OO0BEM MCCIEIOBAHUM TP
3a00JIEBAHUAX TICUEHU

*MDYHKIHUU MEYCHU

¢3a00,IcBAHUA IICUCHU

*buoxumMmnyeckue CUHAPOMBI
eOieHKa MeTa00JIU3MA TIEUYECHU
¢ JH3UMOAMATHOCTUKA 3200/ IeBAHUN NMeYeHN

e[ unepoMaupyouHemusiy, 1uddepeHumnaIbHasa
JAMATHOCTHUKA KeJITYyX



OYHKUMM NEYEHU
TGS IO NI S AR CHHTes pewecrs, HeoSxoaumMbIX Ana
COCPTHIBAHMA KPOBH, KOMNOHEHTBI

npOTPOMEMHOBOrO KOMNACKEA, dubpunoren

YNACTBYET B perynauMw

06ueMa KPOBM M KPOBOTOKA
B OPraHMIMe

[mmoukulu]

DYyHKIUU TTCYCHH

XPaHMAYULE BUT3MMHOB Yuactve 6 6enkosom obmene: |
PANS JUSPONSISITON: 06pa3osanme HeoBXoaMMBIX AN
mm Oprannama anbbymmna,
BYHKUHOHHPOBIHHA | duBpumorena n npotpombuna |
oprawmima 1
| Yyaces obmene |
OOpa3zoBaHue KeJYHbIX - | menesa, eobopmoro |
Peryanusnypossa | 2 | ANA CHHTEIE remornobuna |
IIUTMEHTOBy, CHHTE3 X0JIeCTepoJIa st ﬁ L
Oéextpmnnnue AAOBHTBIX lmuem: T ; &; i
CuHTE3 M ceKpenus KeJT9u poGon, Gavrepuh,oupycos |0 | Pcuensenwe mawmecons seuer,
NOCTYNAIOWMX € KPOBBIO M NmbOH | TOM YMEAe NEKAPCTBEHHBIX NPENapPaTOs

O0e3Bpe:kUBAHNE TOKCHYECKUX MPOAYKTOBy MOCTYMAKOIINX U3
JKEJTYTOUHO=KHIIIeTHOro TpakTa (j1ekapcmeay ankozons)

Cunre3 0eakoB (MpakTHYeCKH Bce 0€JIKH CHIBOPOTKH KPOBH,
BKJII04Yasi (aKTOPbI CBEPTHIBAHUSI KPOBH)

CuHTE3 ITIUKOIreHA
OkuciIeHHe S KUPHBIX KUCJIOT

JenonupoBanue U 00MeH BUTAMUHOB Ay By Ky ruipoxkcuimpoBanue
BUTAMHUHA /]

I[CHOHI/IpOBaHI/Ie HOHOB “K€JIC3ay MC/IUy IIMHKA



OcHOBHBIE I'pynInbl 3200J1eBAHUMA TTEeYEHU

 I'enamumpt = OCTPBIA M XpoHHYecKHi (BUPYCHBIH A H
B THMIIOBy AJIKOT0JILHBIN, JIEKAPCTBEHHbIH,
XUMHYECKHIi)

® [Juppo3bl = aJIKOT0JbHBINy MOCJI¢ BUPYCHOI'O
rernaruray, BTOPUYHbIA OMJIMAPHBIN, 3aCTOMHBIN

¢ Xosiecmas = 6HympuneueHo4YHblil

(0e3 MexaHHYeCKOro NMPenATCTBHS AJIs1 OTTOKA JKeJTIHs
JeKAPCTBEHHbIH, IPH 0ePEeMEHHOCTH) H
eneneuenounstii (ONINMAPHASL aTPe3Nsly CYKEHHE,
THOMHBINH XOJIAHTHT)

® Onyxonu = nepeuunvte (M00poKavYecTBEHHbIE U
3JIOKAYECTBEHHbIE) U 6mopuunble



Buowt ouoxumuueckux anaiuzoe

B 3aBucuMOCTH OT 3a00JI€BaHUS, PATUYAIOT CICAYIOIIME BHUIbI
OMOXMMHYECKUX aHAJIM30B:

= DH3UMOJIOTMYECKHE TECThl U OMPEACICHUE COEePKaHUSI META00IUTOB. C
MIOMOIIIBIO ATOTO BHJIa aHAJIK3a MOKHO OOHApY>KUTh COOU B pabOTE MEUCHHU,
JTMArHOCTUPOBATH XOJIECTA3

- KOaryJsiliHOHHBLIE THMOIIOBAs U CYJIEMOBas POOLI, OTPAKAIT H3MEHEHHUsT B
ri100yauHoBbIX ¢ppakuusax (o f y)

= [II[P=-ananmu3 CeIBOPOTKH KpPOBH, 103BOJISIET BhIsiBIATH PHK Bupyca renmatura C u
€ro Harpy3Ky Ha OpraHu3M

= [I[P=ananmn3 nna3sMel KpoBH, TTO3BOJISIET onpenensats [JHK BupycoB penknx
XPOHUYECKUX M HACIEJICTBEHHBIX 3a00J€BAHUN TTEYEHU



KoMITJIEKCHBIN aHaJIu3

TecThly MO3BOISIOIINE OLICHUTD:

* o0miee (PYHKIMOHAJIBHOE COCTOSIHME MCUCHMUE
AJIT, ACT

* (QyHKIMIO OOMEHA OENKOB: QOIINI OEJIOK,
aJ1bOYMHH, MOYCBUHA

® CHHTE3 OMINPYOHHA WU IPOAYKIUIO KEITUHa
OUIMpPYOUH M ero Gpakiuu

e cekpenmro xemuns LT T, HID




bnoxmnmunyeckme CMHAPOMbI

« CHMHAPOM HAapylICHUS LEJOCTHOCTH renaronuras
CHUHAPOM LHUTOIM3ay MOBLIMIEHHOM IPOHMIIAEMOCTH

2. CHMHAPOM X0JIecTa3al IKCKPETOPHO — OMJIMAPHBIiiy
BHYTPHIICYEHOYHLII ¥ BHENEYEeHOYHbI

3. CuHApOM renaroue/LIIJIAPHON HeT0CTATOYHOCTHE
TOKCHYECKOE MOPAKEHHE MEeYeHHy HET0CTATOYHOCTD
CHHTETHYECKHX NMPOIECCOBy AUCTPOPHSA MEeUeHH

4. BocnajuTteabHbI CHHAPOMS:

CHUHJPOM PA3APAKECHUS NEYEHOUHOTO PETUKYIIOIHIOTEINA
B PE3YJIbTATE BOCHAJICHUSA




CHHAPOM HApPYIICHUSA IEJOCTHOCTH
rernaronura

I emaTuThly UPPO3LI

CuHApOM XapakTepu3yercs
runepgepmMeHTeMueiy TUCIPOTEHHEMUEH

a) noseimenne aktuBHoct ACT, AJIT, JI[
uzopopm JIAT', JIAT'.

b) runepOunupyonHemMus, TIaBHBIM 00pa3oM IPsSMOii
OnInpyOnH

T,

P -

C) NOBLIIIEHUE B CHIBOPOTKE BUTaMuHA B, Kenesa




CunapoM xoJiecrasa

Xapakrepu3yercs o COOTHOIIEHUIO PpaKIuu
OuupyonHa u ¢pepMeHTOB

a) noswiienue akrupnoctu ['TTII, 1D

b) runepounupyonaeMus

C) TUnepxoaecTepOoICMHUS



CHHApPOM remaToue/ s pHON
HeA0CTATOYHOCTH

Xapakrepu3yercsis

a) runodepmenTemus
b) runormmkemus
C) cumxenne kodpummenta IXC/XC

d) noHmkeHne coaep:KaHUS NPOTPOMOMHA,
aJ1b0YMHHOB



BocnajauTeJbHBIA CHHIPOM

XapakTepusyercss
a) nosbiiecHue coaepkanus bOd
b) u3smeneHne OEIKOBO= 0CATOUYHEIX MPOO

c) aAucnpoTrenHeMHusi




CocraB npodus

o AJIT
« ACT
« BunnpybuH n ero ppakumm

(6UNUpPyBMH OBLLMIA, MPAMOWN

N HenpaMoWn)
[TTTT
« lllenovyHaga docdaTasa

AnbOyMuH

Oowmnm benok




Tunbl n3MeHeHU (PEPMEHTHOIO CIIEKTPa KPOBH

T'unepgpepmenmemusn = NOBBIIIEHUE AKTUBHOCTH (DEPMEHTOB,
MOCTOSAHHO NMPUCYTCTBYKOIIMX B KPOBHy CBA3AHO C HAPYILIEHHEM
BHYTPHUKJICTOYHON OpPraHu3anuu (pepMEHTOB U NOBLIINICHUEM

IPOHUIIAEMOCTH MeMOpPaH

T'unogepmenmemus = NMOHUKEHHE AKTHBHOCTH ITHX JKe
(bepMeHTOB H3=3a TUNOGYHKIUH MOPAKEHHOI0 OpraHa



HamuoOoJ1ee moBpexaaembie (pepMeHTHI JTOKAJIU30BAHDI
B MeMOpaHe u yumonaaime KJICTOK MeYeHU
JIIT, I®, AJIT, ACT
X akTUBHOCTH B CHIBOPOTKE KPOBU  IMOBbIIIACTCH
Aa’Ke HA PAHHUX CTAAMAX NMOBPEKIACHUSA MEYCHU

o
Ipu 6osiee BHIPAKEHHBIX YBeimueHue aKTUBHOCTH

NaTOJIOrHYeCKHX MPoILeccax B MHUTOXOHAPHAJIBbHBbIX (l)epMEHTOB

KPOBH YBEJINYUBACTCH YKa3bIBA€T HA THZKCJI0€C
AKTUBHOCTD (l)epMeHTOB IOBPEKIACHUECy KOTOPOEC MOXKET
KJII€TOYHbLIX OpPraHeJj1 =— 3AKOHYHUTLHBCHA HEKPO30OM
MUTOXOHAPHHy JTU30COM ACT, F.]’IJIF

ACT, [, K®




AMUHOTpaHcpepasbl

AJIT karaauzupyer peakiuuio:

[JIyTaMMHOBas KucJjora +
IIBK—

L-ajanuH ¥ o=KeTOIIyTapoBas
KHCJI0TA

AJIT saBasiercds MapKepHbIM
(bepMeHTOM NeYeHU

Jlokasin3oBaHa B UTOILJIA3Me

ACT karaauzupyer peakuuio:
riyramuHoBas kuciaora + HYK—

L-acnaparuHoBasi Kucjiora ¥ o=
KeTOrIyTapoBasi KHCJI0Ta

ACT npeacraBiieHa OTAeJbHBIMHA
u3odepmMeHTAMME

®  MUMOXOHOPUAIbHBIM,
COCTABJISIIOIINM B IMeYeHH 0KO0JIO0
80% ot o0meit akruBnoctu ACT

® pPACMEOPUMBIMy CONEPKAIUMCH B
MHUTOXOHAPHUSX U IUTOIIA3ME




e [llesmounas gocdarasa

e Karaausupyer ruapoJius
3¢upoB GocHPopHOA KHUCIOTHI

(rnuuepodocdar,
y-rnyraMmmiaTpaHcnenTuaasa Hurpodenunadocdar) npu pH
Tn 9,0-10,0
® MeMOpaHHBbIN (epMeHT
Y=Ly TaMII=0=HapTHIaAMET + IIETOYHON KaeMKH KeTTHBIX
DIMOAI-CINIAH — Y = KAHAJIbI€By TUIIMYHBIN 115
MNIyTAMII= DIANAI=TJIMIUH * XoJjecrasa
o=HAGTHIAMMH
e ITTII = meMOpaHHoO=
CBAAI3AHHBIN (PepMeHT
CbIBOPOTKH KPOBH
e JlakTaTaernaporesasa

IPOUCX0KACHUE rIMKoJIuTHYeCKHit (IIMTO30/1bHbIIT, ZN=

coep:kamuii) gpepmMeHT




Huz3umoouazHocmuKka 3a001€64a1HUI
neyeHu

e Bce pasHooOpa3ue mMaToJI0rH4eCKUx
NPOIEeCCOB B MeYeHH JAeJIUTCA Ha 3 rpynnbis

® oCTpble MAPEHXUMATO3HbIE MOBPEKICHHS
(unexunoOHHBIH renaTuT)

® XpOHHYECKHE MOPAKEHHS NapPeHXUMBI
(xpoHnueckuii renaTuty, UPPO3)

® 3a00JIeBaHMS KEeJYHBIX myTeii (xosecTas)



OcTpble MapECHXUMATO3HEIEC TTOBPEKICHUS IICUYCHU

IMoBpimenne akKTUBHOCTU AJIT — paHHUU CUMINTOM
HH(PEKIMOHHOIO renarura

[Npu ocTpoM MHPeKIUOHHOM renaTurTe Yepes noBpexaeHHbIe
KNeToYHble MeMOpaHbl B KPOBb BbIXOAAT coaeprKalumeca B
uutonnasme AJIT, ACT, JIII'. Mpn 6onee rmybokux
noBpexaeHusax, Npu HeKpo3e KrneTok, BbIXxoaaTt ACT
MutoxoHapuun v I'nJIl

Mpn OCTPbLIX TOKCHYECKHX MOPAKEHHAX NeYEeHU aKTUBHOCTb
depMeHTOB CbIBOPOTKU KPOBU TaKXe MOBHIIIAETCS

Ha ankoronbHyH MHTOKCUKaLUIO OYpHO pearnpyetr

y=rmyramuiarpancnentuaasa (I'TII)

aKTUBHOCTb 3TOro oepmMmeHTa Takke Bo3pacTaeT npu
3aboneBaHUAX XeNMYHbIX MyTen



XPOHHYECKHE IMOBPEKICHUA MEUYCHU

® XPOHUYECCKHUM renaTuTy MUPPO3
XaAPaKTEePU3YHTCH OTHOCUTEIbHO BbICOKOU
AKTUBHOCTHI0 MUTOXOHAPHAJIBHBIX (DEPMEHTOB
ACT, I'nJAI’
N3MEHEHHEM COJAepP:KaAaHUS U COCTaBa 0eJIKOB
IJ1a3Mbl KPOBH

* [luppos nmeuenu — nosbimaercsd akTuBHOCTh AJIT, ACT, I'TTII,II[D, yBenuunBaeTcs
coJiep)kaHue OWIINpyOrHa,

CHIDKAETCSl COJIepKaHuEe albOyMHHa.
B TepMHHAIBHOW CTaUM BCE TOKA3ATEIN CHUXKAKOTCSa



XoJecTas

¢ [Ipu oOTYpalIMOHHOM XKeJaTyXe
B KpoBOTOK BbIxoasAT LD, JIAIL, I'TTII

e Ho npu o0TypanilMOHHOHM KeJITyXe BO3pPacTaeT
AKTUBHOCTb U CIEYCHOYHBIX»® (PePMEHTOB,

[MO3TOMY €€ ObIBaeT TPYIHO OTJIMYHUTH OT

BHPYCHOI'O Iremarura



PedepeHTHBIC 3HAYCHUSA

MeTtoabis

KOHEYHOU MOYKU
KONopumMeTpuyeckume,
UCNOoNb30BaHUEM
OObIYHOMN, He
OCHaLLUEeHHON CUCTEMON
TepMoCTaTUpoOBaHUSA
KioBeT hoTo-
MeTpPUYEeCKOUn
annapatypbl

KuHemuueckKue

CI'IGKTQOQOTOMGTQVI‘-IG-

CKue

AJIT
0,1 - 0,68 vMonb/amn
28 -190 umoms/cHn

ACT:
0,1 - 0,45 vvonn/atn
28 -127 umons/cn

Koapdumuent ne Putuca 1 ,33,
ITpu ocrpom remarute ACT/AJIT menbie 14

Tumomnosas npoda 0 — 4 en
29XCIXC =0,5-0,7
JJI' N 0,8 — 4,0 mMvomb/a=n

[lenounas docdaraza
N 20- 50 vmxmons/MuHI




OepMEHTHI

®epmentsl | OcTphiii | Xponmueckuii Luppo3 | O6Typanuon=
FeMaTHT | remarTuT Hasl JKeITYyXa
AJIT T () T T
ACT () T T T
JUIT ™ _ _ —

@

I'TTII

T




XapaKTEPUCTHKA KEIITYX

 Hanbonee BbIpaKE€HHBIM IPOSBICHUEM
3a00J1€BaHUI EUCHU U JKCJTYHBIX MyTEH
SIBJISIETCS

icterus - xeiaryxa




Tunel kearyx

— 00YCJIOBJICHBI MOBbIIIEHUEM
o0pazoBaHuA OMJIUPYOMHA M HEAOCTATOYHOCTBHIO €ro
IKCKpenun (reMoJnTHYECKAn)

— CBSI3aHbI C MOPa’KeHHEM IelaTOLNTOB,
HapylleHHeM UX (PYHKIHUii 3aXBaTa, TPaHCIOPTa H
IKCKpenun onanpyonHa (rematuty Huppos)

— BO3HHUKAIOT NPH HAPYIIEHHH
NPOBOAMMOCTH KETYHBIX MyTeiy CBA3AHDI C
MeXaHHYEeCKHM NMPENnsiTCTBHEM HA YPOBHE KPYIHBIX
(BHeneueHouHbIX) MpoToKOB (0OTYpaLMOHHAS)



- —

TN HKENTYXA nNMPAYMHA
| rAD
| Hanne4donoymas e FROGun
l. l Nemonna
|
BuvinmpyGus
Meysrovussasn
Cuvriaposm XKnneSepa
(NeYerowo - VASEARTRY - -
KA TOMHAaN) :gggggruaﬁeﬂuuﬁ
KOHLMNr aums ANKOronNsHsGg
l Usppoa
HKeénurmean Mo e
XonecrarmnmwecKan ks
xaHaneu, TODPMOHBLI
MO BA Mpomasznsist
n TOK
o Pax xemnve-
BLISOANLLLMX
nyrTea
OGuwss Kammum xenameix
WO ISR nyrTen
A O eI f rOK
Ny3saps
l
NMoaoxenynovusian
W ——
NOLOE MY L OMHON
\_/ >eNneds




bummpyOouHemus

* B 1MarHocTuke 3a00/;ieBAaHUN IECYECHU
OPMEHTHUPYIOTCH HA COAEPKAHUE
OnauMpyounHa u ero ppakuuu

B KPOBHy MO4YE M KaJie



Oz + NADPH+H* —

MlemokcureHasa
M B M n
I i | | 1] | | \V] |
N CH P CH = /~CH =
OH N NH N N OH
BunusepauH (XEN4YHbLIA NUIMeHT XENnToro uBerta)
BunusepauH- NADPH+H*
peayKrasa
NADP*
M B M n n M M B
CH | | CH; | I CH
OH/\:: : : : : : /: ~OH
N NH NHAH N
BunupyouH HEKOHBIOMTMPOBaHHbLIA

(KDaCHO-XENTbIN NUIMEHT XEr4W, NNOX0o pacTBOPpUM B Boae)

buanpyouH



buanpyouH

— CBoOOIHBII (HenmpsiMoii) OHIHPYOHH — mI0X0
PacTBOpPMM B BOIA€Cy HAKAIIMBASICb B KJIICTKC
BbI3LIBACT €€ MOBPEKICHUE

— CbIBOPOTOYHBIA OMJIMPYOHUH HA 75% cocront u3
HeNnpsiMOro OUJIUPyoOrMHAa

- B kierkax nmeyeHu OUJIUPYOMH O0CBOOOXKIACTCH OT CBA3H C
aJIbOYMUHOM,y COCAMHACTCH € [NINKYPOHOBOU KUCJIOTOM,
oOpa3yercss NpsIMOM OMJIMPYOMH

— [Ipsimoiiy, KOHLIOTHPOBAaHHBIN (CBSI3aHHBII)
OMJIMPYOUH XOPOIIO PACTBOPUM B BO/e



¢ [IpsasMoH OMIMPYOHUH C
Aa30(eHICYab(POHOBOI KHUCJI0TOM 00pa3zyer
a30COCIMHECHME PO30BO=(hH0JICTOBOIO IBETA

¢ Peakuusi UCNMOJIb3YeTCH JIJIA ONMpeaeJeHus
OnIMpyOMHA B KPOBH

e Henpsamou OMIMpyOuH pearupyer ¢
AMA30PEAKTHBOM I10CJIe 100aB/IeHHUSs]
akcejieparopa (kodeun, cmupr)

¢ Meroax Unapamiexka mo3BoJjsieT onpeaeaarb
o0l OMJIMPYOMH U ero ppakuuu



Coaepskanue OMJIMPYOHMHA CHIBOPOTKH KPOBH

BunpyouH MKMOJIB/1
B3pocabie
ITpsamoii 0,86 - 5,1 (2,5)
Henpsamoii 1,7-17,1 (8,56)
00 LM 1,7 - 20,5 (11,1)
HoBopokaeHHbIEC
00 LIM i 17,5 - 205,2

(20,5)




AnddepeHunanbHaf AMarHocTUKa XenTyx

MpuaHaxu FremonuTHye- Fenarouyen- XonecraTmu-
cKaf xXenrtyxa nonfpHan yeckan
xenryxa xenryxa
Tun 6unupybuna | HekoHwiorupo- CMellaHHbin KoHbiornpo-
BaHHLIN BaHHbLIN
YpoBeHb 06bI4HO Bunupybun T Bunupy6un
6unupy6una < 75 MKMONb/N nosaHee moxeT 6uitb 11T
Bunupy6un HeT eCcTb ecTb
B MOMe
YpoOunuHoreH yBenuyeH yBenuyeH CHUXeH
B MOve
AKTUBHOCTb nart ACT+ANTTT LD 06biyHO
dbepMeHToB LW T noapHee B 3 pa3a 6onblue
’ HopMbl, ACT,
AT+ NAI o6wiy-

HO ymepeHHo T




¢ JKesiryxa HOBOPOXKIECHHBIX
IOSABJISICTCH

npu 51 — 60 mxmoan/a
OnupyorHa

¢ V B3pPOCJbIX

27 — 34 mxmoab/a

o CKpbITast KeJATyXa

20 - 27 vxmoabnln




bruoxuMuyecKrue UCCIECAOBAHUS IPU
3a00J1€BaHUAX ICUCHU

3(PeKTUBHOCTH MOAOOpA JICUCHUS

0€30I1aCHOCTh U 0€300JIe3HEHHOCTD
IIPOBOJUMBIX HCCIICIOBAHHMA

OTCYTCTBHE TTOOOYHBIX IP(HEKTOB

HU3KUH MPOILIEHT UCKAXKEHHOCTH
pEe3yIbTaToOB

OTCYTCTBHC HpOTI/IBOHOKaBaHI/Iﬁ

HenocTarknm OMOXMMHYECKHX METOI0B I

- HU3Kasg UHPOPMATUBHOCTH PE3YJIbTATOB JIJIs
OOJIBHBIX OCTPBIMU (DOpMaMU TeNaTUTOB,
reéMOJIM30M, BOCIAJICHUEM TICUCHM,
cunapomoM JKuinbbepa, xoaecTa3zom

= Y KaXJ0ro 4eJI0BEKa B 3aBUCUMOCTH OT
BO3pacTa M I0J1a €CTh OIPEICICHHBIE
IMOKA3aTeIu HOPMBI KOMILIEKCHOTO
«IEYECHOYHOTO» aHAIN3a. VX u3meHeHus
CBUJETEIBCTBYIOT O HAPYUIEHUSIX APYTHUX
OPTraHOB U CUCTEM, B TOM YHCJIE CaAMOMN
IIEYCHU.







