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TunoBble HapyLleHUA 6enKoBoro oomMeHa

[TepBuyHOrO (3K30r€eHHOTO BropuuHoro (3HI0reHHOTO0)
MMPOUCXOXKTEHHA) MPOMCXOKIEeHUS

1. HecooTBeTcTBHE NOCTYIUIEHUS 1. Hapyuenue paciuenyieHus u
6ejTKa MOTPeOHOCTSIM OpTAaHU3MaA BcacweiBaHUs 6enkoB B XKKT

2. HemocTaTok mocTyrieHus - 2. I3MeHeHMe Ka4yeCTBEHHBIX U
roJI0IaHUE: KOJTMYEeCTBEHHBIX XaPAaKTePUCTUK
* aGcomoTHOE CHUHTEe3a M paciaza OeKoB

¢ II0O/IHOE

® HeITOJIHOe

®* YaCTHU4YHOE

3. I30BITOK MOCTYTIIEHUS 3. Hapymienue copep)xanvisi 6e/IKOB B

TJla3Me KPOBH

4. HapyireHne aMMHOKMCJIOTHOTO 4. Hapymienme Me)XyTo4HOTO OOMeHa
cocTaBa IoTpebsisieMoro 6eska OeJIKOB:

® HapylleHHe TPAHCMeMOPaHHOTO MepeHoca
aMuHOKUCIO0T (AK)

* HapyueHue Metabonmm3ama AK

* HapylLIeHue XUMUYeCKuX mpeoopas3oBanmii AK

5. PaccTpolCTBO KOHEYHBIX 3TalOB
MeTaboM3Ma



HapylleHUue pacLienneHnsa u
BcacbiBaHusa oenkoB B XKT

IIpyyrHBI HEJOCTATOYHOM MexaHu3MbI 1 NPOSIBICHUS
yruausanum 6enka muiy B KKT
1. B )xenyake:

* TUIIO- U QHALIUAHbIE COCTOTHUS + HapyleHUe HaOyxaHUs OeJiKa,

* yMeHbllIeHUe COAePXKaHUs U [ UIn TOPMOXXeHMe IIepeBaprBaHUsA
dKTHUBHOCTH IIPOTCO/TUTHUYIECCKHUX KO/ZIareHOBOI'O KOMITOHEHTA ITPOAYKTOB
bepMeHTOB (IeInCuH, TPUIICHH, < TOPMOXXeHHE YTUIU3ALMK1 OTAe/TbHbIX AK
XEMOTPUIICHH) ¢ HeOCTATOYHOE paciierneHre 6eIKOB

* Hapyll€eHrE€ MOTOPHKHU XXe/TyAKa MbIIITE€YHbIX BOJIOKOH

+» 3aMe/IJIeHHE DBAKyal[UH TTUIIN B
ABEHAIIIATUTIEPCTHYIO KUIIKY
¢ Kpearopes

* runepanyugHbIe COCTOSTHUSA ¢ HapylLleHHue r'MJpoJin3a, YCKOpeHte

* yBe/IM4YeHUe COePXKaHUs U [UIn repexoza 3BaKyaliy MUILHA B
AKTUBHOCTU OPOTEOIMTUYECKUX I BEHAAIIATUTIEPCTHYIO KUILIKY
dbepmeHTOB ¢ HapylLIeHHe CKOPOCTHU U COOTHOLIEeHUS

* HapylI€Hre€ MOTOPHUKH XKEJTyAKa BCaCbIBAHHUA OTAE/IbHBIX AK



HapylleHUue pacLienneHnsa u
BcacbiBaHusa oenkoB B XKT

IIpyyrHBI HEJOCTATOYHOM

yruausanum 6enka muiy B KKT

2. B TOHKOM KMIIIeYHUKeE:

* IproOpeTeHHbIE U HAC/IeJCTBEHHbIE
$OpPMBI MATOIOTUH C CHHAPOMOM
MaTbabCOPOIIMY U MaJTbAUTECTHH

* yCUJIEHVE TIEPHUCTATBTHKH
(SHTEPOKOIUTHI U JIP.)

* yMeHbIIeHHE T/IOMA 1 BCAaChIBAHUS
(aTpodust, peseKiiys U T.1.)

* MOBpeXJeHHe CTEHKU TOHKOTO
KHUIIeYHHUKA (OTeK, BOCIIa/IeHUe U JIp.)

* HEpaBHOMEPHOE€ BCACbIBAHUE OTAEC/IbHBIX

AK

MexaHu3MbI 1 NPOSIBICHUS

+ HapylIeHHe CKOPOCTH U TTOTHOTHI
abcop61mu Bcex nanu HeKOTopbix AK ¢
dbopMUpOBaHHEM MPU3HAKOB 0011Iei
0€e/JIKOBOM HeIOCTaTOYHOCTHU

< CHDKeHHe MacChl Tejla

% runoTpo¢ust OPraHOB U TKaHei
% BTOpUYHbIE UMMYHOZEPUIIUTHI
% TUIIOTIPOTEMHEMHUST

< oTexu

% ocMoTHUYeCKas Auapest

¢ 1rcOGaKTepro3

X8 dAYTOUMHTOKCHUKALIHSI



HECOOTBETCTBUA KOJIMMECTBA WU COCTABA
BEJIKA NOTPEBHOCTAM OPrAHU3MA

BUADI

HEOOCTATOK N3BbITOK HAPYLWEHUE
MOCTYMNEHMUS MOCTYMNEHMUS AM”“ggggﬂngoro
BEJIKA B OPTAHU3M BEJIKA B OPrAHMU3M NMOTPEEBNSIEMOIO
BEJTKA
OCHOBHBIE T[1IPOSBJIEHUA:
= *NoONoXUTenbHbIN *oTpuuaTenbHbIA a30TUCTbIN
HecbanaHcupoBaHHas a30TUCTbIN OanaHc 6anaHc
anMMeHTapHas
HeAoOCTaTOYHOCThL benka *aucnencus *3ameaneHue pocTta
(kBawmopkop) pa3BuUTUA opraHusma
*ancobakrTepmos
*cbanaHcupoBaHHas *He[OoCTaTO4YHOCTb NpoueccoB
anMMeHTapHas *KuwevyHas pereHepauum TKaHU
HeJoCTaTOYHOCThL Oernka ayTouHdeKuus,
(annmeHTapHas aucrtpodusn) ayTOMHTOKCUKaLUA

*YMeHbLleHue Macchbl Tena

*oTBpaLleHune K *CHMXXeHue anneTuTta mu
oenkoBoun nuuie yCcBOeHuUs Gerka



HEOOCTAaTO4YHOCTU

KBammmopxkop
(HecOasaHCUPOBAHHAS A/IMMEHTapHast
HEeZ0CTAaTOYHOCTD)

AnmnveHTapHasa gucrpodus /

MapasM
(c6amaHcHpoBaHHAs aIMMEHTapHAs
HEeZ0CTAaTOYHOCTD)

ITposiBnenus:

* CHIDKEHHasi Macca Tejia

* 33/Iep)KKa PU3UYECKOTO U YMCTBEHHOTO
PasBUTHS

* AHOPEKCHUS

* TMIIOTIPOTEMHEMHST (TUITOaTbOyMHUHEMMSI)

* «-» a30THCTHIN GamaHc (Ha 20-30% HIDKe
HOPMBI)

* THIIOOHKOTHYECKUE OTEKH, aCIIAT

* UMMYHOIePUITUT (KOMOUHUPOBAHHBIM)

* TUITEPAJIbIOCTEPOHUBM

* HapYyIlIeHUs SIEKTPOTUTHOTO GajlaHca
Na, Ki Mpg)

* TUapes

* TUITEpKEePaTO3

* CHIDKEHHE MaCChl Tejla

* coziepykaHre Oe/TKa Ha HIDKHeH TpaHHUIbl
HOPMBI

* TUITOJIUTIONIPOTEMHEMUST

* «-» a30THUCTHIN GamaHc (Ha 15-25% HIDKe
HOPMBI)

* TUITOT/TUKEMUS

* KETOHEMUsI, KETOAI[H/I03

* TUITEPKOPTHIIM3M

» lomokarona

* TUITOTEPMMSI

* ummyHozebuuT (T-KITeTOYHBII)

* HapylIeHWe YMCTBEHHOTO 1 GU3HUIECKOTO
pa3BUTHS



HapyweHna amMHOKMCNOTHOro coctaBa notpeodnsiemoro 6ernka

Hepuuut Hesamenumbix AK

H36b1TOK He3aMmeHUMBIX AK

OO01mmue nposiBiIeHUst

OTPULATENIbHBIA  A30TUCTHIM  OanaHc

(u3-3a YCUJICHUS Karadonn3Ma
9HJIOTEHHBIX OETKOB ISl KOMIIEHCAIIUU
HEJOCTaTKa AK), HapyIlIeHUE

IICUXOMOTOPHOTO ¥ (PU3HYECKOTO
pa3BUTHs y J€Ted, YyMEHbLIECHUE
Macchl Tella, CHIKEHUE alleTuTa U
YCBOGHHUS OeJiKa MUIU

HapylIEHUE BKycCa, CHIDKCHHE
amnreTuTa, YMEHBIICHUE MacChl Tena,
pacctpoiictBa obOmeHa npyrux AK,
HapymieHue (QYHKIUA OpraHoB U
TKaHEH, MHTOKCHUKAIIHS

Cnenuduyeckue nposiBjieHusi Npu aepuuure/u3dbiTke HeKOTOPbIX AK

Denunananun/mupo3un

TUIIOTHUPCO3, THIIOKATCXOJICMUA

HapymICHUC IICUXOMOTOPHOTO
Pa3BUTHA, CJIa6OYMI/I€, OK3CMa

IICUXOMOTOPHOI'O0 Pa3BUTHA, ACPMATHUT,
AHCMUS, HAPYIICHUC IIPOAYKIIHUN
rmCTaMHuHa

Tpunmocgpan nesuiarpa, aHeMHusi, KaTapakra, YBEIIMYEHNUE KOHLIEHTPAIIUU
aJUTOTeIusi, TUIepIUIa3us CIM3UCTON | 3HIIOT€HHOro KaHleporeHa (3-
KENyJIKa, TUTIONPOTEUHEMUS, aTpOdusl | OKCHAHTPAHUIOBOM KHUCIIOTHI),
CEMEHHUKOB MUOKapAUOAUCTpohus

Memuonun/yucmun OKUPEHUE, TUITOKOPTULIN3M, reMOJIUTHYECKasl aHEMUS,
TUIOKATEX0JIEMHUs], TUIIOXOJMHEMHUSA, | KapAHUOMHUOIUCTPOPUS, TeaTOHEKPO3,
(bacunuTanus aTeporeHesa, 3aJiep>KKa (PU3HYECKOTO Pa3BUTHS
reMOpparun4ecrue NopakKeHus
IIOYEK

l'ucmuoun 3a/1epKKa ICUXUYECKOTO U ciaboymue, HapyIIeHHE pe4eBOro

pa3BUTUS




[lencTBMe ropMOHOB MOXET ObITb aHabOIUYECKUM U KaTa60aneW

E——

__CWnHTe3 Genka yBenu4mMBaeTcs noa AeNCTBUEM:

* HHCY/INHA

00eCreynBaeT AaKTUBHBIA TPAHCIOPT B KIETKHM aMUHOKHUCIOT (OCOOEHHO
BaJIMHA, JICWIIMHA, U30JICHIIMHA); TOBBIIIAET CKOpOCTh TpaHckpuniuu JJHK B
Ape; CTUMYIUPYET COOpKy puHOOCOM ©  TPaHCISIUIO; TOPMO3UT
UCIIOJIb30BAHNE AMUHOKHCIIOT B TJIFOKOHEOTEHE3€, YCUIIMBAET MUTOTUYECKYIO
AKTUBHOCTH MHCYJIMH3aBUCUMbBIX TKaHeu, moBbias cuaTe3 JJHK u PHK

* CTT (poctoBoii s ekt
OTIOCPEIYIOT
COMAaTOMEJIUHBI,
BbIpaOaThIBa€MbIC 101
€ro BJIMSIHUEM B IICUCHHU )

COMATOMEIMHbBI  (MHCYJIMHONOAOOHBIE POCTOBBIE  (DAKTOpPHI) CIOCOOHBI
CHIDKaTh YPOBEHb NIIOKO3bl B KpoBH. ComaromennH C BO BCEX KIETKAX
OpraHu3mMa MOBBIIIAET CKOPOCTh CUHTE3a Oesika. CTuMynupyercsi 00pa3oBaHue
XPAILIEBOM U MBIIIEYHOW TKaHU. B XOHApOLMTax UMEKOTCS PEUENTOPbl U K
CaMOMy TOPMOHY POCTa, YTO JOKA3bIBAET €r0 MPAMOE BIWSHUE HA XPSAIICBYIO
Y KOCTHYIO TKaHb

* THPEOUTHBIX
TOPMOHOB B
(M3UOIOTUYECKUX 103X

TPUHUOJATUPOHUH, CBSA3BIBAACH C PELENTOPaMU B SAPE KIETKHU, IEMCTBYET HA
FEHOM W  BbI3bIBACT  YCWJICHWE  TPAHCKPUIIIAM W  TPAHCIALMH,
CTUMYJIUPYSICUHTE3 O€JIKa BO BCEX KJEeTKax Teja. Kpome Toro, TMpeouHbIC
TOPMOHBI CTUMYJUPYIOT nerctBre CTI

* MOJIOBbIX TOPMOHOB,
oka3biBaronux CTT -
3aBUCUMBIN
aHabonnueckuit ekt
Ha CHHTE3 OeJIKa

aHJIPOT€Hbl CTUMYJHUPYIOT O0Opa3oBaHHE OCIKOB B MYXKCKHUX IIOJOBBIX
opraHax, MbIIIIaX, CKeJIETE, KOXKE U €€ MPOU3BOJIHBIX, B MEHBIIICH CTEICHU - B
MOYKaX M MO3ry; JICMCTBHE HSCTPOrC€HOB HAIpPaBICHO B OCHOBHOM Ha
MOJIOYHBIE JKEJE€3bl M JKCHCKHE MOJIoBble opraHbl. CileayeT OTMETHUTh, YTO
aHa0oanueckuil 3Q(EKT MOJTOBBIX TOPMOHOB HE KacaeTcsi CMHTE3a OeiIka B
MICYCHH.




Pacnap benkanoBbiliaetTca-no4 BIINAHUEM:

* THPEOUJAHbIX TOPMOHOB
IIPU TTOBBIILIEHHON UX

MPOAYKIINHU

THIICPTHPEO3

* INIIOKAaroHa

YMCHbBIIACT IMOINIOCHUEC AMWHOKHUCIIOT W IIOBBIIOACT paciian OCJIKOB B
MbIIIMAaX; B IICUCHHU AKTUBHUPYCT IIPOTCOJIM3, a TAKXKXC CTUMYIHUPYCT

IJIIOKOHEOTCHE3 M KETOI'CHE3 W3 aMHUHOKHCIIOT; TOPMO3HUT aHAOOIWYCSCKHUI
apdexr CTI

¢ KaTexoJI1aMHUHOB

CIIOCOOCTBYIOT pacmaay MBIIICYHBIX OSIKOB ¢ MOOMIIM3AIMEH aMHHOKHUCIIOT
Y WCIIOJIb30BAHUEM MX TTEUYECHBIO

* INIIOKOKOPTUKOUI0OB

YCHJIMBAIOT CHHTE3 OCIIKOB M HyKJICMHOBBIX KHUCIIOT B MEYE€HHU

¥ MOBBIIAIOT pacnaj O0eJKOB B MBIIIIAX, KOKe, KOCTAX, JUMGOUTHOH U
’KMPOBOM TKaHM C BBICBOOOXKJICHMEM aMHHOKHCIIOT W BOBJICUCHHEM WX B
IJIIOKOHEeoreHe3. KpoMe Toro, oHM yrHeTraroT TPaHCHIOPT aMHHOKHUCJIOT B
MBIIIICYHBIC KJICTKH, CHUKAsl CUHTE3 OelIKa.

AHabonu4eckoe delicmeaue 20pPMOHO8 OCYLLECTBSETCA B OCHOBHOM NyTEM aKTUBaLUM
ornpeneneHHbIX reHoB U ycureHnem obpasoBaHus pasnnyHbix Bugos PHK
(MHdOpMaLUUMOHHAagA, TpaHCcnopTHaga, pubocomarnbHas), YTO YCKOPSET CUHTE3 DENKOB;
MexaHn3M Kamabosiudyeckoz20 delicmeusi 20PMOHO8 CBSA3aH C MOBbILLEHNEM aKTUBHOCTHU

TKaHEBbIX MPOTENHA3.




BenkoBbLIN CNEeKTP Nna3mMbl

Anboymu-
HbI

* IpeaIbOyMUH
* aILOYMUH

[moGyrrHbBI
al- 02- rnooynuHbl 3 -
rMoOyNMHbI rMoOyNMHbI

*al- * IIepyJIo- * TpaHCcdep-
AHTUTPUNCUH  TUIA3MHUH pUH

°*al- ® I'al'ITOI'JIO6I/IHI)I * T€eMOIIEKCHH
nunonportengbl ° a2- * B2-

JNNBI, NNoBIM  makpornobynnuH  MUKpornooby-

* A1-KMcnbin * UHTEP-A- NVH
[MWKOMNPOTEMH  TPUMNCUHOBLIN  C-

*al- NHIMBUTOP PeaKTUBHBIN
doeTonpoTemnH 6e/10K

* al-vit D- * B1-E-
CBA3bIBaAOLL NN rmobynuH
oenok (C4)

*ql- * pnbpuHoreH
TUPOKCUHCBA3 * NN1a3MMUHOTeH
bIBAOLLINIA * B-nunonpoTteu-
6enok abl JIFTHI,

. gl- JINOHM

TPAHCKOPTUH

Y - FNOOYNUHbI

* UMMYHOTJIO-
oynunsi (IgA,
IgE, IgM, IgG,
IgD)



Konue e e ——

= CKOPOCTH yIaJICHUS U
= p ya
o0beMa pacnpeaeseHusl.

Ha xonuenmpauuio 6enkos B 1ja3Me BIUSIOT:

* BO3pacT (y HEJIOHOIIIEHHBIX JIETeH cojiepkaHue Oelka B KpOBU cocTaBiseT 36-60 1/, y

HOBOPOXKIEHHEIX — 46-70 /1, y meTeit 2-12 net — 50-75 1/1, y B3pocnbix — 64-83 r/n);

* IIOJI (My>I<CKI/Ie U KCHCKHE TOJIOBBIE TOPMOHBI BIUSIOT Ha KOHIIEHTPALHIO 0-)eTONMPOTEHHA,
hepputuna, IgM u z1p.);

2 (1)€HOTI/IHBI, CBA3aHHBIC C PACOBBIMH PA3JINYHUAMU,

* HACJEJACTBEHHBIN ACPUIIUT OTICIBHBIX OCIKOB;

* OKpYyXKaroniada cpcaa (y ’KUTEJEH TPOIMHUKOB YPOBEHb HMMYHOIJIOOYJIMHOB Bbmle);

* (u3uUeckas Harpy3Ka (aktupHas Qpusuueckas paboTa MOBBIIIAET KOHIIEHTPAIHMIO OeJKa
B KpoBH 710 10%);

* COH,
* IIMTAHUC,
s 6epeMeHHOCTb (I/ISMeHeHI/Ie KOHLCHTPalMu TPAHCIIOPTHBIX 6em<013);

¢ IIPHUEM JICKAPCTBCHHLBIX ITPCIIAPATOB (opalbHBIE KOHTPAILIEITHUBEI, TCCTOCTEPOH,
p p p

(DeHOTHA3UHEI, SCTPOTEHHI U JIp. ).



KnnHuko-gnarHocTn4yeckoe 3Ha4YeHue naMeHeHus
KOHUEeHTpaunm odiero 6enka Kpos#

IHoBbIlIeHNE KOHIIEHTPAIIMU BbIlIe 85 1/

Jlecuopamayus: BoJHAs AETIpUBALS;
M30BITOYHBIE TTOTEPU BOJBI ITPU MPOPY3HOM
NOTOOTIEIICHUH, JUapee, HEYKPOTUMOU
pBOTE, MOJUYPUSIX U JIP.

Veenuuenue cooeporcanus o0no20 unu
HEeCKOJIbKUX cneyuuyeckux 6enkos:
OCTpBIE U XPOHUUYECKHUE UH(PEKIINY;
ayTOMMMYHHBIE 00JI€3HU;
naparnpoTENHEMUYECKUE TEMOOIACTO3bI
(MuenoMHas 00Jie3Hb; 00J1e3Hb BanbieHcTpe-
Ma; 00JIC3Hb TSHKEIBIX LIETICH);
JuMQpOorpaHyseMaro3; CapKouI03;
AKTUBHBIN XPOHUYECKUM I€aTUT; LUPPO3
neyeHu 0e3 BhIPAKEHHOM MTEYEHOYHO-
KJIETOYHOM HEJI0CTATOYHOCTH

CHukeHMe KOHIEHTPanuu HusKe 60 r/a

llonuoicennnviil cunmes 6enka: HEAOCTATOK
OeJlka B MUIIE, TOJI0IaHNE; MaIbaOCcopOIIHs,
SHTEPUTHI, MTAHKPEATUTHI; O0JIC3HU TICUCHU
(uppo3, arpodus U Jp.); JIUTEILHBIN IPUEM
KOPTHUKOCTEPOH/IOB

Veenuuennvie nomepu 6enxa: naToaorus
MOYEK; caxapHbIil quadeT; acIuT,
AKCCYIATUBHBIC U TPAHCCYAATUBHBIC TIOTEPH;
IJ1a3MOTIOTEPS U JIP.

llosviuwennwlii pacnao 6enxa: TAPEOTOKCUKO3;
JUTUTeNbHAs (PU3MYecKas Harpy3Ka;
IPOJIOKUTENIbHAS INXOPAJIKa; TPABMBI;

Oy XOJIH

l'unepeuopamayus



Buabl rmnonporenHeMunu

IlepBuyHbIe BropuuyHbie
(HacJIeACTBEeHHBIE): (mpuoOpeTeHHbIE):
» AHa/ILOYyMHUHEMMUA (ayTOCOMHO- * [IaTonorus ne4eHu ¢ HapyleHUEM
peleCCUBHBIN THIT HAC/TeJOBAHHS): 0e/IKOBO-CUHTETHYeCKOU QyHKIUU
- IOYTH TIOJIHOE OTCYTCTBUE a/IbOyMHHA * HeprocraTtounoctb o6uiero / 6e1KoBoro
IINTAaHUA

- lypoBHs cBsazanHoro Ca**

 HapymeHnve nepeBapuBaHus U
- TUMepXoJieCTePUHEMHUS
BcacbiBaHuA 6eka B JKKT

- OTEK CTOII o
* YcKOpeHHBbIi paciaj 0e/IKOB I0j

- TUTIOTEH3HS nefcTBHEM TOPMOHOB, IIMTOKMHOB
(rumepTHpeos, TMXOpaKa,

- BBICOKAst yTOMJISIEMOCTb
WHTOKCUKALUU U T.JI.)

» ATaMMarosoynHeMus (CHHAPOM

bpyToHa, TUI Hacief0BaHUS - CLEIIEHO
¢ X-XpOMOCOMOM, peL,eCCUBHO.
[lepBUYHBIN 'yMOpPa/IbHBIA
UMMYyHOAeUIINT)

* HapymeHuve me/10OCTHOCTH U / WU
NIPOHNLIAE€MOCTHU COCYAUCTON CTEHKH
(o>xoroBast 601€3Hb, OCTpast
KPOBOITOTEPSI, MACCUBHAST OKCCYAALIMA)

e [IaTomorusa mouexk,
COIPOBOXIAOLIASACA IPOTEUHYPUEH



KNMHUKO-AMarHoCTU4eCKoe 3Ha4eHne M3MeHeHns1 coge
Ha B MNMiia3Me KpoBu

CBA3bIBAHUE U TPAHCIIOPT
KaTMOHOB, MaJIbIX 1
OOJBIINX aHUOHOB,
OunupyOHrHa, KUPHBIX
KHCJIOT, BATAMHMHOB B
JIEKapCTB, TOPMOHOB
[IIUTOBUIHOM KeJIE3hI.
Hopmanuzanus
KOJUIOUJHOOCMOTHYECKOTO
JIaBJICHUSL.

Pe3eps Oenka
(aMHHOKHCIIOT).

C,

12°

Konuenrpauus

HOPMaA noBbllIeHHAsI CHM/KCHHAasI

IHoHMKEeHHBIH CUMHTE3: [IUPPO3
[IEYCHU, HEJIOEIAHNUE, CUHIPOM
Maba0copOIuu, aHAIbOYMUHEMUS
IHoBbIIIEHHBIN KATA00JM3M: TPaBMa,
UHQEKIMs, CEIICUC, JINXOpaIKa,
OIyXOJIW, TUIOKCHS, TUIEPTUPEO3,
TUTIEPKOPTULIN3M

AHOMAaJIbHBbIE MIOTEPHU: IIOK,
KPOBOTEYEHHUE, SHTEPOKOJIUTHI,
HEePpOTUUECKUI CUHIAPOM
IlaToJsiornyeckoe pacnpenejaeHue:
IIOCJIE OTIEPALIMOHHOTO BMEIIATENIbCTBA,
IIPU 0XKOTaX, TOKCUKO3€, aCLIUTE,
TIJIEBPUTE

Octpoe
00e3BOKMBaHUE
[Tpuem
aHa0O0JINIECKUX
CTEPOHUIOB




NMposB OVIHGQHG3HM (no TuHcnu P. Xappucony, 1997).

_— IlposiBienne

IIpuyuna

I1aTorenes

FI/IHepKaJIBHl/IeMI/IH,
MaTOJJOIrMICCKUE MMEPECJIOMbI,
CAaBJICHHUE CIIMHHOI'O MO3ra,
OCTCOJIUTHYECCKHUE OYaru,
0CTEOIIOPO3, 00J1b B KOCTAIX

Paspyumienune Kocreu

PocT OImyXxoJin u BLIpﬂﬁOTKa €€ KIICTKaAaMHU
(l)ﬂKTOpOB AKTHBAaIIlMHN OCTCOKJIACTOB

ITouyeuHass HEJOCTATOYHOCTD

JKCKpennsi ¢ MO40ii Jierkux nemnei Ig,
TUNepKaJbIHeMHs, ypaTHAA
Heponarus, AL-amuionno3 (peako)

Tokcuueckoe 1eicTBUE MAPANPOTEHHOB,
JIETKUX Lenel, pakTopoB aKTHBALUU
0CTEOKJIACTOB, NPOoAyKTOB pacnaaa JHK

IMuenonedppurt

I'unorammarino0yiunemust

Muenod T3, CHUKEHHAS] TPOAYKIUSA

PocT onmyxoJin 1 BHIPAa0OTKA ee KJIeTKAMHU

TPOMOOLMTONATHS

AHemMusi

IPUTPOLMTOB, FeMOJIN3 TOPMO3HBIX (PAKTOPOB U AYyTOAHTHUTEJI
e anoraMMamoﬁynnHeMnﬂ,u CHIKeHHbIN CMHTE3 U YCKOPEHHBbII pacnaj

3aMelJieHHasi Murpanus Heiirpopumios |IgG

IloBbIlIeHHAS] BA3KOCTH KPOBH, I'mnepnporenHemusi, CBOicTBA
HeBposornueckas Kpuorinodyiunemus, AL-amunonnos MapanporerMHa, CeKpeuus Jerkux uemneu
CUMIITOMATHKA I'mnepkajabuueMus, cIaBJjieHHe JeiictBre GaKTOPOB aKTUBALIMH

CIIMHHOI'0 MO03ra O0CTEOKJIACTOB

B3aumojaeiicTBue napanporemMHa ¢

Koarysionarus, noBpexieHue (¢pakTopamu cBepTHIBAHMS, AHTUTEJIA K

KpoBoTounBocTh SHI0TEJIUSA AMUJIOUI0M, (¢akTopam cBepTHIBAHUSA, CEKPELHS JIETKUX

nermnei, ONCOHU3aUsA TPOMOOIIUTOB
aHTUTEJaMHU

O0beMHBIE 00pa30BaHMSsI

Poct onmyxosin




KﬂUHU‘-IeCKaﬂ Knaccud)m{auu;l amunoudosa
(no I. E. N'enanuH, 2005)

1. IlepBuyHBIM aMUITOUIO3

'BO3HUKAIOIINI O€3 IBHOW NMPUYHNHBI

-ACCOLIMUPOBAHHBIN C MHOKECTBEHHON MUEJIIOMOM

2. BropuuHbIli aMUAJION103

TIPU XPOHUYECKUX UHDEKITUAX

TIPU PEBMATOUJHOM apTPUTE U APYTHUX 3a00JIE€BAHUSIX COCAUHUTEILHON TKAaHU
P OHKOJIOTHYCCKHUX 3a6OHCBaHI/IHX

3. CemeiiHbIN (HACIEACTBEHHBIN) aMUJION 103

TIPU IEPUOAUYECKON 00JIE3HU

TIOPTYTaJbCKUI BApUAHT U Apyrue GOopMbl CEMEHHOTO aMUJIOUI03a
4. Ctap4yeCKuil aMHUIOHUI03

5. JlokanbHBIM aMUJIOUI03



BUAbl HAPYLUEHUA METABOJIN3MA AMWHOKWUCINOT

NO MNPEUMYLWECTBEHHO HAPYLUEHHOWU
MO MPOUCXOXAEHUIO PEAKLIMW METABOINU3MA
AMUHOKUCIIOT

NEPBUYHbIE BTOPUYHbIE PACCTPOUCTBA
e cheHUnKetoHypmua [OucamunHoaumaemMummn e fle3aMUHUPOBaHUA
e “TUpo3nHONnaTMn”  npu: e NepeaMUHUpPOBaHUA
® ankKanToHypum e caxapHom guabete e feKapboKkcunmpoBaHusa
® NIeULNHO3 ® rMNoKopTUUn3Me ® aMmManpoBaHUA
® rOMOLMCTUHYpUA e HegocTatoyHocTn CTI e NnepemMeTUNIMpoBaHUSA

e Apyrue e nepecynbcarmpoBaHus
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Amunokuciora-1 a-KeTokuciora a-KeTokuciora AMHUHOKHCIIOTA-2

Peakuusi nepeHoca a-aMMHOrpynnbl C aMUHOKUCOTbI Ha O-
KEeTOKUCNOTY C 06pa3oBaHNeM HOBOM aMMUHOKUCTIOThI
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Peakuuu paspymieHusi aAMUHOKHCJIOT: Jie3aMUHUPOBaHus (A) u
nexapookcumponanus (b)




HapylweHue yHuBepcanbHbIX peakuuu
MeXyTO4YHOro oomeHa AK

Peaknum 3HaueHHe

Ilepeammu- HMCTOYHHUK
HUPOBaHUE o6pa30BaHI/m HOBBIX
AK

Je3amMmuHmn- °* 06pa3oBaHUe

pOBaHME KOHEYHBIX
MIPOAYKTOB
6eKoBOTO OOMeHa

* B3aUMOCBSI3b C

SHepreTUYeCKUM
oO6MeHOM

Jekap6o-  obOpa3oBaHuUe

KCH/INPOBA AaMUHOB

HUe

IIpynurHa HapylIeHnH,

MPUBOAAIINX K
CHIDKEHUIO

* HEZIOCTATOK Vit. B,
JII000TO TeHe3a

* HapyllleHre CUHTe3a
TpaHCAMWHA3

* neUIUT CyOCTPATOB
pPeaKIuu

* TUTIOKCHUS

e runoBuTaMuHO3bI C, PP,
B2

* CHIDKeHUE aKTUBHOCTH
AMMHOKCHIA3

* TUTIOKCHSI
* HapyieHre GyHKIIUN
neKapOOKCH a3

IIposiBnenus

* HETMOJIHBIM COCTAB
AK

* HapyllIeHue Bcex
BUJOB
IIPOTEOCHUHTE3a

* ocj1abeHue
MO4YeBUHOOOPa30-
BaHUS

* aMUHOALIUIYPHUST

* HapylleHue
POTEOCHUHTEe3a
* UTHTOKCHUKALMSI



Buabi n oTnnyug rmnepasoreMnm

IIpusHak

[IpyunHa

A30T aMMHMaKa
A30T MOYEeBUHBI
AMUHOKHUCIOTBI

IlocnencrBus

IIpoaykunoHHasn PeTeHIMOHHAaA
TUnepasoTeMusi rUnepasoTeMusi
* TuCcTpoPpUYIeCcKUe IATOJIOTHSI ITOYEK

M3MeHEeHHUs B IeYeHHU
(remaTuTsl, IMPPO3bI)

* TUITOKCHSI
* TOI0JlaHUE

¢ I1IaTOJIOI'UA

HacC/1e ACTBEHHOCTH

YBE/INMYNBACTCS He N3MeHAeTCA
YMEHbILIAECTCA YBE/INYNUBACTCA
YBE/INYHNUBAOTCA YBEINYHUBAOTCA

IIe4eHO4YHasa KOMa yYpeMHU4YECKasd KOMa



-——

1. Buapl 6e1K0BO# HEIOCTATOUHOCTH. [IpUUMHBI M XapaKTepucTuKa oOIIei
O€JIKOBOM HEJI0CTATOYHOCTH.

2. Buapl 6€1KOBOTr0 CMHTE3a U UX HApYIICHUS.

3. Ilaronorus KOHEUYHOTO 3Tara OeJKOBOro oomMeHa. Buabl rumnepazoTeMui,
IIPUYHHBI, TPOSABJICHUS, TOCICACTBUA.

4. JlucrpoTernHeMUsl, BUJIbI, IPUYUHBI U TTPOSBICHUS.



