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Meouuunckas IH3UMOI02UA

* OnHO U3 NEePCIEKTUBHBIX HAIPABICHUM HCCIIEI0BAHUS
(h€pMEHTOB — MEIUIIMHCKAS YH3UMOJIOIHS — SBUJIOCH
JTOTMYECKUM Pa3BUTHEM OOIIET0 OMOJIOTMYECKOT0 YUCHHUS O
dbepmenTax. K HacTosiieMy BpeMeH! OIy4YeHbI
yOeIUTEIIbHBIE JOKA3aTEIbCTBA, YTO COBPEMEHHAsS OUOJIOTHS U
MEIUIIMHA TOBOPST Ha SI3bIKE SH3UMOJIOTHUH U UTO
BO3MOXXHOCTH IIPUMEHEHMS (DEPMEHTOB B MEIUIIHE
TEOPETUYECKHU Oe3rpaHUYHbl. B 4aCTHOCTH, YE€TKO
ONPEICININCh TPU OCHOBHBIX HAIIPABJICHUS UCCIIEAOBAHUH B
00J1aCTH MEIUIIMHCKON YH3UMOJIOTUH: IH3UMONAMOTIO2UA,
IHIUMOOUAZHOCMUKA U IHZUMOMEPANUAL.



DH3UMONMOTI02US

Obnacmsv ucciedo8anusi IHZUMORAMOIOZUN, XOMS U BKAOYAEN
Ha38aHUe namonocuu (yueHue o NPUYUHAX U MeXaHUuIMax pa3eumus
Oo/e3Hell), Ha camom Oelle S6JISIeMCs MeopemuuecKoll,
@yHOAMEHMANbHOU YACMbIO MEOUYUHCKOU dH3UMORo2uu. OHa npu3eana
U3YUAMb MOJIEKVISAPHbIE OCHOBbL PA3BUMUS NAMON02UUECKO20 Npoyecca,
OCHOBAHHbIE HA OAHHBIX HAPYULEHUSI MEXAHUIMOB Pecylayuul
AKMUBHOCMU UIU CUHME3A UHOUBUOYAIbHO20 (hepMeHma, Ui epynnol
pepmenmos. Depmenmol 8bINONIHAION HE MONLKO YHUKATIbHbIE KAMa-
JumuyecKue QyHKyuu, Ho u, 001a0as 8blPaANCeHHou
OP2AHOMPONHOCMBIO U BbICOKOU CNeYUDUUHOCIBIO OeUCMEUsL, MO2YM
ObIMb UCNONL30BAHBL 8 KAUECMBE CAMbIX MOHKUX U U30UPAMETbHBLX
UHCMPYMEHMO8 0l HANPAa81eHHO20 8030€UCMBUsL HA NAMOJI02UYECK UL
npoyecc. Kak uzsecmno, uz bonee uem 08yx mvicsid HACA€0CMBEHHbLX
OonesHell Yel08eKa MOJLeKYIAPHbLU MEXAHUIM PA36UMUSL BbISICHEH
MOIbLKO Y 08YX — mpex oecamkos. Hawe ececo pazsumue 60ne3HU
HenocpeoCmEeHHO C8A3AHO0 C HACIe0CMBEHHOU HeOOCMAMOYHOCMbIO UlU
NOJIHLIM OMCYMCMBUEM CUHME3A 00H020-OUHCMBEHH020 (hepMeHma 6
opearuzme 60IbHOZO.



Tunuunvim npumepom noO0OHOU C853U OONIe3HU C OMCYMCMBUEM CUHME3A 8 NeYeHU
cneyuguuecko2o hepmenma A815emcs PeHUINUPOSUHOCPAOHASL ONUL0PPEHUSL — HACTEOCTNBEHHOE
3abosesanue, npusoosulee 8 panHem demcmae K cubeiu peOeHKa uiu K pa3zeumuro msiceioi
ymcemeennou omemanocmu. MonexynapHulil Oeghexm Oone3nu 3aKiouaemcs 8 OJ10KUpPO8aHUU
npespawerus He3ameHUMou amunokuciomsl penunairanuna (Pen) 6 muposun (Tup)

Oka3zanocs, umo epmenm, Kamanrusupyowul 0anHyo peakyuro, — Qen-4-zuopokcunaza, mouHee
Den- 4-moHOOKCULEHA3A, — He CUHMEUPYEMCS 8 KIIeMKAX NeYeHU, eOUHCMBEHHOM Op2aHe, 20e OH
8 Hopme omkpuim. Credcmeuem 3mo20 MONEKYIAPHO2O HApYUuleHUus 0OMeHa (heHunalanuna
ABNAEMCI PA3BUMUE MANCETI020 HACIeOCMBEHH020 3a001e68aHUs, 00YCI08IEHHO20 U30bIMOYHBIM
HAaKONJIeHUeM CAM0o20 QeHUNAIaHUHA U NPOOYKMO8 e20 NOOOUHO20 NYMU 0OMeHa —

G eHunnuposuHO2paoHOl KUCIOMbL (0mcto0a U Hazeanue 00J1e3HU) — 8 Op2anHu3me, 8 YaCMHOCIU 8
MKAHU M032d U CbIBOPOMKe Kpo8u 001bHbIX Oemeil. OObluHO OuasHO3 CMassam Ha OCHOBAHUU
XUMUHECKO20 MemOo0a OMKPbIMuUs eHUNANAHUHA UTU HEeHUTNUPOBUHOCPAOHOU KUCIOMbL HA
nenenkax oemell. Jleuenue 8 0CHOBHOM C800UMCS K UCKTIIOYEHUIO U3 NUMAHUS pebeHKa (6 mom
yucie u U3 MOJIoKa mamepu) aAmMuHOKUCIOMbl heHuNananuna. s maxkoeo pebenka mupo3un
0Ka3b186a€Mcsl He3aMeHUMOU AMUHOKUCTIOMOLL.
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Ananoeuuno, pazsumue 0py2020 msAMcen020 Ha- C1e0CMEEHHO20
3a001e6aHUS — 2AIAKMO3EMUU, MO eCb HeNnePeHOCUMOCHb MOIOYHO20
caxapa, césa3amHo ¢ omcymcmeuem CUHmesda 8 Kiemkax neuenu pepmenma,
Kamanuzupyrowe2o npespawjerue 2aiakmosul 6 eaokosy. Cieocmaeuem
NOOOOHOU AHOMANUU SBAAEMCS HAKONeHUe 2AlaKmo3bl 8 MKAHAX U
paszsumue Kamapaxkmul 8 paHHeM 0emcmee, NopaiCeHus mKamneu neveHu u
M032a, HepeoKo Npuoosuue K cubenu pebeHKa, leyeHue 8 dmom ciyuae
CB00UMCSL K UCKAIOUEHUIO U3 OUembl MOJIOYHO20 Caxapa

Ilomumo nHacneocmeenHvIX 3a00/1€8aHUL, IHZUMONAMON02US YCHEULHO
peuiaem u npooneMbl NAMO2eHe3A COMamuydecKux 00ae3nel, He CMoabKo
NPUYUHHBIX (DAKMOPO8, 8bI3bI8AIOWUX PA38UmMUE DONIe3HU, CKOILKO
MEeXaHu3Mo8 paszeumusi Hauboiee pacnpocmpaHeHHbX Oone3Hell Yel08eKd.
B uacmnocmu, opeanuzosansl KpynHusle Hayunvle yeumpol u Hayuno-
uccie008amenbCKue UHCMUmymol , 8 3a0ai)y KOmopbvix 6X00Um 8blICHEHUE
MONEKYIAPHBIX OCHOB, Hanpumep, 310Ka4ecmeeHHo20 pocma,
apmepuoCKiIepo3a uiu pesmamouonsvix apmpumos. Hempyono
npeocmasumb 02POMHYIO POJlb DEPMEHMHBIX CUCIEM UL 0AXHCe
OMOENbHbIX (hepMenmos, HapyuleHue pe2yiayuy AKMUHOCMuU Ul CUHmMe3a

KOMOPbIX NPUBOOUM K PA3BUMUIO, (DOPMUPOBAHUIO NAMOJIO2UYECKO2O
npoyecca



DHIUMOOUACHOCMUKA

BTopoe HamnpaBieHre Hay4YHbIX UCCIIEIOBAaHUM B 001aCTH MEIUIIMHCKOM
YH3UMOJIOTUU — IHZUMOOUAZCHOCMUKA — TIPU3BAHO 3aHUMATHCS pa3pabOTKOM
(epMEHTHBIX TECTOB, OCHOBAaHHBIX HA ONPEJCICHUN aKTUBHOCTH (YPOBHS)
(bepMEHTOB U M30()€pPMEHTOB B OMOJIOTHUYECKUX KUJAKOCTIX OpraHu3Ma 00JIbHOTO
(CBIBOPOTKA KPOBH, KEITYJOYHBIN WIN TYOJACHAIBHBIN COK, CIMHHOMO3IOBAas
KHUJAKOCTb, MOYa U AP.).

OTH UCCIEI0BAHUS PA3BUBAIOTCS B IByX HAINPABICHUAX: 80-HEPEbIX, TI0 Ty TH
MOMCKA OPraHOTPOMHBIX WJIM TKAHETPOIHBIX (DEPMEHTOB, CIIEIU(PUUHBIX IS
OIPEAECIIEHHOIO OpraHa, rpymibl OPraHoB WK [EIOCTHOIO OPraHnu3Ma 4YeIOBEKa;
60-6MOPHIX, 110 IYTU COBEPUICHCTBOBAHUSA YKE OMMCAHHBIX B JIUTEPATYPE
METOJIOB OIPEICIICHUS] aKTUBHOCTH (DEPMEHTOB B Onocpeaax. Jluarnoctuueckas
OH3UMOJIOT Y JOCTUIIIA OTPOMHBIX YCIIEXOB, IOMOTas Bpadyy HE TOJBKO B
OCTaHOBKE MPaBWJIHLHOIO IMArHo3a 3a00JICBaHUS U BBISICHEHHS CTEIICHU
TSHKECTU O0JIC3HH, HO M B ONPEACIICHUM TPABUIIBHOCTA U30paHHOTIO METOAA
nedyeHus. B Hacrosiiee BpemMs pa3pad0TaHbl KOJIMYECTBEHHBIE METO/Ibl aHATN3a
MHOTHUX PAacIpOCTPaHECHHBIX ()EPMEHTOB, BBISBISIEMbIX B OMOJIOTHYECKUX
KUJIKOCTSX MPHU MOPAXKEHUU PA3HBIX OPTraHoB. J[JIsl KaXK10ro U3 3TUX (PEPMEHTOB
onpeAeaeHbl KOHTPOJIbHBIC BEJIUUYHHBI (YPOBHU) AaKTUBHOCTH U MIPEACIIbI
K0JICOAHUSI B HOPME KaK B CBIBOPOTKE KPOBH, TaK U B CAMOM OpraHe



Jluaenocmuueckas yennHocms ghepmenmos cyuyecmeenHo no8blCULACL NOCIe BHEOPEHUS. 8
KJIUHUYECKYIO NPAKMUKY Memo008 onpeodeieHus U30ghepmenmos, pasiudarouuxcs npeumyuiecmeeHHo
PA3HOU 91eKMPOhopemuyeckoli NOOBUNCHOCMbIO, XOMSL U HAOENeHHbIX 00OUHAKOBOU OUOI02UHECKOl
aKmueHocmowio . B amoti cesa3u cnedyem b6onee noopooHo paccmompems OUACHOCMUYECK)HO
3HAYUMOCIb 08YX (hepMeHmo8, onpedenenue U30PepmMeHmHblX CHeKMpPOo8 KOMOPbIX BHEOPEHO NOUMU
80 8cex 1abopamopusx KIuHu4eckou xumuu mupa. llepsvim u3 HUX A6715emcst YNOMUHABUIASACS BblULe
aakmamoezuopozenasa (JI/[I'), komopas kamanuzupyem oopamumoe npespaujerue
NUPOBUHOCPAOHOU KUCTIOMbL 8 MOJOUHYIO KUCTOM).

Cnedyem noouepxrymo, umo JI/[I' saensiemcs kiouesovim hepmenmom aHa’apooHo20 obmeHa y2neso008
80 BCEX JICUBLIX OPESAHUBMAX, ONPeOeisisi CKOPOCHb 00PA30B8AHUS FIHEPSUU 8 BUOE
aoenosunmpughocghama (ATD). JII" — wupoxo pacnpocmparneHHwlll hepmeHm, OH CUHMEIUPYemcs
noumu 80 8cex KiemiKax OpeaHu3Ma 4eiosexd.

Ilpu opeanuueckom nopasicenuu cepOedHot MbluiYybl, Hanpumep npu UHGaApKme MUokapoa, 8
CbIBOPOMKE KPOBU PE3KO NOBLIUAENICS YPOBEHb He MONbKO 00uell 1aKkmamoe2uopo2eHasvl, HO, Ymo
OUEHb BANCHO OJISl MOYHOCIU OUACHO3A, IMO NOBbILUEHUE NPEUMYUECTNBEHHO 00)C08NEHO
uzoghepmenmamu 1 u 2, coomeemcmeenno H4 u H3M1 .

C Opyzoti cmopoHbl, NPU NOPAINCEHUAX CKELeMHOU MYCKYIamypol, a MaKdHce npu 60CNAIUMENbHbLX
npoyeccax nedeHu (cenamumol) Ui npu 6UPYCHbLIX NOPAHCEHU- SIX MKAHU NeYeHU , U HAKOHeY, npu
OMpPAGLeHUU Ye- MblPEXXA0OPUCTIbIM Y2NePOOOM UNU OPY2UMU S0aMU, KO20A NPEeUMY U eCBEeHHO
NOpad*CAemcsl NeYeHsb, 8bl3bl8dsi HeKPO3 MKAHU , U30(hepMEeRMHbLIL CHEKMD nepemewaemcsi cliesda
Hanpaso (mo ecmo yposHU 5 u 4 uzogpepmenmos JI/[I" pezxo nosvluaromes npu noumu HeusmMeHeHHOM
yposHe 1 u 2 usopepmenmos). Imu pe- 3y16mamol O4eHb 8ANCHBL OJI5 leyauje2o 8paid, KOmopblil Ha
OCHOBAHUU 2/IABHBIM 00PA30M KIUHUYECKOU Kap- MUHbl 00J1e3HU, 1a00pamopHbiX OAHHbIX,
anekmpogope- muyeckou kapmuuwvl cnekmpos JI/{I" cmasum okoHuamenvHwulli OUASHO3 U NpUCmynaem
K JleyeHuro 6onvHo2o. Ecmecmeenno, umo memoowl Jieuenusi 0y0ym pe3Ko Omiu- 4amubCsl, U 8 8bloope
IMUX MEMOO08 HEMATYIO POib uepaem uzogpepmenmusiii cnekmp JI{I" cepoeynozo unu mMululeyHo2o
muna



*  Bmopuvim pepmenmom, ouacHocmudeckas UeHHOCMb KOMOpPO2o euje 8blule,
8 0CcoOeHHOCMU NPU UHGaAPpKMe MUOKAPOA , AGIAemCsl
kpeamungocgorxunaza (KO@K), kamanuzupyrowas ouocurnmes
kpeamungocga- ma uz kpeamuua u ATD

* Kpeamungocghoxunaza — xnrouesou ghepmenm b6uo- cunmesa
MAKPOIP2UHLECKO20 (HAOENeHHO20 UL CO0epP- HCAULe20 8blCOKUL
dHepeemu4ecKull NOomeHyual) cyocm- pama — kpeamungocgama,
ueparowe2o Hapsoy ¢ ATD evloarowyrocs ponv 6 buoIHepeemuKe
cepOeyHoU Mbluuybl U 8ce2o op2anuzma. Oxazanoce, umo monexyia KOK
MAaKice cocmoum u3 08yx munos cyoveounuy: u3z M-muna (mo ecmo
MblUEYHblU mun, om auei. muscle) u B-muna (mo ecmo mo320601; om
anen. brain); coomeemcmeenHo 8bl0eNeHbl U OXAPAKMEPUI0BAHbL MPU
usoghep- menma KOK, komopuie 0003Ha1aromes IAMUHCKUMU OYKeamu.
MM-uszopepmenm (mbluieuroviu mun), npeumMyuyeCmeeHHoO XapaxKmepHblil
0J151 NONEPEUHO-NONOCAMOU MyCKynamypul, BB-uzopepmenm (moseo6oi
Mun, NPeUMyUjeCmeeHHO COOEPHCUMCS 8 MKAHU MO32a) U CMEULAHHbLU
mun, oboznavaemviii MB-uzogepmenmom, komopwlii cOOepIHcUmcs
MONBLKO 8 CepOeUHOU Mbludye. Yuumviéas smu OaHHbvle, 8 YACMHOCMU
op2anompon- Hocms uzopepmenmos KOK, npu opeanuveckux uiu
DYHKYUOHATLHBIX NOPANCEHUSX IMUX MKAHEU 8 CblBOPOMKE KPOBU
00IbHO20 NOABIAIOMCA 8 HOpMe omcymcemayrwue uzogepmenmovl KOK, u,
COOMBEMCMBEHHO, OHU OMKPBIBAIOMCS NPU dleKmpoghopese.



Jluacnocmuueckas 3H3UMON02USL OOCMURTLA 3HAYUMETIbHBIX YCNEX08 NPU
NOCMAaHo8Ke OUacH03a Ooe3Hell He MONbKO YKA3AHHbIX OP2AHO08, HO U OPY2UX, 8
YACMHOCIMU NOYEK, NOOHCETYOOUHOU JHCele3bl, HCeNYOKAd, KUUMEYHUKA U T1e2KUX .
[llupoxo ucnonv3yrom 6 KIUHUYECKOU NPAKMUKe, Hanpumep, onpeoeieHue
MPAHCAMUOUHA3BL 8 CHIBOPOMKE KPOBU — (hepMenma, om- Kpblmo2o MojlbKo 8
MKAHU NOYEK U NOOAHCENYOOUHOU JHce- J1e3bl; ULU ONpedensiton aKMusHOCmb
Gepmenma cucmu- 0aszvl, OOHAPYHCEHHO2O MOJIbKO 8 KIeMKaX Ne4eHu U
anuodepmuca xodxcu. CoomeemcmeeHHo, NPU OP2aHU4ec- KUX NOPANCEHUSIX IMUX
0p2aH08, BOCNAUMENbHBIX NPOYECCax, mpasmax, XupypeuieckKux
BMeuamenbCmaeax 68 CblBOPOmMKe Kposu OONbHBIX NOAGIAIOMCA YKA3AHHbLE
Gepmenmsl, 8 HOpMe omcymcemayrujue 8 celeopomke. Ecmecmeenno, umo 30ecw
NnpeoCcmas/ieHsl TUlb OMm- 0elbHble NPUMEPLL U3 OONIbULI020 YUCIA (hepMeHm 08,
onpeoesieMvlx 8 KIUHUKe, U ONUCAHBL MOJIbKO HEKOMOopble OO0/Ie3HU U3 U3BECTHbIX
noumu 10 moicsau 6onesneil yenogexka. QOOHAKO U U3 IMUX NPUMEPOE MONCHO
coenams 3aKaoyerue, 4mo hepmeHmuas OUASHOCMUKA MONCEM CLYAHCUNMb
OCHOB0U He MOAbLKO 0JIsl HOCMAHOB8KU NPABUTLHO2O0 U, UMO CAMOE 21AB8HOE,
c80eB8pemMenn020 OuasHo3a Oole3HuU, Ho U OJisl nposepKu I pexmusrocmu
npumersiemo2o memooa nederusi. Qo1adas 8blCOKOU CneyuuduUIHOCMbIO
oelicmausi, hepmeHmol NPUMEHSIOMCS 8 KA4eCcmee CamblX MOHKUX U
U3OUPAMENbHBIX UHCMPYMEHMO8 8 HANPABIeHHOM 803- OCUCMBUU HA MeYeHUE
nrobou namonozuu. O cmenenu NOpaXtceHust OpearHo8, bUOMeMOPaH K1emoK u
CYOKIEMOUYHBbIX CMPYKIMYD, O MANCECU NAMOTIO2ULECKO20 NPOUECCA MONCHO
Cyoums no NOAGNEHUIO (UL PE3KOM) NOBLLUUEHUIO YPOBHS) OP2AHOMPONHBIX
Gdepmenmos u uzoghepmenmos 8 cbleOpPoOmKe Kposu OOIbHBIX, YUMO COCMAGILEm
npeomem OUA2HOCMUYEeCKOU SH3UMOIO2UU.



IH3umMomepanusi

TpeThe HanpaBiICHUE MEIUIIMHCKOW SH3UMOJIOTUH — IH3UMOTEPAIus, T.C.
UCIIOJIb30BaHUE (DEPMEHTOB U MOAYISITOPOB (AKTUBATOPOB U HHTMOUTOPOB)
nercTBUsl GEpMEHTOB B KAYECTBE JIEKAPCTBEHHBIX CPEACTB, UMEET MOKA HEOOJbIIY IO
ucroputo. Jlo cux mop padOThI B 3TOM HalPaBJICHUU MTOYTH HE BBIXOMST 32 paMKHU
AKCIIEPUMEHTA.

HckirroueHne COCTaBIISIFOT HEKOTOPBIE MPOTENHA3BI: NEIICUH, TPUIICUH, XUMOTPHUIICUH U UX
cMecH (a00OMUH, XUMOIICHH ), KOTOPBIE IPUMEHSIOT JJIsl ISUEHUS psijia 0oJie3HEN
MUILEBAPUTEIBHOTO TpakTa. [fToMuMo nipoTenHas, paa Apyrux GEepMeHTOB, B

yactHoctr PHKa3za, JIHKaza, ruanmyponngasa, KojareHasbl, 3J1acTas3bl, OTACIbHO WU B
CMECH C MPOTEUHA-3aMU UCTIOJIB3YIOTCS MPU OKOTaX, 1J1sl 00paOOTKHU paH, BOCHAIUTEIbHBIX
04aroB, yCTPAHEHHUS OTEKOB, TEMATOM, KEJIOUIHBIX PYOIIOB, KABEPHO3HBIX MPOILIECCOB MPHU
TyOepKyJie3e Jerkux u Ap. DepMeHThI MPUMEHSIOTCS TaKXKe JIJIs JICUCHUS CePJIeUHO-
COCYJIUCTBIX 3a00JICBAaHUI,pAaCTBOPEHHUS CTYCTKOB KpOBU. B Haleil ctpane pazpadoTaH
NEPBBIM B MUPE Mpenapar UMMOOUIIU30BAHHOM CTPENTOKUHA-3bl, PEKOMEHI0BAHHBIN J1JIsI
JedyeHus uHpapkTa MuoKapa.

KaﬂﬂI/IerI/IHI)I — d)CDMCHTI)I KUHUHOBOMW CHUCTEMBbI HUCIIOJBb3YIOTC AJIsI CHUKCHUA
KPOBAHOI'O JAaBJICHH.

BaxHoit 1 MHOTOOOECIIaroel 001aCThI0 SH3UMOTEPAIINH SIBISCTCS

NPUMEHEHNE HHTHOUTOPOB (pepMeHTOB. Tak, €CTECTBEHHbIE HHTUOUTOPBI NPOTENHA3 (O, -
TPUIICHH, 0l;-XUMOTPUIICHH, 0-MaKpOIJIOOYJIMH) HALLIM IPUMEHEHUE B TEPAIIUU OCTPhIX
MaHKPEAaTUTOB, apTPUTOB, aAJJICPrUUCCKUX 3a00ICBaHUM, IIPU KOTOPBIX OTMEUACTCS
aKTUBAIMs IpoTeoar3a nhUOPpUHOIN3a, COMPOBOXKAAIOIIAICI 00pa30BaHUEM
Ba30aKTUBHBIX KHHHHOB




