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I11an.

1. Pacnan;:
1.1. Pacttag HII B JKKT.
1.2. Pacnag myprHOBBIX HYKJIICOTHUJOB B KJIETKaX OpraHnu3Ma
(YpUKOTEIIMYECKUX ).
1.3. Hapymienust karaboin3ma mypruHOB.
1.4. Pacniag nupuMHIUHOBBIX HYKJICOTHIOB.

2. buocunres:

2.1. buocuHTE3 MyPUHOBBIX HYKIIEOTHUIOB.

2.2. buOCHUHTE3 MyPUHOBBIX HYKJIEOTUIOB U3 aJICHUHA U IT'yaHWHA
(«myTh criaceHus» 1o JIeHuHIKEpy ).

2.3. HapymieHnus metaboiar3Ma IypHUHOB.

2.4. Perynanust CMHTE3a MyPHUHOBBIX HYKJICOTHUIOB.

2.5. broCHUHTE3 MUPUMHUIMHOBBIX HYKJICOTHIOB.

2.6. HapymeHnuss oOMeHa NUPUMUIMHOBBIX HYKJICOTHIOB.

2.7. Cunare3 dATM® u3 dYMO.
2.8. Perymsnus CHHTE€3a MAPUMUIUHOBBIX HYKJIECOTHI0B.



Pacoaa HII B xkeayike

He, ICIICUH
1. HII » HK + Oenok
TIETICUH
2. benok » llenmtunel + AK
(3KEIIYIOK)
TPUIICUH
benxu » AMUHOKUCIIOTHI

(12-as kuIKa)



Pacnag HykjaeonpoTeuaoB B KK T
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MoueBasi KUCI0Ta / YPATEL.

CBIBOPOTKA KPOBH:
N: 2-6 mr/mi (0,12 — 0,48 MMOJIB/JT) — ypaT HaTpUs
npu t =37 C.

[ nnepypukemus — [ModeBast Kuciaora] > 6 — 7,6 mMr/an

KpI/ICTaJ'IJ'II)I HaTpud OTKJIIAAbIBAIOTCA B TKAHAX =—P

B cycraBax ux (paronuto3 noauMopHO-s1ePHBIMU
JIEUKOIIUTAMU

— PassuBaercsi OCTPBIU ITIOJATPUYECKUU APTPUT —»

XPOHUYECKUN MOAArPUUECKUN aPTPUT HPUBOIUT
K Ae(opmaru CyCcTaBoOB
—» [lomarpa

—> —>

—> —_—
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Moua: Ha crangapTHOl nuete 0e3 MypHUHOB:

N: 350 — 600 mr/cyT (2,1 — 3,6 MMOJIB/CYT)
be3 nuetsl: 1,6 — 3,6mMoib/cyT (0,4 — 0,6 r/cyT)

MoueBas K-Ta MOYHU
K= =0,21 — 0,59 (makcumym 0,75

Kpearun moun
Ha IUeTe O€3 ITYPUHOB)

BeiBoautcs ¢ Mouon MoueBas K-ta npu pH < 35,75 > yparsl

YDPUKO3YpUs — YBEJIUYEHA SIKCKPELIMA MOYEBOU K-ThlI.

oosiee 600 Mr/cyT (MOYEBBIC KAMHU )
[ nnoypukemMus

1.-YBenmnmueHne d3KCKpErn ¢ MOYOH yPaToB MPH HAPYIIICHUH
peadbcopOLKU MOYEBOM K-Thl U3 KIIYOOYKOBOTO (pUIIbTpaTa

2.-Hengoctarounocts KCO (KCaHTOOKCHAA3b1),BbI3BAHHAS T'E-
HETUYECKUM Ae(P(PEKTOM HIIH TIHKEIBIM ITOPaXKECHUEM I1€e-
YEHU — MOBBINICHNUE SKCKPEIIMU TUIOKCAHTHHA U KCAHTHUHA —>
KCAaHTUHYPHS — KCAHTUHOBBIC KaMHH.



Hapyiienuns karadoan3ma IIypPHHOB.

1.- TKWJI — Tsk€nblii KOMOMHUPOBAHHBIM UMMYHOAEMUIUT T- 1 B-
IMM@OIINTOB.

OOyCI0BJIEH YH3UMONIATUEN aICHO3UH-/I€3aMUHA3bl B — KJIETKaX
T aJIecHO3MH — T'yOUTEeNIbHO JeHCcTBYeT HA B- u T-nmumdonute —
— MEPBUYHBIA UMMYHOAC(MHUIIAT.
AJICHO3UH — PeryisaTop AudPepeHIMpOBKY MPEIIICCTBEHHUKOB
T- u B-numdonuTos.
2.- lloarpa, rMIepypuKEMUs — OTJI0XKECHHE yPaTOB B CyCTaBax. ..
B HopMe [MoueBas k-Ta] = 2-6 Mr/a1; B KkpoBH (7,6 MI/ai1 y My>KUKH)
IIpu [MoueBas k-ta] = 7-8 mr/mi1 — 20% 00abHBIX HOAArPOM
IIpu [MoueBas k-ta] = 8-9 mr/mi1 — 90% 00abHBIX HOoAArpoOM




JledyeHue

OH OH

~ NH ~~— NH

AJNJTONYPHUHON — KOHKYPEHT TUIIOKCAHTUHA

AJLIOITYPUHOJ — MHTUOUTOP KCAHTUHOKCHIA3bl 1 OMOCHUHTE3a ITYPUHOB
de novo!
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Bpewms (roga)
I Cragust — GeccumnToMHuas rurepypukeMust (Mo- III Ctagus — «MexnpucTyIHas Hogarpay.

KET MPOTEeKaTh MHOTO JIET, TOKa HE Oy-
JIET CIPOBOIMPOBAH OCTPBINA MPHUCTYTI).

IT Ctagust — octpsiii npucTyn (CpOBOLUPOBAH IV Cragus — xponnueckas rodycHas mojarpa
TPaBMOM WJIM OTKJIOHEHUSIMU B JUETE).
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CTPYKTYPHBIE AHAJIOTH AMUHOKHUCIIOT.
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1. buocuHTE3 mypuHOB d€ novo
(1 aTan — cuate3 UMD)

*
OPIIP-cunTaza » Dochopudosunnupodocdar
N

Mg (OPIID)
AT®D AM®

*_Tlossimena aktuHocTh 1pu IIOJIATPE (pelieccHBHBIHM THI HACHIEI0BAHUS,
CLICIJICHHBIN ¢ X-XPOMOCOMOIA.)

1. a-D-pr6030-5-®

OPIID-minyTamuir--amMu 10-

TpaHcdepasza
2. OPIID » 5 -pochoprndo3mi-1-amun
aJLTOCTED. E2
KJIFOUCBast . \
Lan PCAKIHA Ly Nuarnourtopsl : AM® u
/ Mo

JlnazoHopyieHIIMH| OJIOKUPYET (KOHEYHBIC TIPOJYKTI)
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A3acepuH — HHTUOUTOP 5-0M peaKIiu; aHAJIOT IJIyTaMHHA.



2. buocuHaTe3 MypuHOBBIX HYKJICOTUA0B (AM® u T MD)
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Hyxkneo3uamMoHo-
(docdarknHaza

l
IMO + ATO — IJD+ ATOD
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l
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CUHTE3 ITyPHUHOBBIX HYKJICOTHIOB U3

AICHNHA U I'YAHHWHA.

[. dDochopubO3UINPOBAHNE TYPUHOBBIX OCHOBAHUIM
(«IyTh CITACEHUSI»=pEreHepaliin)

e
Aneana-OPID-TO

1. Angeaun + OPIID » AM®D + H4P207
*IH3UMONATH; TIOJIHAS IIOTEPS AKTUBHOCTHU — IOYEYHO-KaMEeHHAas
AyTOCOMHO-PEIIECCUBHBIN THUII HACJICAOBAHUS OOJIE3HD

TO*
2. I'vanun + OPIIOD > [ MO + H4P207
To*
3. ['unmoxkcantun + OPIID » [IM® + H4P207

*IH3UMOIIaTUs TYaHUH-(TUIOKCAHTHH )-Pochoprdo3uiI-TpaHcepassl:

a) HacTU4HOE MOHMKEHNUE aKTUBHOCTH — I10]1arpa
(cuemnaeHHoe ¢ X-XpOMOCOMOI)

0) ITonHas nmorepst akTUBHOCTU — cuHApoM Jlema-Halixana:
-11 ®PII® B sputponurax u puOpoodIacTax
- Tsoxénas runepypukeMus
- KaMHH1 MOY€BOM KHUCIIOTHI
- Cyznoporu, KOpKOBbIM NapaJIiny — YICHOBPEAUTEILCTBO (OMOXHUMUYECKAS

OCHOBA HE SICHA)



/ H\\_(Tb perenepa ﬁ‘ IIYPUNBBIX HyKJIeol[I}‘I[OB

\ (bochopunu o! RaHNC ITYPUHOBRX HYKJICO3UIO0B)

AJlD
dochopudo3uImpoBaHre ‘ 13 1 AMD AlleHO3UH-
* (DYDH 12/ \ KWHa3a
. ATD
[unegcanjrMHryaHuH- Ilypurgs -
dochoprosuia-rpancdepasa UMD _ A e AneHosuH
(TM®) YT
OPlID y/ \J
H3PO4
Aneno3nd-
[ unmok¢anTH NHq3un
Ac3aMHUHAa3a
(rya¥iuH) (ryaHb3uH)
H3PO4

s 4/HypHHHyKneo3Hz[—(boC(boplxma3a

Pu6030-1-®
(2" -ne3okcupn6030-1-D)
[uknbel peyruan3anmyd nypuHoOB (A, I 1)

[Totpebnenrie ®PIID B 3TOM 1MKIIE Y YEIOBEKA BBILIE, YEM MIPU CUHTE3€ MMyPUHOBBIX HYKJIEOTHAOB de novo.
JlezaMuHUpOBaHKE aJIEHO3MHA BaXHO JJIs1 QYHKIIMOHUPOBAHUS MMMYHHOU cucTembl!!!



PCFYHHHI/IH CHUHTC3d ITYPHUHOBLIX

HYKJICOTUJI0B de novo.
Prn6030-5-O+ATD
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CHHTE3 MUPUMHUINHOBEIX HYKJICOTHJIOB (CXeMa).

AcraparuHoBasi
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®OPIIB—ucTounuk prn0030-5-hocdara Ha 3aKITFOYUTEILHOM dTalle CUHTE3a
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KHHa3a

VM® + AT® == VII® + Al

KHNHa3a

VD + AT® =—> VT + AJI®

CUHTE3 MATUANIOBBIX HYKICOTUIOB.

2+
Mg
YT® + I'mu + ATO ]_[T(D—CI/IHT TD + I'ny + AJID + ®@H

AMHHHUPOBAHUC TCTa3a




lIpeBpamenre 1YMD B AT MD
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I IpeBpallicHue puOOHVKICO3HUI0B B
IE30KCUPUOOHYKICO3UIBIL.

ATO AIIEHCDH
PuboHyKI1I€031/1- Mg 2+ 2 Ie30KCH-
Judocdarer (HAD) HID- > pubo-HJID
peayKTasa
>
BoccTaHoBIEHHBIN OKUCICHHBIN
THOPCIOKCHH THOPCIOKCHH
OEJIKOBBI
f(O(l)aKTOp) | | | |
JIOHOP DJICKTPOHOB SH SE ™ 0p CIIOKCHH S N S
peayKTas3a
———(praponporeH)——
HAJI® HAJI®-H>
(xoakTop) (menTo30(ocdaTHbIi MyTh)

Ota cinoxHas epMeHTaTUBHAs cucTeMa (DYHKIIMOHUPYET B KJIETKE TOJBKO B IIEPUOJ
aktuBHOro cunrtesa JIHK u nenenus.



Peryisiys OMOCUHTE3a MUPUMUJINHOB.

[IyprHOBBIE ATD + «CO2»
+ TIIyTaMUH
HYKJICOTH bl _@ Z
f <N S,
SpHSG— () Kapbamonngpocdar
f — + acnaprtar
Acnaprar-Tpasc-
AL T KapOoMouiasza
prb030-5-¢-T @ N—Kap6aM%macnapTaT
ITO - VT®
\
YO
\
S, AVID

TID = TM®



AJJIOCTEPUYECKAS PETYIISALINS.

CO2 + I'myramun + 2ATD
Kapoamoundochar | [nytamar + 2AJId + H3PO4

CHUHTCTAa3a

>

H2N-C-O-POs3H2
Cunres 1

YTOD O
C) kapoamousdocdar

\J
(7 peakumii)

YTO



