHO3a PP — 3HaumTenpHbI neUIUT ero B
nuuie. B penkux ciaydasx npu reHeTHUecK! JeTEPMUHUPOBAHHBIX (PEPMEHTONATHSIX.

ITaTtorenes. HukotnHoBass  KuciiotTa W €€ aMHMJ  SIBJISIFOTCS  J€HCTBEHHBIMU
AQHTUIICJUIATPUYECKUMH  CPEACTBAMM,  y4YacTBYIOT B KJIETOYHOM  JBIXaHUH,  SIBISACH
pocTeTHYecKuMu rpynmnamu gepmentoB koxerunapassl I u II. Ilpu ux aeduuure B opranuzme
BO3HUKAIOT 3HAYUTENIbHbIE HapylleHuss oOMeHa BemecTB M (QYHKIUH MHOTUX OpraHOoB,
IUCTpO(UUECKUe U JeTeHEepaTUBHBIE U3MEHEHUS B OpraHax M TKaHsX, HauOoyiee BBIPA)KEHHBIE B
KOXe, HEpBHOHM U NuuieBapuTenbHoN cucremMax. OObIUHO MpHU Meuiapre HaOIIOaroTCs MPU3HAKU
neduunTa Ipyrux BUTAMHUHOB Ipynmbl B, a Takke aMUHOKHMCIIOTHI TpUnTO(haHa.

Kinununyeckass kapTuHa

['maBHBIN KIMHUYECKUH CHHIPOM, Pa3BUBAIOIIMKCS NMpHU JePUIIUTE HUKOTHUHOBON KHCIIOTHI
— nennaepa. O0ycCIOBIeHA TPEUMYILIECTBEHHBIM OPa)KEHUEM MUILEBAPUTEIHHOM, HEPBHOU cHCTEM
U KOXH.

[TosBISArOTCS MOTEPSI AaNNIETUTA, CYXOCTh U JKKEHUE BO PTY, PBOTA, ITIOHOC, YEPEAYIOIIMICS C
3aropoM, o0IIasi MPOrpeccUpyomas cinadocTb. S3bIK APKO-KpAaCHBIN, OTEUHBIH, ¢ 00JIE3HEHHBIMU
U3bA3BICHUSMH, NT03JHEE — JIAKOBBIA. ATpoprueckre U 3p0o3UBHbIE U3MEHEHUS] OOHAPYKUBAIOTCS
U B JIPYTUX OTAENax MUIIEBAPUTEIBLHOTO TPAKTA, MOAABIIAETCS CEKPELMS MUILEBAPUTEIBHBIX XKEIE3,
BO3HHUKAET aXUJIHSL.
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[TopasxeHre HEPBHON CHCTEMBI TMPOSIBISAETCS OOIIEH pa3apaKUTEIHLHOCTHIO, NETPECCHEH,
TaJUTIOLMHAIIUSAMU, CUMIITOMaMH MOJMHEBPUTA, UHOT/Ia MPU3HAKAMU MOPAXKEHUSI CIIMHHOTO MO3Ta
(vamie 3aAHEOOKOBBIX CTOJOOB). B TskenbIX ciayyasx BO3HUKAIOT CYIOPOTH, aTaKCHsi, WHOTIA
pa3BuBaercs cinaboyMue.

[TopaxeHHne KOXKU NPOSABIIAETCS MEIarpUYECKON S3pUTEMOM, COMPOBOXKIAIOIIEUCS KOKHBIM
3yJI0M, TUINEpPIUTMEHTAUMEN (MPEUMYIIECTBEHHO Ha OTKPBITBIX Y4YacTKaX Tella MU KOHEUHOCTSX),
HIeNTyIIEHUEM KOXKHU, TOSIBIIEHUEM (OJUTUKYIISPHBIX MAITyIL.

Hapymarorcst ¢yHKIIHM SHIOKPUHHOW CUCTEMBI, Pa3BUBACTCS TUIIOTPOTCHHEMHUS.

Juarno3. OCHOBaH Ha XapaKTEPHBIX KIMHUYECKUX IPOSIBICHUAX 3a00JeBaHMS, JAHHbBIX
OMOXMMHYECKUX WCCIICJIOBaHMIA: XapakTepHo cojaepkanue NI-MeTuiHHKOTHHAMUZA B CYTOYHOMN
MoOYe HUXE 4 MTI, COJIepKaHUE HUKOTUHOBOU KHUCIOTHI — HUke 0,2 Mr. CHUXKaeTCs CoJepKaHUE B
KPOBU U MOY€ JIPYTUX BUTAMUHOB I'pyniisl B.

IIpodunakruka. PaznooOpazHoe  cOamaHCHpOBAaHHOE  MHUTaHHE C  JOCTATOYHBIM
COJIEp’)KaHUEM B IIMILIEBOM palOHE IPOAYKTOB, OOratbIX HUKOTHMHOBON KkucioToi. Ilpu
SHAOTeHHON (GopMe — CBOEBpEMEHHasi AMArHOCTUKA M JieueHHuEe 3a0O0JeBaHUM KHUIICUHUKA,
npo(UIaKTHIECKOE BBEJICHUE HUKOTHHOBOW KHCIOTHI M €€ aMuia; JOMOJHHUTEIHLHOE BBEICHUE
BUTAMHHA

uno ¥ ABNTAMHHO3 HAHTOTEHOBOI KMCJI0ThI (BUTAMHHA B3)

[lanTOoTEHOBasT KHCIOTa, Kak COCTaBIoLmIas KodepMmeHTa A, HrpaeT KIIOYEBYIO pOJIb B
MeTa0OoIM3Me YIIIEBOAOB, OCIKOB M JKUPOB U MOATOMY BakKHA JUIS MOANCPIKAaHUS M BOCCTAHOBIICHHS BCEX
KJIeTOK TKaHei. OHa BKIIOYEHA B peakify, KOTOPbIe 00eCIeUnBAIOT PHEPTUCH KIIETKY, a TaKKe MPHUHUMAET
y4acTHe B CHHTE3€ TaKMX JKU3HECHHO HEOOXOIMMBIX COEAMHEHHMH KaK CTEpOJibl (HAalpuMep, XOJECTepHH),
TOPMOHBI (HampuMep, TOPMOHBI POCTa, CTpPecca M IOJIOBBIE TOPMOHBI), HEWPOMETUaTopoB (Hampumep,
aneTWwixonuH), (ochonmunumoB (KOMIOHEHTHI  KIETOYHBIX MeMOpaH), moppupuHa (KOMIIOHEHT
reMorinoornHa, MepeHOCUMKa KHCIOPOJAA, HAXOIIIErocs B 3PUTPOLMTAX), AHTUTEN, a TaKXKe NPUHUMAET
yJactue B MeTa0oIu3Me JIeKapcTB (Hampumep, cynbpanunamunoB). Jpyras BakHas poib MaHTOTEHOBOM
KHCJIOTBI — Yy4aCTUC B CUHTEC3C )KUPHBIX KHUCJIOT.

ItHoJorus. [IpuurHa penkux ciydaeB MaHTOTEHOBOM KUCIOTHI — €€ HEJOCTATOK B ITHILE.

Knununyeckas kapruHa. Tak Kak MaHTOTEHOBAas KUCJIOTA BCTPEUACTCS B PA3IMUYHBIX KOJIHYECTBAX
MNPAaKTUYECKHU BO BCCX IMPOAYKTAaX MHUTAaHUA, II0JararoT, 4YTO I[e(i)I/I]_[I/IT JaHHOI0 BHUTaMHMHA H3-3a
HEJIOCTaTOYHOCTH €ro B MHIINE BO3HUKAET KpaiHe peako. Ciywan neduiMTa MaHTOTEHOBOW KHCIOTHI Y
JIOAEH PEeruCTpUPYIOTCS HEIOCTATOYHO TIIATENBFHO M, BEPOSITHO, HE BCTPEUAIOTCA B YHCTOM BHJE, Yalle B
COYETaHUH C JePUIUTOM JIPYTUX BUTAMUHOB TPYIIIHI B.

. [NopaxxeHre HEpBHOU cHCTEMBI (yCTAIOCTh, TOJNOBHAs 00JIb, HAPYIICHUSI CHA, NIApacTe3nH,
HEBPUTHI, IAPATHIH);

. Iopaxxenue KKT (TommHora, cxBaTkooOpa3Hble O0JIM B JKUBOTE, PBOTA, METEOPU3M, NOTEPS
anmneTuTa, HapyluIeHHe MOJIOCTHOTO U MPUCTEHOYHOTO MUIIEBAPEHN);

. JlereHepaTUBHBIE U3MEHEHMSI B KOPE HAATIOYEUYHUKOB C PA3BUTUEM TMIIOKOPTHLIN3MA;

" N3menenns co ctoponsl CCC;

" [Taronorus nouex.

IIpopunakruka. [lonHonEHHOE TUTaHKE, MYJIbTUBUTAMUHHBIE IIPENAPATHI.

I'nmno u aBuTaMuH03 (poaMeBoii KNCI0ThI (BuTamMuHa Bc)

TerparunpodonreBass KHCIOTa, SBISETCS aKTUBHON (opMol ¢ojara B opraHusMe, JEHCTBYET B
KadecTBe KO(EepMEHTa BO MHOTIMX O0a30BBIX MeTa0oJIMyecKuX peakuusx. OHa UrpaeT BaKHYIO POJb B
MeTaboar3Me aMUHOKUCIIOT. OHa TakKe BKIIIOYCHA B CHHTE3 HYKJIEHMHOBBIX KHCJIOT, a TAaKXKE Y4acTBYET B
o0pa3oBaHMM pAJa KOMIIOHEHTOB HepBHOW TKaHHW. Ilosromy donmeBas kuciora HeoOXoAWMa s
o0pa3oBaHHA W ONTHUMAJIbHOTO (DYHKIIMOHWPOBAHWS HEPBHOM CHUCTEMBI M KOCTHOTO Mo3ra. Bmecre ¢
BUTAMHUHOM Bi12 1 METHOHMHOM COZIEPKHUTCS B XPOMOCOMAax M CIYXHT BaKHBIM (PaKTOpPOM pa3sMHOKEHUS
kieTok. CTUMYJIMPYET W PEryJupyeT KPOBETBOPEHHE, CIOCOOCTBYET YBEIMUYEHHUIO YHCHIA JIEHKOIMTOB U
sputporuToB. [lo ee BIusSHIEM CHI)KAETCs COAEPKAHNE XOIECTEPHHA B CBIBOPOTKE KPOBH.

ITHoN0r M.

. [IproOpereHnslit neduuUT (HOIMEBON KUCIOTHI OOYCIOBIEH HEAOCTATKOM IOCTYILICHHMS

(homarHOB ¢ TIHTIEH.
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. HacnenctBennple wnm mpuoOpeTeHHblE (DOPMBI HEAOCTaTKa — SIBISIOTCA PE3YJIbTaTOM
HapyIICHNS TeHETUIECKON MPOTrpaMMbl SHTEPOIUTOB.

Kannnyeckasi kapTuHa.

Pannue cumnrToMmel aedunmra QonueBold KUCIOTH HecleMU(PUUHBI U MOTYT HPOSIBIATHCS B BHUIE
YTOMIIIEMOCTH, Pa3ApaXKUTEILHOCTH M MOTEPHU anmneTuTa. MoryT BO3HUKATh TaKke c1abocTh, MoTeps Beca,
3aMeIJIeHHEe Tpollecca pereHepany, HapyleHHe CTPYKTYpel M (QyHKUuM ciausucroi obomouku JKKT,
paccTpoiicTBO MUILEBAPEHHs], IIOHOC, TIIOCCUT, A3BEHHBI CTOMATUT, MaKpOLUTapHAasl aHEMHUS, JICHKOIICHHS,
TpomOonmroneHus. CHmwKeHue (aroqurapHOW AaKTUBHOCTH TIpaHyslouuToB. [lomaBneHue akTHUBHOCTU
MMMYHHBIX pEaKIHH.

Tsoxenbiii nepuuut QonaToB Bceraa NMPUBOIUT B TEUEHHE KOPOTKOTO MPOMEKYTKA BPEMEHH K
Merajao0JacTHONH aHeMMH, 3a00JI€BaHUI0, IPU KOTOPOM KOCTHBIH MO3I MIPOM3BOAMT TMTAHTCKHE HE3peble
SpuTpouuThl. KIMHMYECKHe CUMNITOMBI MPHU 3TOM Pa3HOOOpa3HBI W OOYCIOBJICHBI TSDKECTHIO aHEMHUH U
CKOPOCTBIO €€ pa3BUTHsL. Ec pu 3TOM HE IPUHUMATD CPOUYHBIX JIeUeOHBIX MEPONIPHUTUH, MeTano0aacTHas
aHEMUS MOXKET IPUBECTH K JIETAIBHOMY UCXOLY.

IIpu octpom nedwurmre (mocime MpHeMa AaHTATOHHUCTOB (OJATOB) MOXKET OTMEYaThCs MOTEps
anmeTuTa, 00U B OPIOLITHOM MMOJIOCTH, TOIIHOTA U TUapesi, MOSBISIOTCS OOJNe3HEHHBIE S3BBI BO PTY U TJIOTKE,
MOpa)keHHE KOJKHBIX TOKPOBOB M BBINIAJAECHUE BOJIOC.

OObIYHBIMH TIPU3HAaKaMHM XpOHHMYECKOro aedunura (omaToB SBISICTCS YTOMJICHHE, IOTEps
AaKTUBHOCTU M Jenpeccus. MOTYT MOSIBUTHCS S3BbI Ha CIM3UCTOH 000JIOYKE TMOJOCTH pTa W Ha S3BIKE.
Heduuut Bo Bpems O6peMEHHOCTH MOKET MPUBECTH K MPEXKACBPEMEHHBIM POJaM W/UITU TIOPOKaM Pa3BUTHSI.
VY nereii MOXeT HaOIIOOATHCS 3a1€PHKKaA POCTa U TIOJIOBOT'O CO3PEBAHUSI.

ABUTaMHUHO3 MOXKET BBI3bIBATh U3MEHEHUS JIMYHOCTH, TAaKUE KaK BPaXJACOHOCTh W MapaHOHIAIEHOE
HIOBEJICHUE.

Junarno3. CyOknuHuYecKoro AeuIUTa CTAaBUTCA IPU OOHAPY)KEHUH CHIDKEHHSI TKAHEBOTO YPOBHS
WIK KaKoro-nubo Apyroro OHMOXMMHYECKOTO CBHAETENbCTBA, TaK KaK I'€MAaTOJOTWYECKUE IPOSBICHUS
(xoTopble OOBIYHO OTCYTCTBYIOT) M YPOBHHM B IIIa3M€ HE SIBJSIFOTCS HAJCKHBIM Mokazatenem. Jleduur
(donatoB MoxeT MposiBUTHCA uepe3 1-4 nenenu.Conepxanne GOTUECBON KUCIOTH B CBIBOPOTKE KPOBH HUXKE
MKMKT B | MJI, B CyTOUHOI MOY€ HUKE SMKT.

Ipoduaakruka. [lonHoneHHoe NMUTaHUE, MYJIbTUBUTAMUHHBIE TIpeNapaTel, Ipu OepeMEHHOCTH —
JIOTIOJTHATENIEHBIN TIPHEM TIpenapaToB (oymeBoi KUCIOTHI IO Ha3HAYSHHUIO Bpaya.

I'uno M aBUTAMMHO3 BUTAMHHA OMoTHHA (BuTamMuHa H)

buoTH mnpuHMMaeT ydacTue B (OPMHUPOBAHHM (PEPMEHTHBIX KOMIUIEKCOB M HEOOXOIUM JUIS
HOpMaJTH3aliK pocTa B GyHKIHA opranuzMa. OH UTpaeT KIIYEBYIO POJb B IIpolieccax oOMeHa yTiIeBOJIOB,
KUPOB u OenkoB. OavH W3 OMOTHWH-3aBUCHUMBIX (DEPMEHTOB SBISETCS KAaTalW3aTOPOM CHHTE3a >KHPHBIX
KHCJIOT, IPYTOM UTPaeT OCHOBHYIO POJIb B SHEPTETUYECKOM OOMEHE U B CUHTE3€¢ aMHUHOKHCJIOT U TJTFOKO3BI.

ITHoJNOrHs.

. [IpuobperennsIit nedpuuT OMOTHHA!

a) JUTMTENbHBIN MPUEM CYJIb()aHUITAMUIOB U aHTHOUOTHUKOB
0) norpedeHue 0OJIBIIOTO KOJIMYECTBA ChIPOro SIMYHOIO OeJKa

. BpoxnenHas HeZOCTaTOYHOCTh OMOTHHA M3y4YeHa HEAOCTATOYHO.

Kannuyeckasi kapTuHa. Y 4enoBeka neduiuT OMOTHHA BCTpedaeTcs KpaitHe penko. CuMntToMaMu
nedunnTa SBISIOTCS TMOTEPS alleTHTa, TOIHOTA, PBOTA, BOCIIAICHNE SA3bIKa, OJIETHOCTD, IEMIPECCHs, CYXOH
YelryiHyaThlid IEPMATHT, COYETAIONIMICS C HM30BITOYHON MPOJYKIMEH CaNbHBIX JXKejle3 Koxu. B ciydae
JUTTEBHOTO TIPOTEKaHUS CEPbE3HOTO Jedunnta ONoTHHA — OOJIBICEHUE (aIOTIeITus ).

Y nmanuMeHTOB-I00pPOBOJIBICB, HAXOAMBIIMXCS Ha OHOTHHACQUIUTHOH JUETe M IOJyYaBIIMX
OoJIbIIHME KOJIMYECTBa OElIKa CHIPBIX SUIl (AHTOTOHUCT OMOTHHA), uepe3 3-4 Hejenr HaYMHAIOCH [IeTyIIeHUE
TOHKUX 4ellyeKk Koxku Oe3 omrymienus 3yna. Yeped 10 Hemenb Takoil AWETHl YYaCTHHKH DKCIEPUMEHTA
WCTIBITBIBAIA YTOMJICHHE, JCIPECCHI0 WM COHJIMBOCTH, TOITHOTY M TOTEPIO ammeruta. MMennm mecto
MBIIICYHBIC OOJIM, THUIEPECTE3Us M IapecTe3usi 0e3 HM3MEHEHUs PeQIEKCOB WM IPYIHMX OOBEKTHBHBIX
MPU3HAKOB HeHWpomatuu. SI3bIK CTAaHOBWIICS OJETHBIM, CO CrJIKEHHBIMH COCOYKAMH, KOXKa cyxas u
menymaniascs. Pa3BuBanich aHeMUs ¥ TUIIEPXOJIUCTEPUHEMUSL.

IIpopunakruka. [lonHoNEHHOE TUTaHKE, MYJIbTUBUTAMUHHBIE IIPENAPATHI.
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AHTHBUTAMMHbBI

AHTHUBATAMHUHEI — 3TO COEAWHEHMS, YACTHYHO WJIM ITOJIHOCTBIO BKJIIOYAOIIME BHUTAMHUHBI W3
O0OMEHHBIX pEaKIuii opraHu3Ma ImyTeM UX pa3pylICHHs, UHAKTUBAIMH WK PSS TCTBUS MX aCCUMHUJISIIUY.

BONBIIMHCTBO aHTHBUTAMUHOB MPEICTABISCT COOOW MPOM3BOJIHBIC CHHTCTUYECCKH IONYyUYECHHBIX
BUTAMHUHOB C 3aMENICHHBIMU (YHKIIMOHAIGHBIMU TPYIIAMH. OTHMH K€ CBOHCTBAMH OOJIAaeT W P
CHUHTETHYECKH IMOYYCHHBIX JICKAPCTBCHHBIX MPEMapaToB. Y CTAHOBIICHO, YTO MPH MEPOPATLHOM PUMEHEHUH
CyIb(haHWIAUMIHBIX TPENapaTOB MOXKET HAPYIIATHCS CUHTE3 OAKTSPHUSIMH KUIICYHHKA TAKUX BUTAMHHOB,
KaK THaMHH, puOO(IaBUH, HMKOTHHAMHJ, MHUPHIOKCHH, IIAHTOTCHOBas KHCIOTa, (oimeBas KHUCIOTA,
MaHokoOanaMuH, OMOTUH 1 BUTaMuH K.
OcHOBHbIE MEXAHU3MbI J1€iiCTBHS AHTHBUTAMMHOB

1. brokana BHyTPUKIETOYHOTO METa00IM3Ma BUTAMUHA;
2. Paspynienue BUTAMUHOB;

3. Mopaudukanus MOJICKyJIbl BATAMUHA;

4. brokana peuentopoB KIETOK JJisi BATAMUHOB.

AHTHBUTAaMMHBI, TPOHUKAsl B KIETKY, BCTYNAlOT C BHUTAMMHAMH WIM HUX IPOU3BOAHBIMU B
KOHKYPEHTHBIE OTHOIICHUS B COOTBETCTBYIOLINX OMOXMMUYECKUX peakuusix. VI3BeCTHO, YTO psili BATAMHHOB
BXOJMT B BUJE MPOCTATHYECKHUX TIPYyMI — KO(QEPMEHTOB B CBs3b C Oenkamu-anoepMeHTaMH U oOpa3yeT
(bepMeHTbl. AHTUBUTAMUHBI, UIMEIOLINE CTPYKTYPHBIE aHAJIOTH C BUTAMUHAMY 332 MECTO CBS3H UX C OeIKamMu
U BBITECHSIOT BUTAMUHBL. OJTO NPUBOOUT KaK K OOpa30BaHMIO HEAKTUBHBIX KOMIUIEKCOB, TaK U K
YCUJIEHHOMY  BBIIEJICHHMIO BHTaMHUHOB K3 OpraHM3Ma W pPa3BUTHIO SHAOTCHHOM BUTaMUHHON
HE0CTaTOYHOCTH.

I'unepBuTAMIHO3BI
[Tpy U30BITOYHOM MOCTYIUIEHUH HEKOTOPhIE BUTAMUHBI MOTYT BBI3BAaTh HHTOKCHUKAIIMIO OPTaHU3Ma C
pa3BUTHEM KJIMHUYECKON KapTHHBI, 60Jiee WM MEHEE XapaKTEepHOW AJIsl JaHHOTO TMIIEPBUTAMHUHO3A.
PaznnuaroT: ocTpble TMIEPBUTAMUHO3BI — Pa3BUBAIOTCA IMOCIE OJHOKPATHOIO NMPHEMa MAacCHBHON

J03bl BHUTAMHHA; XPOHUYECKHUE THUIIEPBUTAMHUHO3BI — BO3HHKAIOT B pe3yjbTaTe INTEILHOTO IpHeMa
OOJIBIIMX 103 BUTAMUHA.
Tunepsumamuno3 A — pa3BUBaeTCS y 4YEIOBEKa B pe3yjbTare YMOTPEOJIEHHs MPOIYKTOB,

coJiep Kaliux OOJNBIIOe KOJIMYECTBO BUTaMUHA A (IIeUeHb: KUTa, OEI0T0 MeIBels, MOSPHBIX MTHIL), 00
npu  yHnorpeOjaeHuu OOJBIINX KOJUYECTB PHIOBETO JKUpAa M MpErnaparoB BUTaMHHA A (MUHUMaJbHas
npouIaKTHYecKas 103a s aereit u B3pocibix — 3300 ME).

Toxcuyeckas 103a BUTaMHHA A, BBI3BIBAIOIIASL OCTPOE OTpaBIIeHUE, sBIOTCS 403kl 0T 1000000 no
6000000 ME. Xponuueckast ”HTOKCUKAIMS BO3HUKAET NP JUIUTEIHHOM npueme (3-4 mecdia) BUTamMuHa A
B 103ax 0oinee 20000 ME.

I'unepBuraMuHo3 A vV B3pOCIBIX:

| OcTpBIii — BBIpaKaeTCA B TSHKETIOW TOJIOBHON 0O0JIHM, COHJTMBOCTH, AUCIIETICHYECKUX SBICHUSAX (TOITHOTA,
pPBOTA), MIETYIIEHUH KOXU;

] XpOHUYECKHA — BBI3BIBAET KOXKHBIE CHMITOMBI, BBINIAJICHHE BOJIOC, OOJNb B KOCTSIX M CyCTaBax IPH
X0/1b0€, TOJIOBHBIC O0OJIK, MOTEPIO aIETHUTa, OCCCOHHMIlY, AHOPEKCHUI0O M TIeNaTOCIUICHOMETallHIO.
Wuorna HaOIt01aeTCsl CHMITOM 3K30(TAIbMUH, MOBBIIICHUE AABJICHUS] CITMHHOMO3I'OBOH JKUIKOCTH.

I'unepsuramMubo3 A v JIeTeil:

1 OcTpblit — HaOMrONaeTCsl OOBIYHO y TPYAHBIX JeTel W HACTYIAeT B TeUeHHe 12 4acoB TOCTe TpuemMa
BHUTAMWHA, TPOSBICHUS HCUYE3a0T COycTs 24-48 wacoB. XapaKTepHBIE CHMIITOMBEI OTpPAaBIICHUS:
MOBBIIIICHUE JIABJICHUS CIUHHOMO3TOBOM JKHUJIKOCTH, THIpoledanns, BHIISYNBAHUE POJIHUYKA,
KPaTKOBPEMEHHOE IOBBILICHUE TEMIEPATyphl Tela, MOTeps alIeTuTa, pPBOTA, HE3HAYUTEIbHBIC
paccTpoiicTBa (yHKIMH YEPEITHOMO3IOBbIX HEPBOB, 3K3aHTEMBbI M IIETEXUU Ha KOXKE, PUHUT, OJIUTYPHSL.

| XpOHHYECKHI — OCHOBHBIMU CUMIITOMAaMH SIBJISIIOTCS: Pa3ApaKUTEIHHOCTD, TIOTEPS alleTHUTa, CyXOCTh
Y BHINAJICHUE BOJIOC, TIOTPECKABINASACS KOXa HA JAJOHIX W CTYIHSX HOT, CEOOpEWHBIC BBICHINAHUS,
rernaro- ¥ CIUICHOMETaJlvs, FOJIOBHBIC 00/, OeCCOHHUIlA, CyO(QeOpuIIbHAsS TeMIlepaTypa, HOBBIIICHNE
apTepuaIbHOTO NABIICHHUS, PAacCTPOMCTBO IMOXOAKH, O0ib B cycTaBax. Kpome Ttoro, Habmromaercs
TUIIOXPOMHASI aHEMUSl, MOBBILICHUE YPOBHS JIMIKIOB B CHIBOPOTKE KPOBH, YBEIWYCHHUE AKTHUBHOCTHU
meno4yHoit pocdarassl.

T'unepeumamuno3 D — 310 u30bITOUHOE TIOCTyIUIeHHE BUTaMuHOB D21 D3 | Tokcudeckoe nieiicTBue u
TSHKECTh MHTOKCUKAITUHU 3aBUCAT HE TOJIHKO OT KOJIMYECTBA MPUHITOTO BUTAMHHA, HO ¥ OT WHAMBHIYyaJIbHOU
qyBCTBUTEIIBHOCTH K HeMy (cyTouHas no3a Butamuaa D, 50000 ME).
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OcHOBHBIC TIPOSIBIICHHS _TUNEpBUTaMuHO3a D: aHoManpHas AeMHUHEpalu3amus INpenoOpa3oBaHHON
KOCTHOM TKaHM, THIEPKAIbIHEMHs, THUIEPKATIbIUYPHUsS, MaTOJOTWYecKass Kalblu(uKanusa: IOUeK,
KPOBEHOCHBIX COCY/IOB, CEPJCUYHON MBIIIIHI (CepAeYHast HENOCTATOYHOCTh, CTEHO3 a0PTHI), JIETKUX U CTEHOK
KHLICYHHKA, IPUBOAAIIAS K TSDKEIIOMY M CTOMKOMY HapylIeHHIO QYHKIMH 3THX opraHoB. Hapymenus co
cropons! [{THC: BSIOCTh, COHNMBOCTD, aIMHAMHUS, KIIOHUKO-TOHHYECKHE CyJOPOTH, a B HAHOOJIee TSKEIBIX
CITyJasX 3aKaHYMBAIOIINECS CMEPTHIO.

Buemne runepsuramuno3d D nposiBisieTcs: o0miei cnabocThio, pe3kol moTepe anmneTuTa, IoNnnypHen,
TOLTHOTOMU, PBOTOH, JKa’KI0H, OOJISIMU B )KHMBOTE M KOCTAX IIPU HAIABINBAHNH, OTMEYAETCs KOHBIOHKTHBUT, B
TSDKEJIBIX CITydasx pe3Koe NCTOLICHHE.

IlaTorenes: B OCHOBE MeXaHU3Ma MOBPEKIAIONIETO ACHCTBUS BUTaMHHA D, JeXHUT crmocoOHOCTH €ro K
OBICTPOMY OKHCIIEHHIO ¢ 00pa3oBaHHEM CBOOOTHBIX PaJMKalOB, a TAKXKe MPOIYKTOB MEPEKUCHON PUPOIBI
U KapOOHWJIBHBIX COCJMHEHHI. DTH TPOIYKTH NpeBpamieHns ButamuHa D B BomHOW cpene sBISIOTCS
CHJIBHBIMH OKHCJIMTENSIMH, JIETKO TOBPEKIAIOMIUMHI CTPYKTYPY JIMIONPOTEHHOBBIX MEMOpaH M aKTHBHBIC
LUEHTPBl OEJIKOB, YTO TMOATBEPKAAETCS HAKOIUICHHEM NPOAYKTOB NEPEKHUCHOTO PACIICIUICHUS JHIUAOB B
SPUTPOIMTAX M TKAHEBBIX roMoreHarax. B 3Tom ciydae m30bITOK BHTamMuHa D crocoOCTByeT BEIXOTY
KaJbIHS U3 KIETKU U TIEPEX0y €ro B KPOBb, TUMQY U APYrrue ONOTOTUUECKHE KUIKOCTH. AHTHOKCHIAHTEI
(Butramun E), momasisist neficteue BuTamuHa D 1 mHAyMpyeMbie UM MPOIIECCHI MEPEKUCHOTO PACIICTUICHHS
TKaHEBBIX JIMITHJIOB, 3aIUIIAIOT 3PUTPOLUTEI OT TEMOJIUTHYECKOrO JACHCTBHUS 3TOTO BUTAMHUHA M CHHUMAIOT
€ro MHruOuTOpHEIH Y ekt Ha ATD-azy.

H3661mok eumamuna B (muamuna) — MOXET 0Ka3bIBaTh OCTPOE TOKCHUECKoe neicTBue. [1o manHbM
B.M. CwmupnoBa (1974), TmamMuH 3aHUMaeT IEPBOE MECTO CpEeId BHUTAMHHOB IO YacTOTE OCTPBIX
TOKCHUYCCKUX peaxunﬁ, KpoM€ TOTO BO3MOXXHA CCHCI/I6I/IJII/I33HI/ISI K 3TOMY BHUTaMHHY. HpI/I HUHBECKIUAX OaXKE
OYEHb MAJIBIX 103 BUTAMHUHA BO3HUKAIOT AJIEPTUYECKUE PEAKIMU BILUIOTh 0 aHAQIIAKTHYECKOTO MIOKA.

JuarHocTuka HapyuieHuii 6eJ1KOBOro 06MeHa
Crnoco0bl onpenesienus o0mero denka
[l Azoromerpuueckue (Meton Khwenpaansg) — TmojHOE paspylieHHe Oelika CepHOM KHCIOTOW —
oIpenesieHHEe COAEpKaHusI aMMuaka. Henoctatku — TpynoeMKOCTh, HU3Kast TOYHOCTb.
| OCHOBaHHBIE HA OTIPEJIENICHHN IIOTHOCTH CHIBOPOTKH KPOBH (CIIOCOOOM Majaroniel Karin) — HETOYHEI,
T.K. IJIOTHOCTH 3aBUCHT OT COZIEPKaHHS HE TOJBKO OEJIKOB, HO M APYTHX BEIIECTB, HAXOASAIINXCS B TUIA3Me.
I I'paBuMeTpuuecKkue (BecoBble) — OCaKICHUE OCJIKOB, BHICYIIMBaHME, B3BelIMBaHuWe. Hemoctatku —
TPYLOEMKOCTb, HU3Kasi TOUHOCTb.
| Hepenmomerprueckue, MoIsipUMETPHUECKIE METOJIbl — H3-32 HEJOCTATOYHO BBICOKOH CHENM(pUIHOCTH,
YyBCTBHUTEJIILHOCTH U APYTHX MPUYHMH HE MOJIYYMIH LIMPOKOTIO PACHPOCTPAHEHHS B KIMHUKO-1a00paTOpHON
MPaKTUKE.
| ®nyopuMeTpruyeckre — BKIIIOYCHHWE B CTPYKTYypy Oe€lika WM MONUNenTHIa (IyOporeHHOH METKU
(dnyopeciiaMuH) — W3MEpEeHHE WHTCHCHUBHOCTH (DIIyOpecleHIMH NPH BO30YXXJIEHHUH CBETOM. Bbicokas
YyBCTBUTENBHOCTH (70 1 Mr/i).
| CnextpodoTomerpuueckue: @otoMeTpusi B ynpTpaduoneToBoM auanasone (A =280um). [lormomenue
00YCIIOBJIEHO TPUCYTCTBUEM aMHHOKHUCIOT TUPO3WHA, Tpunotodana, GeHunanannHa. UaTeppepeHnms —
HYKJICMHOBBIE KUCIIOTHI (agcopOupyrot Ha 280uM), pH (Hamo menoyHyro), MyTHOCTb pacTBOpa.
1 Konopumerpuieckue:
§ buyperoBasi peakius — B MIEIOYHOW cpefe HWOHBI Meau oOpasyioT ¢ Oenkamu (W TIENITHIAMH)
KOMIUIEKCHl (puoJeToBOro mnsera, m3mepeHue S500-560 HM. Xopomo BOCHPOM3BOIWM, cCIieHU(UYCH,
noctynes. Yauduuuposas. UysctButensHocTh 10 300 mr/n. MHTepdepeHnnss — BbICOKasi KOHLIEHTPALUS
OounpyOuHa, TpurMiepubl, H30bITok CO2. BonbIIMHCTBO JiekapcTB HHTEP(EPEHITHIO HE BBI3BIBAIOT.
§ buypeTtoBsrit meton Jloypu — OuypeToBas peaknus + peakius donrHa (BOCCTaHOBICHHE KOMILIEKCA
MonuOaaT-Bonbdppamar-GocopHas KUCI0Ta) THPOZUHOM M TpunTodaHoMm Oeska. UyBCTBUTENBHOCTE T B
100 pa3. Hemocrarok — HeBbicOKas crHenupUIHOCTh. WHTEepdepeHmnss — MoueBas KHUCIOTa,
AMHHOKHCIIOTBI, KCAHTUH, ()€HOJIBI, YIIIEBOJIbI, CATUIMIATEI, aHTHONOTHKY, poaykThl [10JI, BemecTsa,
Bxozsue B Oydeps). [IpumeHenne — Hay4HbIe UCCIIEIOBAHUSL.
I Merojipl, OCHOBaHHBIE HA HECTIEHU(PHUYECKOM CBS3bIBAHUM OEJIKOB C KPACHUTEISIMH: aMHIO YEpPHBIH,
OpPOMKPE30JIOBBIN 3eJIeHBIH, THMOJIOBBIN CHHU, OpoMcyibdanenH, Kymaccn OpUiuMaHTOBBINA CHHUE U JIp.).
Kymaccu — He BBIABISET ONUTONENTHABI U CBOOOIHBIE aMUHOKHCIIOTHI.
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MeToabl onpeiesieHusi YpOBHA aILOYMHHA B CHIBOPOTKE KPOBHU

| BeicamuBanue T1100yauHOB (cynbdar HaTpus, cynb(par aMMOHHUSA, 3TaHONBHBIA pactBop TXY) —
onpejeiicHHe anbOyMHHAa B HAJIOCAJOYHOW S>KHIKOCTH IO PEaKIMH C OWypEeTOBBIM PEAaKTUBOM WIH C
peaktuBoM DonuHa.

| OnexkTpodopeTndeckoe  (PpaKIIMOHMPOBAHWE — HA  alleTATIEIUTIONO3HBIX  IICHKAX,  arapoBOM,
MOJTMAKPUIIAMHTHOM Trelie, XpoMarorpaduueckoi Oymare u T.J1.
1 Xpomatorpaduueckoe pa3aeieHue.

| I'enmsumsTparus.

| IMMyHOXHMHIYECKOE OIpEIETIeHNE

! IlpsiMmoe KOJOpPHMETPUYECKOE OIpelesieHne — CBIBOPOTKAa +OpOMKpe3onoBblid 3enenbiii PH 4,2 —
3eneHo-Toy0oe okpammBanue —  (oromerpus A 580-630 HM. Breicokas cnenupuYHOCTH U
YyBCTBUTENIBHOCTb.

|| ®yopuMETpUUECKOE ONPEEIICHHUE.

MeToapl AUATHOCTUKH TUIOBBIX PACCTPOICTB 00MeHa BUTAMUHOB

ButaMuH A M KapoOTHH: METOJ KAaYECTBEHHOTO U KOJMYECTBEHHOI'O OMNPEIEICHHS OCHOBAaH Ha
LIBETHOW peaKiuu, OOYCIIOBJICHHOM OKpAalllMBaHHMEM HEKOTOPHIX pPEAaKTUBOB IIPH CBS3BIBAHUM HX C
BHTAMUHOM A WITH €T0 MPEANIECTBEHHUKOM.

enb:

— OLICHUTh HEJIOCTATOYHOCTh MJIU M30BITOK BUTAMUHA A
— YTOYHEHHE MPUYUHBI KYPUHOH CJICTIOTHI U KCEPOPTATILMUM;
— YTOYHEHHE MTPUYHNHBI HEKOTOPHIX KOXKHBIX 3a00JIEBaHUM, TAKUX, KaK (DOJLTUKYISPHBIN KEPATO3 H UXTHO3;
— BBISIBJICHUE TIAITUEHTOB C CHHIPOMOM HApyIICHHOT'O BCACHIBAHMUS.

Butamun B;! onpenenenue ero ypoBHS B CHIBOPOTKE — 0OJiee TOYHBIN M HAJIEKHBIH METOH, 4eM
OlpefesiecHue €ro B ModYe, T.K., HalmpuUMep, IOcje XUPYPrUYeCKUX OIepauuid WId NpU IJIUTEIHHOM
roJioAaHrU YPOBCHb BUTaMHHA Bz B MOY€ OKa3bIBACTCA 3aBbIINICHHBIM.

Buramun B12: ypoBeHb B CHIBOPOTKE KPOBU OINPEIACTSIOT PaTUOMMMYHOJIOTHYECKUM METOJI0M
OOBIYHO OTHOBPEMEHHO C YPOBHEM (OJTHEBOU KHUCIIOTHI.
elb.
— nuddepeHnmanbHas TMarHOCTHKA METaio0IacTHOW aHEMUH;
— muddepennuanpHas auarHoctuka 3aboneBaHuit [IHC, mposBisSiOmMUXCcSs CHMIOTOMaMHU IOPaXKEHHS
MHUETMHOBBIX BOJIOKOH CIIMHHOTO MO3Ta M Nepu(epruuecKkux HepBOB.

Buramun C: OMpeACIA0T B IJIa3ME KPOBU MCTOAOM XMMHUUYCCKOI'O0 aHAJIM3a € Yeibto NTUArHOCTUKH
IUHIYU, UCTOLICHHA, CUHAPOMA HAPYIICHHOI'O BCAChIBAHM.

Butamuu D: aHanu3 OCHOBaH Ha OINPENCICHUH B CHIBOPOTKE KPOBH METOJOM KOHKYPEHTHOT'O
CBSI3bIBAHUS ¢ OCITKOM YpOBHsS 25-THIIpOKCUXOJeKalbldepona mocie XpoMaTorpa@uyeckoro OT/IeIICHUS
€ro OT JAPYrux MeTaboJuTOB BuTaMuHa D.

enb:
— IMArHOCTHKA 3a00JIeBaHUM KOCTEH CKeeTa (PaxuT, OCTCOMAISIINS);
— IMarHOCTHKA TUIICPKAJIbIIUCMHH;
— BBISBJICHUE HHTOKCUKAIIUH BUTAMUHOM D;
— KOHTPOJIb 32 3 (PEeKTUBHOCTHIO JIeueHUsT BUTAaMHUHOM Ds.

@oJsineBasi KHCJI0TA: YPOBEHb B CHIBOPOTKE KPOBH OIPEACISAIOT PAAHMOU30TOIMHBIM METOJIO0M,
OCHOBaHHBIM Ha KOHKYPEHTHOM CBSI3BIBAHUH (DOITHEBON KUCIIOTHI.
elb.
— nuddepeHimanbHas TMarHoCcTHKa Merajio01acTHOM aHEMHH;
— OIIEHKA 3a1acoB (DOJIMEBOI KUCIOTH Y OEPEMEHHBIX.

IIpuHIMNBI KOPPEKIMU HAPYIIEHUIT 00MeHAa 0eJIKOB
Jliis KoppeKIuu HapyIeHu OeIKOBOr0 0OMEHa HEO0X0IUMO:
1. YBennuenune kommuectBa Oenka B auwere a0 120—130 r, ucnonp3oBaHHE MENKOIAUCIIEPCHBIX OEIKOBBIX
MIPOIYKTOB, COATAHCHPOBAHHBIX II0 aMUHOKHCIIOTHOMY, MUHEPAIHPHOMY COCTaBY.
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2. TlpuMeHeHHEe aHAOOJMYECKUX CTEPOMIHBIX MPENapaToB, CTUMYJIMPYIOIIMX CHHTE3 Oellka, KOTOphIe
CIOCOOCTBYIOT JIMKBHUJIAIIMH OCITKOBON HEJOCTATOYHOCTH, HAPYIICHHBIX OOMEHHBIX MPOIIECCOB, YIYUIICHHIO
pEereHepaluy CIM3UCTON 000JIOUKH KUIIEYHUKA U YIAYUIICHUIO €€ BCAChIBATSILHON (DYHKITHH.

3. 30H70BOE 3HTEpaIbHOE OEIKOBOE MTUTAHUE.

4. B/B kanenbHoe BiauBanue 10% p-pa anpbymuaa — 100—150 mut, cBexe3aMOposkeHHO#H mia3mbl — 200 M
1 pas/men.

5. B/B kanenpHOe BiuBanue cMecei YncThix AK, cOanaHCHpOBaHHBIX 1O a/K COCTaBY.

6. B/B BmuBaHme OCIIKOBBIX THAPOIN3ATOB.

Bonpocsl A1 caMOKOHTPOJISI 3HAHWIA

1. Ykaxure poib OCIKOB B OpraHU3ME YEIIOBEKA.

2. [Ipn KaKuX MaTOJIOTHYECKUX COCTOSHHSAX HApYIIAeTCsl BCACHIBAHNE AMHHOKHCIIOT?

3. HazoBuTe OCHOBHBIEC IPUYHMHBI HAPYLICHUS CHHTE3a Oellka B OpraHu3Me.

4. Ha3oBuTe MpUYHMHBI yCUIICHUS KaTabonn3Ma Oenka B OpraHu3Me.

5. Uro Takoe HeOETKOBEIi (OCTaTOYHBIN) a30T?

6. JlaiiTe XapakTepucTHKy (hakTopaM, H3MEHSIOMUM a30THCTHIA OallaHC OpraHu3Ma.

7. Kakue MexaHU3MBbl JIS)KaT B OCHOBE Pa3BUTHUS MPOAYKLIMOHHON M PETEHIIMOHHOW TUTIEPa30TeMUit?

8. OxapakTepusyiTe U3MEHEHHS B OPraHU3Me IPH IOJHOM U a0COJIFOTHOM TOJIOAAHUH.

9.K kakuM 1aTtoQu3MOIOTMYECKMM H3MEHEHHSM B OpraHn3Me MpPHUBOIUT OEJIKOBO-KaJOpHUKHAS
HEJ0CTaTOYHOCTh?

10. HazoBuTe MexaHH3MbI HapyHICHUH (PU3NOIOTHUECKUX (YHKIUA 1 OOMEHA BENIECTB B OpraHU3Me MpU
neguuuTe KUPOPACTBOPUMBIX BUTAMHHOB.

11. Ha3oBuTe MexaHH3MbI HapyHICHUH (U3NOIOTHYeCKUX (YHKIUH M OOMEHa BEHIECTB B OpraHu3Me MpU
neuInTe BOJOPACTBOPUMBIX BUTAMHUHOB?

12. [IpuBenuTe TpUMeEpHl aHTUBUTAMHUHOB. B dem 3akirodaercss ux ponb? OxapaKkTepu3ynTe MeXaHU3MBI
NeMCTBUSI aHTUBUTAMHHOB.

3apanua piasa CYPC:

1. UmmyHONOTHYeCKHe HApYIICHHsI B opranusme mpu aepurmre C-peakTHBHOTO OejKa.

2. POJIB AHTUTCII K HyKHeI/IHOBBIM KHUCJIOTAaM B ITAaTOJIOTUH.

3. Tlomarpa; 3THOJOTHs, TATOT€HE3, OCHOBHBIE MPOSBICHUS, JHATHOCTUYECKUE KPUTECPHH.

4. T'MnepBUTAMUHO3bI: IPUYHHBI, MEXaHU3MbI HAPYIICHUH (U3HOIOTHYECKUX GYHKIUA 1 OOMEHa BEIIeCTB,
OCHOBHBIC TIPOSIBIICHHS.
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