


Brepsbie B Mupe Hesportaroaon v reneTuk C.H. laBaeHKOB, OCHOBbIBasICh
Ha COOCTBEeHHOM KAMHUYEEKOM ONbITE U AOCTVIKEeHMSIX
9KCIIepVMEeHTaAbHOV TeHeTIKM, B Hadaae 30-x rog0B yKa3aa Ha
OIINMOOYHOCTh MHEHN O Hen31e4MOCTI HacAeACTBEHHbIX 0oae3Hen. OH,
Kak 1 H.K. Koabpnies,sacxoamua w3 npusHaHVsi poan (paKTOPOB BHENIHEN U
BHYTpeHHelV CpeAbl B HpOsSIBA€HUN HacaeACTBeHHbIx,00ae3He1. C.H.
JaBraeHKOB HacTavBal Ha IPMHLMIAAbHBIX BO3MOKHOCTSX
BMelllaTeabCTBa B (DYHKIIMOHVIPOBaHIie IIaTOAOTMYeCKIIX alldeaell I caM
MHOTO C€aeAad AAs Pa3pabOTKy MeTOAO0B Ae4eHus: HaCAe€ACTBEeHHbIX
Ooae3HeV HepBHOVI'CHCTeMbl. Takasi McXoAHas ITO3VIVIs I103B0OAs1Aa
pa3paOarbiBaTh pasaMuHbIe II0OAXOAbI VI MeTOADI A€9eHVIS ANL] C
HacAeACTBEeHHBIMY 0O2e3HsAMI Ha OCHOBe AOCTVIKEHMILIeHeTUKY,
TeOpeTUYeCcKONn " KAMHM4YeCKomMeauuuabl. OaHakKo OTCYyTCTBYIE CBeAeHUN
O IIaTOY¥eHeTUYeCKIX MeXaHV3MaX pPasBuTIs HacAeACTBeHHbIX 00Ae3Hell B
TOT I1ePpYOA.OFPAHIYNBAA0 BO3MOXHOCTI pa3padOTKN MeTOAOB M BCe
II0AOOHBIE MOIIBITKY, HeCMOTPSL Ha IIPaBViAbHEBIE TeOpeTHnIecKIe
yCTaHOBKM, OCTaBaAVICh AANTeAbHOE BpeMsIOMIpuYeCKVIMIA.

B HacTosIee Bpemsi 0aarogapsi yciiexaM reHeTK B 11eA0M (Bcex eé
pasaeaoB) M Cyliie CTBEHHOMY IIPOrpecCy TeoperndecKoi U KAVHIYIeCKOMI
MeAVILIITHBI MO>KHO TBEPAO YTBEeP>KAaTh, YTO YK€ MHOIME HaCAeACTBeHHbIe
00ae3HM ycIlenrHO Ae4darcs. ViMeHHO Takasl yCTaHOBKa AOAKHAa OBITDH y
Bpadua.




MOo>XHO BbIAE 0axoaa K
A€UYeHIIO Hacae O/A€e3HeIl:

HYCCKOC JCUYCHHUC



CuyMIirTroMaTmueckoe Aeueyue:

/lekapcTBeHHAsI CUMIITOMaTHYecKas Tepalys - HanboAee 4acTo
VICIIOAB3YEMBIV METOJ, 3aBUCAIINI OT (POPMBI HaCAeACTBEHHBIX O0Ae3He.
OZHUM U3 APEBHUX IIPUMEPOB CMIITOMAaTN4YeCKOV Teparny, COXpaHVBIIICIICs
A0 HAIMX AHEeVI, IBASETCS ITpUMeHeHNre KOAXNIIVHA IIPY OCTPBIX IPHCTYIIax
I104aTPMUYECKOI0 apTpuTa. DTOT METO/ OTKPBIT I'PeKaMM aHTUYHOTO Heproa.
Apyrumu npumepamMy CMMIITOMaTU4eCKOIO A€4eHIST MOI'YT OBITh
IIpYIMEeHeHVie aHaAbIeTVKOB IIPU HacAeACTBEHHBIX (POPMax MUTPEHN,
crreiipUIeCcKyX TPaHKBIAN3ATOPOB HPU ICUXMYECKMUX HPOSBACHMSX
Hac/AeACTBeHHBIX 00Ae3Hell, IPOTUBOCYAOPOXKHBIX IIpeIlapaToB Hpu
CYAOPO>KHBIX CUMIITOMAaXx 1 T.A. Y CHIeXM BTOTO pas/eaa Tepalni CBSI3aHbl C
rporpeccoM papMaKkoA0ruy, 0OecHedMBaoOIIIM Bce D0/1ee IIMPOKUIL BEIOOP
AexapcTB. Bmecre ¢ TeMm pacummdpoBKa aroreHesa Kak4011 004e3Hu
II03BOASIET ITIOHATH IPUYMHY BOSHUKHOBEHISI CIMIITOMA, a Ha DTOM OCHOBE
CTAHOBMTCSI BO3MO>KHOI 004€ee TOHKasl AeKapCTBeHHasl KOPPeKLINs CUMIITOMOB
B T€X CAy4asX, KOrja repBnyHas IaToreHeTmyeckast Teparnis eIne
HEeBO3MO>KHa. B kauecTBe mpuMepa MOXKHO IIPUBECTU OOIIYIO CXeMY
MHOTOKOMITOHEHTHOI'O CMMIITOMAaTIYeCKOTO A€YeHNsT MYKOBUCINIA03a:



] lepBryHOE 3BEHO IIaTOreHe3a (HapyllleHle TpaHCIIopTa MOHOB )
CKOppPUIMPOBATh IIPY 9TOM 3a00A€BaHNY e1llé He YAaETCH.

1. B cBsA31 ¢ TeMm, uTO Y OOABHBIX BBIAEASI€TCSI MHOIO XAOpHAa HATPUSI C
IIOTOM, AAsl AeTell C MyKOBMICIIAO30M B JKapKOM CYXOM KAuMarte
PEKOMEHAYEeTCs AOIIOAHNUTEABHOE BBeAeHVe II0BapeHHON oAl B uimty. B
ITPOTVMBHOM CAy4Yae MHOTAa MOXKeT HaCTyINUTh KOAAAIIC C TEILAOBbIM

yAapOM.

2. HeaocTtaTtouHOCTH PYHKIIMM IOAKEAYAOYHOII JKeAe3bl y O0ABHBIX (paHO
V1AV TI03AHO DTO HACTYIIaeT) BOCIIOAHACTCS KallCyAMPOBaHHBIMI
IperapaTaMy CyXyx 9KCTPaKTOB MOAKEAYAOYHOI >KeAe3bl >KMBOTHBIX 1A
(depMeHTOB (ITaHKpeaTUH, HaH3UHOPM, (pecta) 1 >JKe A4erOHHbBIX CpeACTB.
[ Ipy BBISIBA€HUN KAVHUYECKNX HPMUBHAKOB HapyIlIeHV s QYHKINY ITIe4eHN
IIPOBOAUTCS KyPC COOTBETCTBYIOLIeN Tepannun (dcceHyale, MeTUOHNH,
XOAUH I AP.).

3. Hamnboaee cepbeé3HBIMU U TPYAHBIMIU AA5 A€YEHVIsl SIBASIOTCS
HapPYyIIeHVs B OPOHXOAErOYHOM CUCTeMe. 3aKyIIopKa IIPOCBeTOB MaAbIX
OPOHXOB I'yCTOM CAM3bIO O0YCAOBAVBaET pasBuTIe NH(EKINIL B AéTOYHOI
TKaHU. Ha 3akyrmopky OpoHX0B 1 MH(EKINIO 1 HallpaBAeHa
CUMIITOMaTH4ecKas Teparsl.



Aast yMEeHBIIEHIST OOCTPYKLIVM IIPUMEHAIOT OPOHXOCIIa3MOAUTNYECKIE 11
OTXapKUBalOmye cMecy (M30IIpeHaAlH, 9y(puAaayH, aTponnH, dpeApyH U
Ap.), IlperapaTbl MyKOAUTUYECKOIO ACVICTBIL (B OCHOBHOM TIIOABI -
MYKOCOAbBIUH, MecTaOoH). Crioco0 BBegeHN:I ITpenapara (MHra A IOHHBbI,
IIepOPaAbHBIN, BHYTPUMBIIIIEUHDIN) 3aBUICUT OT BBIPa>keHHOCTHU
KAVHYEeCKOM KapTUHLI. [IprMeHsIoT 21ekapcTBa, yMeHbIIaIoI e
BHYTPUKAETOYHYIO IIPOAYKINIO CAU3Y, HAlIpUMep MYKOAVUH
(KapOOKCMMETNALIVICTeH).

4. /leyenne BOCIIaAMTeAbHBIX OCAOXKHEHNII B AETKIX P MYKOBUCIIIAO3€
IIpeAcTaBAsieT TPYAHYIO 3a4ady, IIOCKOABKY ST OCAOXKHEHIS
00yCAOB/A€HBI HECKOABKVIMU BIAaMM OaKTepuii, a MHorAa U rpuoos. C
9TOI LIeABbI0 IPOBOAUTCS MHTEHCUBHAS, MUKPOOI0A0TNIEeCKI
KOHTpOAVpyeMas aHTOnOoTKoTepantl (ypenaoAeHUINAANH,
11e(pa10CIIOPUHBI TPEThEIro HOKOACHIIS 11 AP.), @ TAKKe AeUeHle
(PTOPXIMHOAOHAMM 4451 OOPBOBI C CMHETHONHOI MH(eKIen. Beroop
AHTUOVOTIIKOB OCYILI€CTBASIeTCs B 3aBUCYMOCTIL OT UyBCTBITEAbHOCTI
BpICeBaeMol1 (pA0Pbl K KOHKpeTHOMY Iiperapaty. Haioo bz spdexr
IIPOSBASIETCS HPU COYeTaHHOM BBEAEHIN aHTIOVOTIKOB MHIAASIVIOHHBIM
11 IAPEHTepaAbHBIM Iy TEM.



L
Cystic fibrosis is a
hereditary disorder
charactenzed by lung
congestion and infection

and malabsorption of
nutrients by the pancreas

MyxkoBucna03

* BosHuKaeT npu HaAMINy 2 Ae(PeKTHBIX
KO reHa cystic fibrosis transmembrane
conductance (CFTR)

* B HOpMe ocy1IecTBAseT TPaHCIIOPT MIOHOB
XA0pa 4yepe3 KAeTOYHYIO MeMOpaHy



* Ecan KkaeTka He MOJKeT BBIBOAUTD VIOHEI

X/A0pa, OHa II0rA011aeT BOAY, YTOOBI CHU3UTD

11X KOHIIEHTpalIo

® DTO IPUBOAUT K OOpa30BaHUIO IIAOTHOM KAEVIKOM CAU3U B
OpoHxax,

II0A>KeAYAOYHO Xele3e, KUIIIeYHIKe, a Tak>Ke Ha APYTIUX
CAMBUCTBIX

* Besa cymectByiomas teparnis HOCUT CUMIITOMaTIYeCKIAI
Xapaxrep



normal gene

I'eHoTepamnms MyKOBUCLIIAO3a

e PacrislaeHdue B
AbIXaTeAbHbIE ITyTU

CIIeriaAbHBIX BEKTOPOB C
«HopMaabHO» AHK

* Jloporoe aeueHue

* TpeOyercs rocrossHHOE
IIpMIMEHeHNe

e He aoka3aHa
9P PEKTNBHOCTD



CuMnromaTnyeckoe AedeHue - He TOAbKO A€KapCTBEHHOE. Muorue BI1AbI
Cl)I/ISI/IquKI/IX METOA40B A€4YCeHISI (KZH/IMaTOTepaHI/I}I, 6a/1bHeO/1€quI/Ie,
pasHbI€ BUABI BA€KTpOTepallny, TeHAOAE‘IEHI/Ie) HPUMEHSIOTCI IIPU
HaCaeACTBEHHDBIX 00Ae3HsIX HepBHOfI Cl1ICremMbl, HaCAeACTBE€HHDbIX 00Ae3HsIX
obMeHa BeIIIecCTB, 3a00.1eBaHIIX cKeaeTa. boabHbBIE ITOCAe TaKMX KypCOB
AedeHns 9yBCTBYIOT ceOsI HaMHOTO Aay4dnie, IIpoAOAKUTEABHOCTD VX >KVI3HN
YBEANMYINIBAETCA.

K CUMIITOMATN49e€CKOMY MO>KHO OTHECTI PEHTTEHOPAAVOAOTNTIECKOE
A€9€eHVE ITp1 HaC1€eACTBEHHO O6YC/10B/1€HHI)IX OIIYXOAAX A0 1N 110CA€E
XNPpyprniaeckoro sMemnaTeAbCraa.

Bo3MO>KHOCTM CIMIITOMAaTIYECKOIO A€4eHVIS [IPY MHOTVX D0A€3HX elle
Aa/eKoO He 1cYepIliaHbl, OCOOeHHO A€KapCTBeHHON 1 AVIeTUYECKON Tepallli.



| laTrorenermyeckast Teparinsi:

I IaToreHeTyeckoe AeyeHye HacAeACTBEHHBIX OOAe3Hell HallpaBA€eHO Ha
KOPPEeKLIMIO OMOXMMIYECKIX 1 PU3M0A0IMYeCKIIX IIPOLIeCCOB, HapyllleHye
PaOOTHI KOTOPBIX CBA3aHO C A4e(PEKTOM UAY IIOAHBIM OTCYTCTBUIEM
MyTaHTHOTO OeaKa. B HacTos1IIee BpeMst D TOT MeTO 4, Ae4eHust Hanboaee
9(dPeKTNBeH 4451 HacAeACTBeHHBIX 00.1e3Helt oOMeHa. Heobxoamumon
IIPeAIIOCBIAKON AA5 pa3paOOTKII METOA0B HAaTOIeHeTYeCKOTrO AeYeHIIs]
SIBASIeTCsI 3HaHIe ITePBIYHOTO OMOXMMITIeCcKOro AedpeKkra, (PYHKIINIL,
BBITIO/AHSAEMBIX MyTaHTHBIM O€AKOM B Pa3ANYHBIX TKaHIX OpTraHU3Ma U
XapakTepa MOBPeXXAeHISI 9TUX PYHKINI y 00AbHOTO. BaskHO 3HATH,
00yC/A0BA€HO AM pa3BUTHE IIaTOAOTMYECKOTO IIpoLecca HaKOILAeHVIeM
TOKCUYECKIX KOHIIeHTPaL il IIPOMEe>XXyTOYHOIO MeTaDoAMTa UA
OTCYTCTBJI€M KOHEYHOTIO ITPpOAYKTa MeTa0O0ANYeCKIIX IIPeBpaleHIIA.
CBs13aHBI AN I1aTOAOIMYeCKyVie HapyIlIeHs C MISMeHeHeM aKTMBHOCTY
MYTaHTHOTO OeAKa MAV HOSB/AeHeM y HeIO HOBOIO arpeCcCiBHOTO
CBOJICTBA.



l(_o;ppen.ma' oOmena
LreTweecxDe OrpaHMeHne
Drervecxoe aobGasnesme

Yocunexsoe suisenenwe cybcrpara
NATONOI WHECKOH pPeaxLym

Koppexuns oOMeHa Ha yposHe NpoflyxTa reda
! +

Boauewemnoﬁw:eﬁmenemcnowonmm
Koppexipms o6Mmenia Ha ypossHe depmenTa

DobGasnesme xodaxropa BoameweHue depmeHTa
Mossduxasms DepmMeHTaTMeNOn
AKTHBHOCTH

Bo3MoOKHBIE ITOAXO0ABI K A€UEHIMIO HacAeACTBeHHBIX 00/1€3Hell.




» Koppeknusa Ha ypoBHE cyOcTpara

e OrpaHMyYeHUE ONPEACIICHHBIX BEIIECTB B MUIIE (IUECTHYECKOE
OTpPaHUYCHHE)

Orpann4eHue OnpeIeIEHHBIX BEIIECTB B MHUIIE ObLIO ITEPBOM
YCIIENTHOM MEPOH B JICUCHUH HACJIEACTBCHHBIX 00JIE3HEN OOMEHA,
IIPHA KOTOPBIX OTCYTCTBYIOT COOTBETCTBYIONINE (DEPMEHTHI JIJISI
HOPMAJIBHOTO MPEBPAIICHUS CyOCTPAaTOB B MPOIYKTHI TUTAHHS.
[Ipn peHMIKETOHYPHH Ha3HAYAOT JUETY C HU3KUM COICPKAHUEM
(eHmTanaHuHa. TeM caMbIM, HE CMOTpPSI HA OTCYTCTBUE
(heHUITATAHUHT U APOKCUIIA3bI TICUEHH, TTPEPHIBACTCS
MaTOr€HETUYECKOE 3BEHO B Pa3BUTUHN OOJIC3HMU.

JlneTndecKoe OrpaHNYCHUE YIKE IPUMEHSAECTCS MPU JICYCHUN
MHOTHMX HACJIECJICTBEHHBIX 00JIE3HEW OOMEHA YIJIIEBOJIOB U
AMUHOKHUCIIOT (TaJTAKTO3E€MHUsI, HACIEACTBEHHAS HETIEPEHOCUMOCTD

(bpYKTO3bI U JTAKTO3BI U JIP.)



e /[MeTnyeckoe 100aBICHUE

[IpumeHsieTcs pexe, 4eM OrpaHudYEHUE, HO ATO TaKke A3(PPEKTUBHBIA METO
MIaTOr€HETUYECKOTO JIeUeHHs. [[aHHbI METO/] BOLIEN B MPAKTUKY JICYEHHUS JIBYX
OoJie3HE OOMEHa.

IIpu cunapome XapTHamna B pe3yibrare aedekra TpaHCIOPTHON (PyHKIIMU
KJIETOK CJIU3UCTON 000JIOYKH KHUIIIEYHHUKA BOSHUKAET MajibabCcopOIus
TpunTodana. Y MarMeHTOB HAOIIOAIOTCS JEPMATOJIOTHYECKHE,
HEBPOJIOTUYECKUE U MICUXUUYECKUE TTPOosiBICHUS.. CUMIITOMBI 00JI€3HU
YMEHBIIAKOTCS WIH Ja)Ke UCUE3at0T MPU KOPMIIEHUH PEOEHKA MPOAYKTaAMU C
BBICOKHMM COJiepkKaHreM Oelka (4 I/KT B A€Hb) U J00aBICHUEM HUKOTHHAMUIA
W HUKOTUHOBOM KucOThI ( o 40-200 mr 4 pa3a B JieHb).

Taxoke pesynbrar Aa€t aedeHue rukoreHosa IIl crenenu. /Jlannoe 3aboneBanue
COIPOBOXKIAETCS I'€IaTOCINIEHOMETAIMEN, TUIIOTVIMKEMUAENW HATOIIIAK,
MHUOTMATUEN, MBIIIIEYHON aTpodueit, KapauoMuonaTued. Y OOJIbIITMHCTBA
OOJIBHBIX JIETCH HACTYIACT YIYUIlIEHUE, €CJIU B JUETE OCIKH 00SCIIeUBaIOT
20-25% sHepreTUYECKOM 1IEHHOCTH, a YIieBobl- He Oonee 40-50%.



® YCUJIIEHHOE BBIBEJICHUE CyOCcTpara

YcuneHHoe BhIBEJICHHE CyOcTpara maToJIOTHYeCKOM peaKIIuyu MOXKET
OCYIIECTBIATLCA Pa3HbIMUA MYyTIMU ( JIEKAPCTBEHHBIM,
MHCTPYMEHTAJIBHBIM ), KOTOPBIC JIOJKHBI BECTH K CHUKEHUIO
KOHIICHTPAIIMM TOKCUYECKOro cyocTpara. I1oaHoro ocBoO0XKASHUS OT
MaTOJIOTHYECKUX MPOAYKTOB JOOUTHCS TPYIHO.

Hampumep, nmpu reMorinoOMHONaTUIX HEOOXOAUMO YCUICHHOE
BBIBEJICHHUE KeJIe3a, YTOObI He Pa3BUBAJICS TEMOCHICPO3
MapEeHXUMATO3HBIX OpraHoB . [I[puMeHseMblil 115 ATUX 1enel aecdepant
( nechepokcamuH) 3(pGHEKTUBHO HAKAIJIMBAET (DEPPUTHUHBI U
OCBOOOK/IA€T OPTraHU3M OT M3JIMIITHETO JKeJe3a.

NDC 0078-0467-91

Desferal U> NOVARTIS N

deferoxamine mesylate '
for injection USP ——
&

900 mg per vial

Rx only

Each vial contains
deferoxamine mesylate USP,

500 mg in lyophilized form. *e.?_'f‘!;;’.l

For subcutaneous intramuscular
or intravenous administration.

4 vials




® AJbTepHATUBHBIC ITyTH OOMEHA

DTOT croco0 JeYeHNsI BO MHOTOM CXOJICH C METO/IaMHU YCUJIEHHOTO BBIBEJICHUS
cyOcTpara. Pa3zHulia 3akiiro4aeTcsi TOJIbKO B CIOCO0ax JOCTHIKEHHUS 1EIU: B
OJTHOM CJTy4ae yCHUJIEHHO BBIBOJMTCS HEMIOCPEACTBEHHO CyOCTpar, a B APYrom
cyOcTpar cHauajia MpeBpamiaeTcs B Kakoe-To COSAMHEHHE, a 3aTeM 3TO
COEMHEHHE BBIBOIUTCS

I'pynma bensoat HaTpu BriBeseHue azora
HapyIIeHNI [INKAa IIyTéM OOpa3OBaHNsL

MOYeBIHDbI FI/IHHypOBOﬁ
KIVCAOTbI

Opranmnueckne Kapuurnn OOpasoBaHnne u

anonaeMmm BbIBedeHl1e 9(1)I/IpOB
KapHUTVIHA

LncTtunypus [lenuiimaaam BriBesgeHue
00pa3yIoLXCs
AVICY Ab(PUAOB




® MeTaOomnueckasd UHTUOUITUS

MCIOJIL3YETCS B TEX CIIy4Yasix, KOrga HaJ0 3aTOPMO3UTh CUHTE3
HaKarIMBaeMOro MPH HACICACTBEHHOM O0JIE3HN CyOCTpaTa Uil €ro
pEIIICCTBEHHUKA. B KauecTBE MHTMOUTOPOB IMIPUMEHSIOT Pa3HbIC
(bU3MOJIOTMYECKU aKTUBHBIE coequHEHMs1. Hanmpumep, ripu cuaapome
Jlema - HuxaHa v rogarpe UCroab3yrT aJUIOIYPHUHOJ , KOTOPBIX
MHTMOUPYET KCAHTUHOKCHU A3y, Onaroaaps 4eMy YMEHBIIACTCS
KOHIICHTpAIAS MOYEBOM KUCIOTHI B KpoBHU. Kitoymbpar muHruonpyet
CUHTE3 NIMIEPUHA U MO3TOMY 3()(MEKTUBHO CHUAKACT KOHIICHTPAIIAIO
JIMIUJIOB Y TTAIMEHTOB C TUIIEPXOJIECTEpUHEMUEN (THTT 3) .
CTpHUXHHH KOHTPOJHUPYET B CBA3BIBAHUH TTIUIIHMHA C TJIMIIHHOBBIM
penentopamu B [IHC, uTo ynydniaer apixaTelIbHYI0 U MOTOPHYIO
(DYHKIIMM, YTHETCHHUE KOTOPBIX BBI3BAHO BBICOKHM COJIEPKAHUEM
IJIAIMHA B LIEPEOPOCTMHAIBHON KUJIKOCTH .



e Koppekiius oOMeHa Ha ypoBHE MPOIyKTa reHa

[IprumepoB 3(hHEKTUBHBIX MOJIXOI0B K «HCIPABICHUIO
HACJICJICTBEHHBIX HAPyILICHUH 0OOMEHa MyTEM BO3MEICHUS
MPOAYKTA YK€ MHOTO: BBEICHUE HEOOXOIUMBIX CTEPOUJOB MIPHU
BPOXKAEHHOM TMIIEPILIA3UU HAAIOYEYHUKOB, TUPOKCUHA [IPU TUIIO-
TUPEOUAM3ME, TOPMOHA POCTa IIPHU TUITO(DHUZAPHOU KAPJIUKOBOCTH,
[TogoOHBIE TPUMEPHI U3BECTHBI HE TOJBKO JJIS1 HAPYIICHUI
oOMEHa, HO Y [T APYTUX HACIICACTBEHHBIX O0JIe3HEN. Tak,
BBEJCHUE aHTUTEMO(QUILHOTO TJI00YIMHA TTPEIYIPEKIACT
KPOBOTOYMBOCTH MPU TEMODUINHU, Y-TIIO0YIUH IIOMOTAET NpHU
araMMmarioOyJIMHEMHUU, MHCYIMH — Ipu auadete. K coxkaneHuto,
MOKa €I1€ HET MPUMEPOB BO3MENICHUS BHYTPUKJIETOYHBIX OCIKOB,
XOTS MOIIBITKHA B 3TOM HAIPABICHUU MPEANTPUHUMATIUCH
(HarpuMep, IPH JICYECHUHN JIM30COMHBIX OOJIE3HEN ).



XOpOIIIO U3BECTHBI YCIIEXU B MOJYYEHUU U PA3BEICHUN TPAHCTECHHBIX
1a00pATOPHBIX )KUBOTHBIX. XOTS TEXHUYECKHU CO3/JaHUE TPAHCTEHHBIX
CEJIbCKOX03SMCTBEHHBIX )KMBOTHBIX MHOTO TPYJHEE, YEM J1a0OPATOPHBIX, OJTHAKO
3TO peraeMast 3aja4a. OT KpyIHBIX KUBOTHBIX MOXKHO MOTYYHUTh O0JIbIIOE
KOJIMYECTBO Oeyka. TpaHCTeHHBIX KUBOTHBIX, UYbH KJIETKH IPOU3BOISAT HYKHbBIC
O€NKHM, MOXKHO Ha3bIBaTh OMOpeakTopaMu. OT HUX MOXKHO ITOIy4aTh MOTOMCTBO,
T.€. BOBMOKHO BOCIIPOHU3BOJICTBO M3 MMOKOJCHHUS B IIOKOJICHHUE.

Co3/manre TPaHCTEHHBIX )KUBOTHBIX HAYMHAETCS CO CIIUBKH JIBYX T€HOB,
KQKJIBI U3 KOTOPBIX KJIOHUPOBAaH OTACIbHO. OIMH I'€H KOAUPYET HYKHBIN
O€JIOK, APYToM B3SIT U3 JKEJI€3bl WJIU JPYTroro opraHa, KOTopbiii Oyaer
IPOU3BOJUTH ATOT Oenok. Hampumep, eciin 010K OpOoayUPYETCs C MOJIOKOM,
TO CIIeU(PUUESCKUMU OPTraHHBIMU I'eHaMU OyyT T'€HbI U3 MOJOYHOM KEJIe3bl.
OfHUM U3 IPUMEPOB KUBBIX OMOPEAKTOPOB SBIAECTCSA CBUHbS, TPOYLIUPYIOIIIAs
yejaoBeuecKuil reMorioouH . Okono 15% 3puTpouuTOB CBUHBH COACPKAT
YEJIOBEUECKUU reMonIo0OnH. ETo MOXKHO OTHEIUTH OT CBUHOTO C IIOMOIIIBIO
penapaTuBHBIX METOA0B. Takoi reMOrIOONH HE COJEPKUT BUPYCHI UETIOBEKA,
XOTS B OTJIEJIBbHBIX CIyYasiX HE UCKIHOYAOTCA AJUIEPTUUYECKUE PEAKIIUM.



B LI UL A

gl
1A

ApyruM TpaHCTeHHBIM JKMBOTHBIM CTala KOPOBa,
KOTOpasi IPOMU3BOAUT YeA0Be4eCKII AaKTOpeppuH,
BbIA€AsI€MBIVI C MOAOKOM. B pe3yabTare moacaaxu
TPaHCTE€HHOW ANLIEKAETKN POANACA OBIK CTaBIINIA
OTIIOM MHOIMX TPAHCI€HHBIX T€AOK, B [I0CAEAYIOIIEM
IIPOM3BOAAIINX AaKTODEPPUH C MOAOKOM.



e Koppekuust Ha ypoBHE (DEPMEHTOB

OTOT BUJI JICUCHUSI IPUMEHSECTCS JIJIs1 KOPPEKIIMU HACIICACTBECHHbBIX
OoJIe3HEN OOMEHA BEIIECTB, IPU KOTOPHIX U3BECTEH (DYHKIIMOHAIBHO
aHOMaJbHBIM (pepMeHT. {714 Takoro jJe4eHrs MOKHO BBOIAUTH
KO(haKTOp WJIM UHAYIMPOBaTh (yrHETaTh) CUHTE3 (hepMEHTA C
MTOMOIIIBIO JIEKAPCTB JIMOO BO3MEIIATh HEAOCTATOK (DEPMEHTA.
BBeneHne koakTopa UCIOJIb3YeTCS TP MHOTUX HACIEACTBEHHBIX
OoJie3HsAX. Kak n3BeCTHO, HEKOTOPBIE BPOKACHHBIC AHOMATUU
oOMEHa CBSA3aHbI C HAPYIICHUEM CUHTE3a WJIM TPAHCHOPTUPOBKHU
CreU(pUIECKUX KOPAKTOPOB, UYTO U3MEHSIET HOPMAJIbHYIO
KaTaJIMTUYECKYI0 aKTUBHOCTh (pepMeHTa. B 3THX ciydasx
100aBICHUE COOTBETCTBYIOIIETO KO(PAKTOpa MOBBIIIAECT AKTUBHOCTD
(bepMEHTa 1 B 3HAYUTEIILHON MEpPE UCHPABISICT META00INIYCCKUI
nedext. [lokazaHo, 4TO IIpU BUTAMUH3aBUCUMBIX COCTOSHUSIX
MOBBIIICHUE OCTATOYHON aKTUBHOCTH MYTAHTHBIX (D€PMEHTHBIX
KOMIIJIEKCOB 00€CII€UNBAET HE TOJIbKO OMOXUMHUYECKOE, HO U
KIIMHUYECKOE YIYUIICHUE COCTOSHUS.



II3BeCTHBI MHOTOUVICAEHHBIE IIPUIMePHI AedeHls] HacAeACTBEHHBIX
0oae3Hell myTeM A00aBAeHNs1 KOPaKTOPOB, 4aA1€K0 He
McyepIIbIBalonias KAaccupukamnys KOTOPBIX IIpeAcTaBAeHa B Ta0A.
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3) paspaboTka criocoba BBegeHn:1 uy>xxepoanon AHK B matoaormyueckne
KAeTKI;

4) oOecrieyeHe aapeCcHON AOCTaBK! BBOAVIMOIO T€HeTIYEeCKOTO
MarepuaAaa;

5) oOecriedeHNe yCTOMYMBON DKcIIpeccnu Beegennon JHK-
KOHCTPYKLIA;

6) olleHKa KoAm4JecTBa KAeTOK, MoAuduKaIs KOTOPbIX HeoOXoauMa AAs1
IIOAYy4eHUsI KAVHIYECKOTO 9P PeKTa;

7) pazpabOTKa MeTOA0B KOHTPOASI DKCIIPECCUN BBEA€HHOTO
TeHEeTYeCKOIo MaTepuaa;

8) oLleHKa AAUTEABHOCTY DKCIIPECCUM U IePUOAVIHOCTI BB ACHLS
gyxepoanon AHK;

9) nporHo3upoBaHNe KAVMHNYECKOTO 9 deKTa ¥ BO3MOKHBIX [IOOOYHBIX
9(pPeKTOB, CBA3aHHBIX C [IPOBEAEHVIeM TeHOTepareBTI4eCcKOl IpoLeAypbl



IlepBoe ycrieltHOe JAe4eHUe MeTOogaMy TIeHOoTepalmy OBLAO
ocy1ecTBAeHO 0K0a0 20 aeT Tomy Hasag B CIIIA B oTHOImIEHUN
MOHOTEHHOIO 3a004eBaHMsI — CA0KHOIO KOMOVHIPOBAaHHOIO
MMyHOZeduira, 00yCA0BA€HHOIO HeAOCTaTOYHOCTBIO (pepMeHTa
ageHo3nHae3aMmHasel (ADA). D10 peakoe ayTOCOMHO-peLjeCCUBHOE
3a00aeBaHUe.

Havarel KaAMHUYeCKMe WCIBITaHNMsA TIeHOoTepaluy MMUOAUCTPOPUN
AIoIeHHa, ceMeIHO InIepxoAecTepuHeMuY, MYKOBUCIINA03a,
remobuann B, Oozaesznu ['omre. B oTHOIEHNN HECKOABKMX AECSATKOB
APYTUX MOHOTEHHBIX 3a004eBaHUIl MeAVLIVHCKNE ITPOTOKOABL
KAVHIYECKNX VICIBITAaHNI HAXOAATCS Ha cTagun yreep>kaeHust. OgHaKo
0oaee Tpex yeTBepTell YTBEP>KAEHHBIX AASl KAMHNYECKVX VICIIBITaHUI
reHOTepalleBTIYeCKIX IIPOeKTOB CBA3aHO C IIPo0AeMaMU OIIyX0A€BOTO
pocTa U AedyeHleM OHKOAOIMYecKMx 3a0oaeBaHuI. TeM He MeHee, B
HaCTOs1II]ee BpeM:I ellle paHO TOBOPUTH O HIVPOKOM MCIIOAb30BaHNN
METOAOB reHOTepaln AAsl A€4eHNsI HacAeACTBeHHBIX 3a00AeBaHUIA.



meyprmquKoe AeyeHre

Xupyprudeckoe AedyeHre HaCAeACTBEHHBIX 001e3Hel 3aHIMaeT
CyILLIeCTBEHHOe MeCTO B CICTeMe MEeAVIIMHCKON IIOMOIIN. DTO CBA3aHO C
TeM, 4TO:

P BO-TIepBbIX, MHOIVIE (POPMBI HaCA€ACTBEHHO I1aTOAOINI
COIIPOBOXKAQIOTCSI MOP(POTeHeTIeCKIUM Y OTK/AOHEHUAMI, BKAIOYas
IIOPOK! Pa3BUTIH.

» Bo-BTOPEIX, paclipeHyie BO3MOXHOCTEM XUPYPIIUYECKON TeXHIIKI
cAeAaa0 AOCTYIIHBIMI MHOTMe TPYyAHBIE Ollepalii.

» B-TpeTbux, peaHnManisl U MHTeHCHUBHAs Tepalilisi HOBOPOXKAEHHBIX C
HacAeACTBEeHHBIMI DOAe3HIMYI COXPaHSIOT JKMUSHD, V1 TaKlie [IallVIeHThl
HY>KAAIOTCSl B IIOCAeAYIOIell XUPYypTEecKoy IIoMo1ny. XupyprudecKyio
IIOMOIIb OOABHBIM C HaCAeACTBEHHOI I1aTOA0TIel B 00111eln popme
MO>KHO I104pa3AeAnTh Ha 3 BiAa: yAadeHle, KOppeKIIns,
TpaHcAaHTanysl. Onepanuy 4acTo MOTYT paccMaTpUBaThCs Kak
yCTpaHeHye CUMITOMOB 00ae3H1. O4HaKO B HEKOTOPBIX CAydasixX
XMpyprudeckas IIOMOIb BEIXOAUT 3a paMKI CMIITOMaT4eCKOIo
AedeHIs], IO cBoeMy 9 ¢eKTy NprdAMKasACh K IaTOTeHeRMYeCKOMY
A€YEHUIO.



Hamnpumep, 4454 3aMeHeHMsI IIyTH I1aTOAOIMYECKOro IIPeB]

CyOCTpaTOB aTOAOIMYECKNX peaKLIMil MOXKHO MCIIOAE

XUPYpIrideckoro 1myHTuposanus. I1pu rankoreHos:

aHaCTOMO3 Me>XKAy BOPOTHOM ¥ HV>KHEN 1040

I Ipumepamu oO1IeXpyprudeckmx BiA0B

I10 II0BOAY HacAeACTBEHHOIO II0AMIIO3a T

CIIA€HDKTOMIS IPY IeMOIrA00MHOIIa

peTnHO01acTOME, IOYKM - IIPU OL

psiAe caAy4yaeB XUpPyprudeckoe

Tepanuu. Hanpumep, 1ip

11.1€yC Y HOBOPO>KAEHHE

1HeBMOTOpakKc. VM To,

boarmmoe mecro

PEKOHCTPYKTHE ITp1 He3apallleHn

BEpXHEN I'y0 1 OTAEAOB
OpPEeKIIY KOCTHO-




TpaHcniaanTanyss opraHoB 1 TKaHell Kak MeTO4 AeYeHIs |
0o0ae3Hel1 Bce D0AbIIIe BXOAUT B IPAKTHKY.
TpaucniaanTanus ucpasAaseT IaTOAOIMYECKIE
Hac/leACTBeHHBIX HapyIleHu. Ilomnmo 1epece
Pa3zpabaTbIBalOTCsI METOABI IIepecaaKit Kae

3aHIIMaeT KAI0UeBOe MeCTO B IIaTOTeHes3e

oOMeHa. [ Ipu mykomnoancaxapmuaosa

Ky AbTVB/POBAHHBIX (PprOP00AaCTO

Kak 20410 niepeca’keHHbIe KAe1

KaKoe KOANYeCTBO VX Tpel
IIPeACTOUT ellle BBLACHI

B zakarouenmne cae
XUPYPINYECKOTO 4
ICIIOAB30BaHHI bMa I1epPCIIeKTVBbI







