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BCTVII

Byke maBHO BiZoOMoO, i MPO 1ie MOCTIHHO CBIYMTH JOCBIJ BUKOPHUCTAHHS
¢dapmakoTepamnii SK HalOIIBII MONIMPEHOTO 1 yHIBEpCAIBHOTO METONY
JIKyBaHHS JIIOJeH, IO peakilis OpraHi3My Ha JIiKapcbKi 3aco0M 3aBXKIU
iHAuBinyanbHa. B ogHuX 0Cci0 epeKTHBHICTH PI3HUX JIKiB IIpU Oyab-
SIKOMY 3aXBOPIOBaHHI MOXe OyTH BUCOKOIO, B IHIIMX, HAaBIAaKH, BOHA
HEJOCTaTHs i HeJgoBrorpusaia. Kpim toro, OyBaroTh BUIAIKH, KOJH Y
IesiKkiuX 0ocid y mporeci ¢papMakorepamnii BHHUKAIOTh HETHIIOBi, Haldac-
Time HeTaTHBHI ePeKTH. |[HKOIW TPamisIoOThCs POAWHHI MPOSBH TaKUX
peaKiii.

YrmponoBX TPHBAIOTO Yacy KpaWHI BIIXUICHHS IHIWBIAyaTbHUX
peakiiif Ha JiKapchKi 3aCO0M BBAXKAIHCh PiIKICHIM HETHUIIOBHM SBUIIEM,
BUIIAJIKOBICTIO, KaNPU30M MPUPOM. IX NPOSAB y OKPEMHX TPyl HaceJeHHs
He OyB 3apeecTpOBaHWI, BAXKIHUBICTh — HE yCBigOMIIeHa. Toni me He
IOMyCKaJoCh, MO KpaifHi BIAXWIIEHHS peakmii )KUBUX OpPraHi3MiB Ha
JKapCchKi 3aCO0M 3yMOBIIOIOTHCS BiAMOBITHUMHU OiOJOTIYHHMH 3aKOHAMHU.
He icHyBano Tako 3aJOBIIbHOI'0 MOSICHEHHS MOXOKCHHS HETHIIOBUX
TOKCHMYHHMX peakliii Ha TepameBTHUYHI N03M JiKapchbKUX 3ac06iB. Ix
BIJHOCHIIM 1O KJACHYHHUX aJepTidHUX NPOsABiB abo M0 peakmiil TUmy
I'excxeiimepa, abo BBakalu 3a JIKapPChKYy 1M10CHHKpPAa3io.

VY 60-x pokax XX CTONITTS B pe3yJibTaTi CIIOCTEPEkKEHb HaJ MOPiB-
HSIHO BEJMKMMH TPYIaMU HAacCeJEHHs CTallo 3p03yMiJUM, IO KpahHi
BIIXMJICHHS peakiii opraHiaMy Ha JIKapchbKi 3ac00M He € BHIAJKOBICTIO,
a mposiBoM 700pe Bijomoro y Giosorii noniMopdizmy. Tenep BBaxaroTsb,
110 OJHUM 13 BaXKJIMBUX JOCSATHEHb MOJEKYJSIpHOI Oiosorii XX cTomiTTs
€ mosiBa 1 PO3BUTOK HOBOTO HayKOBOTO HAMpsMKY y (apmakosorii i
dbapmakorepamnii — ¢papmakoreHeTuku. BoHa BuBuae ocobauBOCTI aii
JKapChKUX 3ac00iB HAa OPraHi3M JIOJIel 1 TBapHH 3aJeXHO BiJl TEHOTHUITY.
3aBasiuyl04n cBOiM 3700yTKaM, papMakoreHETHKa BXKE JaBHO cTala
MOJICKYJISIPHOIO OCHOBOK cydacHoi ¢apmakoiorii. Kpim Toro, dapma-
KOTeHeTHKa BUpOOMIIa 6arato peKoMeHAamiil Mmoo pamnioHaJbHOTO BHKO-
pUCTaHHS JIIKapChKUX IpernapaTiB Ha MpakTULi. BpaxyBaHHs iX crnpu-
STUME 3JIHCHEHHIO Cy4yacHOI KOHIeNuii ¢apmako- i XximioTeparmii: Kox-
HOMY XBOpPOMY — IHAMBIJyaJIbHYy NpOTpaMy BHUCOKOE()EKTHUBHOTIO I
0e31evHoro JIiKyBaHHS.

VY cBiif yac MM Hamarajucs 3BEpHYTH yBary HayKoOBOI IpOMaJChbKOCTI
Ha HeOOXiJHICTh MOJNaNbIIO] PO3POOKM MPOBIAHUX HpobieM dapma-
KOTEHETHKH 1 BUBYEHHS IX Yy MEIMYHHUX By3axX KpaiHu. 3 mi€0 MeTOolo
Oyno omyOmikoBano 2 monorpadii (1976, 1981), nonax 1ecsATOK OTISIOBHX
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cTaTeil y TakuMX MPECTIKHUX KIIHIYHUX XypHamax sk "BpaueOuoe
neno" (1974, 1975), "TepaneBtuueckuit apxus" (1977-1980), "Knunnuec-
kas menunuaa" (1977-1982), "Xupyprusa" (1976), "Coserckass meguuna"
(1977), a takox y xyprHamax "®apmanusa" i "dapmameBTHUCCKUN
xypuan" (1978). Kpim Toro, Menudna rpomMaacbkicts Oyna inpopmoBana
npo posxin "Knuamdeckas papmakoreHetrnka" B "CHpaBOYHHKE MO KIIH-
Huueckoil dapmakomornu u dpapmaxorepanuu" (Kues, 1986), a crynentu
MEINYHUX BY3iB — B migpyunHuky "®apmakomorus" (Kumes, 1980) i
HaBYabHOMY TociOHHKY "®apmakoreneruka" (Tepuomins, 1978). Maco-
BUM THpaxeM BHAaHa Opomrypa "®apMakoreHETHKa W JICKapCTBCHHBIC
cpeactBa" (Mocksa, 1975; Codisa, 1977). ¥V nux BHAAHHAX BiI3HAYAIOCH
BEIMKE MpPaKTHYHE 3HAa4YeHHA (HapMaKOTEHETHKH JUISI MEAMLHUHU 1
BeTepuHapii.

Hemonmasno comigna rmaBa mix Haszporo "KiiniuHa ¢papmakoreHeTnka'
Oyma HagpyKoBaHa B HaBUaibHOMY mociOHuky "Kminiuna ¢apmakomoris”
(XapxkiB, 1995), cTBOpeHOTO TpyHoOIO XapKiBChKHX HAayKOBIIIB IIiJ
penakiiero [.K. Jlarorysa, JI.T. Manoi i A.fl. Iluranenka.

OpnHak, IbOT0 BUSIBMJIOCH HeAOCTaTHHO. CrpaBa 3alMIIMIIACH JIMIIE
Ha piBHI iHpopmamii mpo icHyBaHHA (apMaKOTEHETHKH SK HOBOTO
HayKOBOTO HAmpAMKY B (apmakosorii i MeIuIuHI. 3aJHIIHINCS TiTbKH
B MEPCIEKTHBI K HAYKOBI PO3poOKHW B Iiif Tramys3i MOJEKyIsipHOI Oio-
jmorii, Tak i mpakTH4YHE BUKOpPHUCTaHHA ii 37400yTkiB. Jlo mux mip y
MiApy9YHUKAX IS CTyJCHTIB-MEAMKIB YCiX PiBHIB akpenurtamnii mume
3raxyeThes mpo ii icHyBaHHS. He mabarato kpama crmpaBa 3 AOBITHUKAMH
JMiKapChKUX 3ac00iB. Llelf BaXTUBHI PO3IiT HAYKM Y BUIIUX HABYATBHUX
3aKjiafjax YKpaiHU L€ HE BHUBUYAETHCS.

3TiAHO 3 MM, HAMH 3aIIPONOHOBAHO, AK KpaifHi HEOOXiTHICTH CHOTO-
JICHHS, CTBOPUTH HaBUANBHUHA MOCIOHWK 3 (papMaKOTEHETHKH 1 TaKUM
YUHOM CIIPUATH BKIIOYCHHIO ii B TUIAH MiATOTOBKH MOJOJWX CIICIaTiCTiB
3 MEIWIUHH, BeTepuHapii i Oiomorii.



1. 3araabHa papmakoreHeTuka

1.1. 3micT, ocHOBHI npodJemu i 3aBAaHHA (papMaKore-
HETHKH

Jlixapcpki 3aco0u B OpraHi3Mi BCTYNalOTh Yy CKJIaJHI
B3a€EMO3B'SI3KM 3 JKMBUMH CTPYKTypaMH pI3HUX pIBHIB opra-
Hi3amii (KJITWH, TKaHWH, OPTaHiB, OPTraHi3My B LiJIOMY), a Ha
MOJIEKYJISIpHOMY DPiBHI — 3 BiANOBiAHMMH cyOcTpaTaMmu, 30KpeMa
3 KOMIIJIEKCAMH MOJIEKYJl, 3 OKpEeMHMH MoJjeKymnamu, abo ix
YacTUHaMH, TOOTO 3 penenrtopamu. [lin penentopaMu MPUHHSITO
BBaxaTu cyOcTaHIii, ski 3HaAXOOATHCS B KIITHHAX abo B iX
MeMOpaHax i € crnenupiyHUMH OilKaMu, IO B3aEMOJIIOTH 3
BIJMOBIIHUMHU CHJIOTCHHUMHU YU JIKapChbKUMH 3aco0amMu, Ha-
NPUKIIad, XOJIHOPEHENTOPH 3 aleTUIXOJIHOM, aJpeHOpeIer-
TOPH 3 HOpPAAPEHAIIHOM 1 agpeHaiHOM, TiCTaMiHOPEIENTOPH 3
ricramiaoMm tomo. Kpim cmenudigHuX penenTopiB, JTiKapchKi
3aco0M MOXYTh B3aEMOJIATH 3 BIANOBIIHUMHU paJUuKaIaMU
OiNKiB OpraHiB i TKaHWH — anbOyMiHIB, HEPMEHTIB TOLIO.

Y psAai BUMAaAKiB Taka B3aeMOis Oe3mocepeaHhO BU3HAYAE
(dhapmakonoriuHy peakmito. 30KpemMa, COJIi BaXXKHUX METalliB i
ANOMIHIIO, BCTYNal04YM B KOHTAKT 3 OlIKaMHU, BHUKJIUKAIOTH B'f-
Kydy, TOJApPa3sHIOBalIbHY, MPUNIKAYy YH HEKPOTH3YIOUYy Hil0,
a 3acobum memiatopHOi nii, pearyrdu 3 agpeHO- UM XOJIHOpEIe-
TOpaMHU, NPUCKOPIOIOTH 200 CHOBIIIBHIOIOTH CKOPOUYEHHS cepls,
NigBUINYIOTh a00 MOHHMXYIOTh TOHYC TJIaJeHBbKUX M'sI3iB BHYT-
pilIHiX opraHiB Tomo. Y 0araThboX BHUIAaAKaxX B3a€MOJis JiKiB 3
OiykaMu OpTaHi3My BH3Hadae XapakTep iX po3mojiny, 1o B
KIHIIEBOMY PE3yJbTaTi TaKOX BimoOpakaeThcs Ha iX dapmMako-
KiHeTHIli, apMaKoIMHaMili, epEKTUBHOCTI JiKyBaHHS.

Orxe, nyxe vacto (apMakokiHeTHKa 1 papMakoaMHaMiKa
NiKapChKUX 3aco0iB y Tid 4M iHmMIH Mipi 3MIHHIOIOTHCS Yepes
0i11KOBiI cyOcTaHIil, CHHTE3 1 BUKOPUCTAHHS SKUX 3HAXOIUTHCS
i TeHETUYHUM KOoHTpoJsieM. Tomy, 1o cyTi, KOKHa 4M Mailxke
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KOXHa (apMaKoJOridHa peakiis € TeHeTHYHO NeTePMiHOBAHOIO,
TOOTO TakolO, IO YCHAaAKOBYETHCS.

®apmakoreneruka (rpeu. pharmakon — miku, genetikos —
[0 BITHOCHUTBCS IO MOXOJKEHHS) — OJUH 13 BIJJTHOCHO HOBHX
HampsAMKIB MOJIEKYJISIpHOI ¢apMakosorii i MEAWIHUHU, SKHU
BHBYA€ TEHETHYHO JeTEpMiHOBaHI peakiii opraxHiaMy Ha
nikapcbki 3acobu. Bunukmna Bona B 50-60-x pokax XX cToJITTH
Ha CTUKY (papmakosorii, 610XiMi4HOI i KIIIHIYHOI TCHETUKU JIFOJAUHU
y 3B'SI3Ky 3 yCINiXaM{d y BHUBYECHHI CYTHOCTI HETAaTUBHHUX peakKIliif
OpTaHi3My Ha IesKi Jikapchki 3acobu. Tak, y 1952 pomi 6ymo
BcTaHOBJIEHO, 0 y 10 % nerpis CLIA i y HeGararbox BHUXOALIB
3 €Bponu micias NpuiMaHHS B TEpameBTUYHHUX [103aX MNPOTHU-
MaJISIpiIHHOTO TMpenapaTy NpUMaxiHy, AK 1 1HIIUX TOXITHUX aMi-
HOX1HOJIHY, BUHHKa€ BaXKa IeMOJIiITUYHA Kpu3a 1 aHemisg. Y
IFOMY X POIli 3'SBUIOCH MOBIJOMJIECHHS MPO TE, MO B OKPEMHUX
0ci0 BHHUKA€ TpUBaJle allHOE ITiCJISl BBEJCHHS y BEHY AUTHIIIHY.
HeBnoB3i Oyno noBeneHo, M0 B MEPUIOMY BHIAAKY NEPBUHHUM
neeKkToM € HeAOCTaTHICTh (EepMEeHTy TII0K030-6-(ocdaTae-
rigporenasu (I'6dJ]), a B ApyromMmy — HEJIOCTATHICTh CHPOBAT-
KOBOI1 OyTHpHIXOJiHECTepa3u. BUABHUIOCH, MO O3HAKa BUCOKOI
YyTIAWBOCTI JIOJAEH M0 MpUMaxiHy 34eryieHa 3 X-XpOMOCOMOIO.

Bnepme Ha 3B'I30K Jikapchkoi igiocMHKpa3ii 3 reHETHYHUMHU
¢akTopamu BkazaB Vogel y 1957 poui, a Motulsky (1957)
3a3HAYMB, IO JEsKl ycKlagHeHHs (apMmakorepamnii 3yMoBIeHI
cmankoBuMHU JnedektamMu (GepMeHTIB, sAKi OepyTh ydacTb ¥y
MeTabodi3Mi Jikapchbkux 3aco0iB. bymo Tako BCTaHOBIEHO,
1o nepejaya OKpPEeMHUX O3HAK aTUIIOBOTO pearyBaHHS OPTaHi3My
Ha JiKapchKi 3aco0W HamajgkaM 3JiHCHIOETHCS 3a 3aKOHAMU
Mengens. Bunukina KOHIEMIiSI PO TEHETHYHUN KOHTPOJIb Hal
peaxIissMu OpTaHi3My Ha BBEJCHHS IIIKiB.

Y 60-x pokax XX cTONITTA 3'sSBUIOCH BiApady 3 MmoHorpadii
3 ¢papmakorenetuku, 3okpema: Kalow W. (Pharmacogenetics.
Heredity and response to drugs. — Philadelphia: Sanders,
1962), Meier H. (Experimental pharmacogenetics. Physiopatho-
logy of heredity and pharmacologic responses. — New York-
London: Academia Press, 1963) i Lohr Q.W. i Waller H.D.
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(Pharmakogenetik und Praventivmedizin. — Stuttgart: Thieme,
1966). Ilotim B Ykpaini Oyino omyOuikoBano 2 monorpadii M.I1. Cxka-
kyHa (OcHoBbl (apmakoreHeTuku. — Kue: 3mopos's, 1976;
Knunnunueckas dapmakoreneruka. — Kues: 3mopos's, 1981), B
Yropmunui — [. Copani ( OCHOBH U MeAHATPUUCCKHE ACIEKTHI
¢bapmakorenetruku. — byganemr: U3a-so AH Benrpun, 1984),
B Pocii — E.T. Jlinsina i cmiBaBT. (BBegeHne B COBpeMEHHYO
¢dapmakoreneruky. — MockBa: Menuuuna, 1984). Byno nposene-
HO psiJ MDKHApOJHHX CHMIIO31yMiB, omyOJikoBaHO Oarato
OTJISAAIB.

dapmakoreHeTnka chopMyBaliach K HAYKOBHU HaNPsIMOK
¢apmakonorii i MEAULUMHYU, AKUH BHBYAE TEHETUYHO ACTEPMiHO-
BaHI peakiii okpemMux ocid momynsuii Ha Jmikapcbki 3acobu. Ha
nymky M.II. JdyGinina (1975), mig ¢apMakoreHETHKOIO CIIij
pPO3YMITH KOMIIJIEKCHY O10JIOTiYHY MUCHOHUILIIHY, fKa 00'€eqHYy€E
MEIUIUHY, MOJEKYISIpHY O10JOTiI0 i MOJEKYISIPHY TEHETHUKY,
3arajbHy TE€HETUKY, '€HETHKY JIoAuHH, Ppapmakonorio. Cuia
TaKOXX BpaxoByBaTH, O (apMaKOreHETHKa € CKJIaJOoBOIO
YaCTHHOIO €KOJIOTIYHOT IeHEeTHKH, 00 BOHA BUBYAE TEHETUUYHO
IeTepMiHOBAHI BIAMIHHOCTI B NMPUCTOCYBAaHHI JTI0AeH 10 yMOB
TOBKIJISA — Woro (Pi3WUHHUX, XIMIYHHX 1 O10JOTIYHUX (PaKTOPIiB.

Hanpuxinni 50-x pokiB Oyio Bigomo JulIe IEKiJbKa CIaaKo-
BUX 3aXBOPIOBaHb, MPH SKUX Iisf psAy JiKapCbKUX Mpenaparis
Mae aTunoBui xapakrtep. Lle — akaranasisi, HE3BUUYHO BHCOKaA
9YTIUBICTh OPTaHI3My IO AUTHIIHY, CIOBUIILHEHA 1HAKTHBAIis
i30HIa3uaAy y YacTHHHU IIOJCTBA, HE3JATHICTH HESIKHX 0Ci0
BiuyBaTu cMakK (EeHUITIOCEYOBUHHU, caMOOOMEKyBallbHA MeEJH-
KaMEHTO3Ha aHeMis. 3roJoM Oyja0o BCTaHOBIEHO, IO B OCHOBI
ATUIMOBUX peaklliii opraHizMy Ha MeJUKaMEHTO3Hi 3aco0u Je-
KHUTH TodiMopdizM OinIKiB 1 pepMEHTIB, AKI 3yMOBIIOIOTH iX
dbapmakokineTuky i (apmakonmuamiky. Ller momimopdizm €
HacCJIiIKOM TMoJjialedi3My BiAMOBiAHMX TreHiB. Moxe OyTH
HEJOCTAaTHICTh BIAMOBIJHOTO (QEPMEHTY, IO TPAIISETHCS B
O1TBIIOCTI BHIAJKIB, YU HaJMIpHHHA BMICT Horo B opraHi3mi. Taxi
MOPYIIEHHS BUHUKAIOTH BHACHIMOK MyTamii TeHIB — CTPYK-
TYypHUX, PETyJSATOPHHUX, YU THUX, SKi 3a0e3mMedyrTh CHHTE3 i
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BUKOPUCTAHHSA BIANMOBIAHWX aKTHBaTOpiB abo iHTiIOiTOpIB
¢epmenrtiB. Ilo-mepure, MyTanii CTPYKTYpHHX TE€HIB MPHU3BOISTH
00 TOSBH CTPYKTYpPHO 3MiHEHHUX (epMeHTiB. TyT MOXKIUBUH
nedexT ix KaTaliTUYHHX BJIACTHBOCTEeH abo BTpara cTabilib-
HOCTi. Y mepmoMy BHUIMAAKy KIIBKICTh BiITOBIMHOTO (PEPMEHTY
B OpTaHi3Mi MOXe OyTH HOpMallbHOIO, alie KaTaJiTHYHa aKTHB-
HICTh — MOHWXEHOI0. Y ApPyroMy BHIAJAKY MiJABHIICHHS MIBUJI-
KOCTi po3majgy (QYHKIIOHAJbHO aKTHUBHOTO (EepMEHTY NpHu3-
BOJUTH JO 3MEHIICHHS MIBUJAKOCTI (epMEHTATUBHOI peaxilii,
MO TaKOX MOJXE 3YMOBIIOBATH ATHIIOBY pEaKI[il0o OpTaHi3My
Ha BinmoBigHI Jikapceki 3acobu. [lo-mpyre, myTamis peryns-
TOPHHUX TEHIB MOXE CYNPOBOJKYBATHCS MOPYLICHHSIM MIBHUA-
KOCTI CHHTE3y HOpMalbHUX (EpMEHTIB, IO 3yMOBIIOE dep-
MEHTHHH aucOanaHc i aTUNOBY YYTIMBICTH OPTaHi3My JO JIKiB.
[To-tpeTe, MmyTamii iHMAUX TeHIB MOXYTh BIUIMBATH HA CHUHTE3 1
BUKOPHCTAaHHS aKTHBATOPiB YW iHTIOITOPIB (EpMEHTIB, SIKi Ta-
KOX BIJIirparoTh BaXXJIHBY poib Yy (OpMyBaHHI OpraHizMoMm
THIIOBUX YHM ATUMOBUX (PapMaKoJOTIYHHX e(PEKTiB.

Hepinko Taki MyTamii reHIB HE BHUSBISIOTHCI aX 10 THX
mip, TOKW B OpraHi3M He OyIyTh BBEICHI BIAMOBIMHI JiKapChbKi
3aco0u.

Ha Toii yac Oyn0 BiZOMO TakoOX JA€KijIbKa CIaAKOBUX 3aXBO-
pIOBaHb, IPH SIKMX ATUIOBUN XapakTep peaklii opraHiamy Ha
JMKapChKi CEpPEeHUKH TPOSBISETHCS 3arOCTPEHHSIM IATOJOTid-
Horo mpomecy. lle — mykpoBuii miabeT, SKHH 3aroCTPIOETHCS
KOpPTUKOCTEpOigaMu, NEepBHHHA Iojxarpa — Tia3uJAOBUMH
niypeTukamu, nedinkosi mop¢ipii — OapOiTypaTtamu TOLIO.

3a poKH CBOTO iCHYBaHHA (apMaKOTeHETHKa TInOOKO mpo-
HUKJa B YHMCICHHI MpobyieMu GpapMakoiorii, ocoOIUBO 1HAUBIIY-
albHY YYTJAHWBICTH JIONEH 1 TBApHWH A0 JIKapChKHUX 3aco0iB, iX
MeTtabomni3M, IHAYKTUBHY Ta iHTIOyld9y nif0, €(QeKTHBHICTH
¢apmakoTepanii 3axBOploBaHb TOINO. BusIBIEHO IiCHYBaHHS
3HAa4YHOI1 KIJIBKOCTI F€HETUYHHUX MOPYIIEeHb, IpU AKUX (papmako-
FeHETHYHI ePEeKTH NMPOABIAIOTHCS aTUNoBO. [Iporpec y npomy
HalpsAMKY 3yMOBJICHHH BBEICHHSIM Yy JIKyBallbHY IPaKTHKY
0araThb0X OPHUTIHAJIBHHUX JIKapChbKHUX TMpermapaTiB 1 JOCAT-
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HEHHSMH aHAJTITHYHOI XiMii 3 BHSBJICHHS Jy)XKe MaJuX KOHIICH-
Tpauiil nikiB Ta ix MeTaboNiTIiB y Oi0JOTIYHHX cepeIoBHUILAX
(kpoBi, mimdi, ceui, cnuni). TicHUN 3B'SI30K papMaKOreHETUKH
3 TaKUMHU BaXKJIUBHMH HampsiMkaMu (apmaxoiiorii, sik gapma-
KOKIHETHKa, XpoHO(MapMaKoJoOTisg, BUYCHHS MPO IHAYKTHUBHY I
iHri0yI04y Jif0 JiKiB CIPHUSAB PO3KPUTTIO MEXaHi3My 0aratbox
FeHEeTUYHO JETepMiHOBAHUX peakiiil opranizmy Ha niku. Kpim
TOTO, L€ CTBOPHUIIO OCHOBY AJsA PO3POOKH METOAIB BHUSIBICHHS
ocib 3i cmagkoBUMH JnepekramMu (epMEeHTIB Ta IHIIUX PEYOBUH,
sIKI 3yMOBITIOIOTH aTHIOBI dapMakoioTiuHi peakmii. Baroma 6a3za
CTBOpPEHA 1 IS pOo3pOOKH €PEKTUBHHUX METOMIB MPOdiTaKTUKH
1 JiKyBaHHS T€HETHUYHO AETEPMIHOBAHMX YyCKJIaaHEHb (apma-
KoTepamii.

[MpoBigHuM 3aBAaHHSIM (apMaKOTEHETUKH € BH3HAYCHHS
pOJIi TCHETUYHUX (PaKTOpPiB B IHAWBIAYadbHIA YyTIMBOCTI opra-
Hi3My [I0 JIKapChKHUX 3ac00iB 3aJI€KHO BiJ TEHOTHUIY i, y 3B'A3KYy
3 IuM, OigBHIIEHHS e(eKTHUBHOCTI ¢apmakorepamnii. Benunke
NpakTH4YHE 3HAYEHHS Ma€e po3poOka MPUHOMIB 3 BH3HAUYCHHS
ONTHMAJIBLHHUX J103 JIKaPChKHUX 3aC00iB 1 iHAUBIAyalbHUX IPOT-
paM dapmakoTreparnii, 3TiTHO 13 TPUHIIUIOM: KOKHOMY XBOPOMY
— 1HAWBiAyalbHY BHUCOKOE(PEKTHUBHY 1 Oe3medHy mporpamy
JiKyBaHHS.

BikoBuil acmeKT reHeTUYHO JACTEPMIHOBAHOI IHAUBIAYalbHOT
YyTIMBOCTI OpraHi3aMy 110 JTiKapChKUX 3ac00iB BUKJIHMKaB HEOOXij-
HICTHh y CHemiallbHIA po3poOIli papMaKOTEHETHKH OpPTaHI3ZMY,
[0 PO3BUBAETHCS, 3 OJTHOTO OOKY, i (papMaKOTeHETHKH MOXUIIOTO
BiKy, 3 iHmoro. Taka He0oOXiAHICTH 3yMOBJIEHA OCOOJIUBOCTSIMHU
y4acTi FreHeTHYHUX (PaKTOpiB y KOHTPOJI 3a Ai€l0 JiKiB y OH-
TSAYOMY 1 MOXHJIOMY Billi. Y IMX BIKOBHX KaTeropisx pi3HUX
MTOMYJISMiA BEIUKE 3HAYCHHSI MAalOTh OCOOJNMBOCTI MPOSBIB TeHE-
TUYHOTO 3a0e3medyeHHS (papMakoJOTIUHHX peakIiid, HasBHICTH
"TumyacoBoi He3pisocTi" OaraTboX (EepMEHTIB Yy HOBOHAapo-
JUKEHUX JiTeH, 1 mocTynoBoro "B'ssHeHHs" iX B 0Ci0 MOXUIOTO
BIKY.

dapmakoreHeTuka BHBYAE TAKOX POJb F€HETUYHHX (akTo-
pPiB Y BHJOBiH 4yTJIMBOCTI 10 JiKiB, B IHIYKTUBHINA Ta iHTiOyrouiit

9



i, a TaKOX MEXaHi3MH 1 MPOSB TEHETHYHO JAETCPMIHOBAHUX
HETaTUBHMUX pEaklliii opraHi3aMy Ha JiKapchKi 3aco0u, 3ailCHIOE
pPO3poOKy BiAMOBIAHUX METOMAIB iX Mpo(diTaKTUKU Ta JiKyBaHHS.
VY xniHiYHIA MequuuHI papMakoreHeTHKa JIy)Ke TiCHO IMOB's3aHa,
mepmI 3a Bce, 3 Mmeaiarpico. AJKe memiaTp € MEepHiuM 3 JIiKapiB,
XTO 3yCTpid4a€eThCs SK 3 ATUIMOBUMH PEaKIiIMH TiTel pi3HOTO
BiKy Ha BBEJEHHS JIIKApChKUX 3ac00iB, Tak i 31 CHagKOBHMHU
3aXBOPIOBAHHAMHU 3 BUCOKOIO JIeTalbHICTIO. TOMYy paHHE pO3Ii3-
HaBaHHS TaKWX 3aXBOPIOBaHb, TUM Oijblllc BCTAHOBICHHS Jiar-
HO3y ¢dapMaKOTeHETHYHOTO (eHOoTHmy, 0e3 BaroMmx 3HAaHb B
rany3i ¢apmakoreHeTUKH HeMmoXxiauBe. Sk 3a3zHagaB Copani
(1984), xoxeH meniaTp MOBHHEH OBOJIOJNITH OCHOBamMu (papmako-
FeHeTHKH HEe TUIBKM TOMY, IIO BiH € MEPUIUM JIiKapeM Yy KHTTI
JIOJAWHU, ajleé ¥ TOMY, 110 y BUNAJKY JOMNYUIEHOT HUM MOMUIIKH,
HOBOHAPOJIKEHUM 1 HEMOBIISATAM, OCOOJHBO HEIOHOIICHUM,
3arpoxye Oinpma HeOe3meka, HiX mopociuM xBopuM. Hoso-
HapoOJXKEH1 IiTH OlNblle CXHIBbHI SK JO BIJIMBY Pi3HUX IIKiJ-
nuBUX (aKTOPIB JOBKIIIS, TaK 1 JIKapChKHX 3aco0iB.

Yenixu 3aranbHOi papMakoreHETHKH, OCOOJIMBO B Taly3i
MiABUMICHHS €(PEKTUBHOCTI ¢apmakoTepamii 3axXxBOpIOBaHb |
npo(diTakTUKW TEHETUYHO [EeTEePMiIHOBAHMUX IX YCKJIaJHEHB,
JATIW B OCHOBY KJiHIYHOI (papmakoreHeTuku. Temep min KiiHiY-
HOIO (papMaKOTEHETHUKOI PO3YMiIOTh HAaYKOBHH HAmpsiIMOK CY-
YacHOI MEJMIIMHHU, SIKWH BUBYAE TEHETHYHO JETEPMiHOBaHI peak-
mii XBopoi NIOAWHU Ha JiKapchKi 3ac00M, SKi MalOTh CYTTEBE
KJIiHIYHE 3HAYeHHS.

Kniniyna ¢apmakoreHeTuka BH3Hada€ pPOJb CHAaAKOBUX
¢dakTopiB y popMyBaHHI OpraHi3MOM BiAMOBIAHHMX peakiiii Ha
OyIb-sIKi MEIMKaMEHTO3HI 3aco0u, 30KpeMa Ti, SIKi MPU3BOIATH
IO TSKKHX HACHIAKIB, po3pobise edheKTUBHI MeTonu iX mpodi-
JMaKTUKH 1 JIKyBaHHS, MOCTIHHO MPOBOAUTH TMOIIYK HOBHX IIJIS-
XiB migBHIIEHHS e(eKTHUBHOCTI ¢apMakoTepanii OyIb-sKHX
3aXBOpIOBaHb, 30KpeMa CHajJKOBUX; BUBYAE CH3MMOMATii, MpH
AKUX PI3KO MOPYHIYETHCS Jisl JiKapchbKHX 3ac00iB; po3pobisie
MOCTYITHI METOJH BHUSIBJICHHS OCi0O-HOCIIB aTHNOBHX (DEPMEHTIB,
SKi TIPSAMO YH OMOCePeIKOBAaHO BIJHMBAIOTH Ha (apMaKOKiHe-
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TUKY 1 papMakoIMHAMIKy JiKapChbKHX 3ac00iB, Ha e()EeKTUBHICTH
JiKyBaHHS.

dapmakoreHeTHKa TiCHO MOB'si3aHa 3 BYEHHSIM MPO MeTa-
00J113M JIiIKapChKUX 3aCO0IB y HOpMI 1 marojiorii, 60 BOHA BUSBIISIE
HE TiNBKH TUNH OlOXIMIYHHUX peakmiil, siki 3a0e3meuyioTh Iei
mporec, ajge ¥ Bechb KOMIIeKC (EepMEHTIB, IHIMUX PEYOBHUH Ta
YMOB, BKpail HEOOXiAHUX IJs HBHOTO.

BuHsiTKOBE 3HaUYeHHS Ma€ TaKOX MpoOiemMa eHJ0- 1 eK30-
TeHHOTO BIUIMBY Ha CHHTE3 (DEpMEHTIB JiKapchbkoro Meraboiizmy,
iX reHeTHyHEe 3a0e3MedYeHHs 1 aTUIIOBICTh. AJJKe JaBHO BI1JOMO,
0 aKTUBHICTh (PEPMEHTIB, K 1 THX O10XiMIYHHX 1 (Pi310JOTIIHAX
npoieciB, B IKHX BOHH OepyTh ydacTb, He OyBae cranoio. lle,
mepm 3a BCe, 3yMOBJICHO PUTMIYHICTIO BIJIMBY KOMIUIEKCY arcH-
TiB 30BHINIHHOTO CEpEOBUIIA I €HJIOTEHHUX PEYOBUH Ha OpraHizm
1 fioro dbepmenTu. Ilopsanm i3 3MiHAaMu B aKTUBHOCTI (pepMEHTIB
MOPYIIYETHCS IHTEHCUBHICTHh MeTaboNi3My JiKiB, IX JiKyBaibHa
i TOKCUYHA Jif.

Baxko mepeoIiHUTH BaXJUBICTh I TAaKOTO HampsaMKy dap-
MaKOTeHETHKH, SIK BUBUCHHSI BIJIMBY CaMHX JIKapChKUX 3ac00iB
Ha aKTUBHICTH (EPMEHTIB JiKapchkoro mMerabonizmy. Bimomo,
0 MiJ BOJIWBOM OJHUX TpernapariB BoHa 3pocTae (iHIYKTHBHA
Hist), IHIIUX — 3MEHIIyeThbcs (iHTiOyroYa nis), IO CHPUYUHSE
NPUCKOPEHHSI YU, HaBMaKW, TallbMyBaHHS MeTaboNi3My IiKiB
4yu OOMIHY pedoBHH. Y 3B'sI3Ky 13 30UIBIICHHSIM aKTUBHOCTI TaKUX
(hbepMeHTIB MPUCKOPIOETHCS MeTaboJi3M IIiKiB, 3MEHIIYETHCS
iX TOKCHYHICTB, CTYIIiHb i TPHBAIICTh (PapMaKoOIOTidHHOTO edek-
Ty. lle npu3BoAUTH 10 3HAYHOTO OOMEKEHHS JiKyBanbpHOT Aii. I
HaBMaKH, JIIKapchKi 3aco0M, SIKi MPUTHIYYIOTh CHHTE3 1 aKTUBHICTb
(dbepMeHTIB, OOMEXYIOTh IHTEHCHBHICTH MeTabOJII3My JiKiB, 110
CIpPHUSE POCTY iX TOKCHUHOCTI.

BaxnauBoto mpobiemMoio papMaKkOTEHETHKH € TaKOX MOIIyK
e(pEeKTUBHUX METOJIB IIIKYBaHHS CIaJKOBUX 3aXBOPIOBaHb,
BpPaxoOBYIOUHM iX BUCOKY JeTalbHicTh. BBaxarmTh, IO cCMepT-
HiCTh BiJl ClIaJKOBHUX 3aXBOproBaHb B 4,5 pasa Oinbma 3a Je-
TaJILHICTH BiJ MaTOJOTii cepus i B 8§ pa3iB — Big 3JOSIKICHUX
nyxnuH. Halivacrtime Oe3mocepeqHbOI NPUUYUHOI 3aXBOPIO-
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BaHb € HEJOCTAaTHICTh TOTO 4YM iHIIOTO (epMeHTy (hepMeHTIB).
JlikyBaHHS TakKUX XBOpHX 0a3yeThcs, Mo-meplue, Ha BUKOPHUC-
TaHHI JIIKapChbKUX 3ac00iB, AKI MPOSBISIOTH aHAJIOTIYHY Jil0 Ha
00MIH pe4yoBHH, sIK 1 (hepMEHTH, TOPMOHH TOINO. Pazom i3 Tum,
3A1MCHEHHS ILOTO MPUHIIUIY HE 3aBXKJIHW MOXIHBO, HANPUKIAT,
3acTocyBaHHS (epMEeHTY KaTamaszu mpu akaramnasii. Tpymromi
MOJISITal0Th, 3 OJHOTO OOKY, B OUHMIICHHI (epMEeHTHUX mpemna-
paTiB, a 3 IHIIOTO — y TPAaHCHOPTYBaHHI iX 10 pELENTOpiB BiAIO-
BiIHUX opraHiB. B okpeMux BHUIajkax e MOXIJIHUBO, 30Kpema,
3aCTOCYBaHHS OYTHUPHIIXOJIHECTEpa3n JUISI YCYHEHHS YCKJal-
HEHb y 3B'SI3Ky 13 3aCTOCYBaHHSM JUTHIIHY 4yepe3 i ypoIKeHY
HenoctaTHicTh. llpocTime 3aificHIOETBCS LEeH NPUHLHUI HpPH
JMiKyBaHHI CMaJKOBHUX 3aXBOPIOBAHb CHIOKPUHHHUX 3aJ703: FOPMOH
pOCTY TIpH KapJIMKOBOCTI 4epe3 rimodizapHy HEIOCTaTHICTB,
IHCYJIH — IpH IOHANBKOMY ITYKPOBOMY HiabeTi TOIIO.

[To-apyre, 1e NMPOBEJACHHS PETEIHHOTO KOHTPOIII 32 HAKOTH-
YEeHHSIM B OPraHi3Mi NPOMIXHHMX HPOAYKTIB 0OMiHY pEYOBUH
abo kodakTopiB OJOKOBaHOI peakiii 3 METOW BiINOBIIHOI
KOpEeKIii JiKapchKHUMH IpernapatamMu. Y [bOMY BIJHOUICHHI
Majgo MPHAATHHUM BUSBUIOCH BUKOPHCTAHHS TeMOCOpOIii JJs
BHAAJCHHS 3 KpPOBI HAMJIWIIKIB BIAMOBIAHUX MeETabOIITIB,
30KpeMa O0inipyOiHy HpU CHaAKOBHUX JKOBTSHUIAX, JIMigIiB —
npu rinepiainigeMisx i iH. EQeKTUBHUM BUABUIOCH BUKOPHCTAH-
HsI MeTa0oMNiTiB, AKi 3BHYAWHO HE yTBOPIOIOTHCS y 3B'S3KY 3
reHeTudHUM Jedekrtom. [Ipuknamgom mMoxe OyTH 3aCTOCYBaHHS
YPUIUIOBOT 1 MUTHAMIOBOI KUCIOT TPH OPOTOBIM ammaypii.
I[Ipn 3axBOplOBaHHAX, SKI CYHNPOBOJXKYIOTHCS CHaJKOBOIO
TOJEPAHTHICTIO J0 BiTaMiHIB, BJAAIOTHCS J0 MPU3HAYCHHS IX Yy
BEJIMKUX, HEPIJIKO MeraBiTaMiHHHMX J03aX. Y JIKYBaHHI JIEIKUX
CIaIKOBHUX 3aXBOPIOBAaHb NPOBiIAHE 3HAUYCHHS Mae (apMako-
Tepamis, ska 3a0e3mnedye 3B'S3yBaHHS NPOAYKTIB aHOMAJIbHOTO
00MiHY 1 BUBeACHHs iX 3 opraHi3my. 30Kpema, YHITiOJN, TeTalHH-
KaJIBI[ill 1 MEHIIUIaMiH 3aCTOCOBYIOTH JUIS JIIKYBaHHS renaro-
JEHTUKYISIpHOT aucTpodii, nedpepokcamiH — reMoXpoMarosy,
YPUKO3YypHUUHI 3acO00W Ta 1HTIOITOPU CHHTE3y CEYOBOi KHUCIOTH
— MEPBUHHOI MOJATpH.
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[To-TpeTe, oOMexeHHsS Mdii MYTAaHTHOTO TeHa MIIIXOM
3aCTOCYBaHHS JiKapChbKUX 3ac00iB, SIKI MalOTh 1HAYKTHUBHI 4H
iHTi0yr0Ul BJIACTHBOCTI 10jJ0 nii Ha BigmoBigHI ¢epmentu. Llei
NPUHIMT JIIKYBaHHS CHAJKOBHX 3aXBOPIOBaHb BCE IIe 3alH-
HIA€THCS MajloOpe3ylIbTaTUBHUM. Y BHUNAAKY, KOJIU NPOAYKLis
TUIOBOTO ()EpPMEHTY HENOCTATHS, 4epe3 Ae(eKT y reHEeTUUYHOMY
amapari, 3a JOIOMOTOIO0 JIIKAPCHKUX 3aCO0iB-iHAYKTOPIB MOXHA
MOCUJIUTH 1€ Mmpolec i TaKUM YMHOM MiABUIIUTH HOTO aKTHUB-
HIiCTh. AJlle, KOJU y 3B'A3KY 3 MyTalli€l0 TeHa yTBOPIOETHCS HETHU-
MoBU# abo 30BCiM HEAKTUBHHH (PEPMEHT, 3aCTOCYBAHHS TaKUX
NiKiB He nae epeKTy.

[lepcneKTUBHUM 3alUIIa€ThCs 3aMiHa MYTAaHTHOTO TeHa
HOpMajJbHUM LIJISIXOM, a came BBeaeHHsIM BiamoBigHoi JJHK Ha
Micie nedekTy, K i NmepecajXKyBaHHS OpTaHiB 1 KIITUHHHX
KYJIBTYp, IO MPOAYKYIOTh THUIOBI (hepMeHTH. 3MiHCHEHHS IIHOTO
NPUHOUNY CHpHUAIO0 O 3HAYHOMY NiJBHIIEHHIO €()EeKTHBHOCTI
JNiKyBaHHS CIAaJKOBUX 3aXBOPIOBAaHb 1 MOMEpeIKyBalo BHHHK-
HEHHs 1X y HallaJKiB.

AKTyallbHOIO Tpo0IeMOl0 KIiHIYHOT (apMaKOTEeHETHKH €
TaK0X BHBYCHHS MCXaHI3My CIMAaAKOBHX pEakIlii opraHizMy Ha
MEIMKaMEHTO3Hi 3aco0u, po3poOKa BIAMOBIZHUX METOMIB mpodi-
JAaKTHUKHU 1 JiKyBaHHS T€HETHYHOI matojorii. ¥ HboMy HampsMKy
BXE € JesIKi JOCSITHECHHS.

Jns KAiHIYHOT NMPaKTUKW BeJWKE 3HAYEHHS Mae iHpopMalis
mpo cmocid mepemadi ¢hapMaKOTEHETHYHUX O3HAK HAIIagKaM.
Bona Mo’ke 3aiiicHoBaTHCh ab0 3a 3akoHamMu MeHgens, ado 3a
O0aratodakTOpHUM THUNOM. 30KpeMma, 3a 3akoHamMu MeHnens
ycHaakoByeThesi HemoctatHicTh 6D/ 1 OyTupunxoninecte-
pa3u, moyimMopdi3M aneTUIOBAHHS 130HIA3UAYy, IHAYKOBaHAa
JIKapChKUMHU 3aco0aMy TeMOJITHYHA aHEeMis TMPH HECTaOITbHHUX
reMoriao0iHO3ax, CTIHKICTh O HENPAMHX aHTHUKOAryJISHTIB,
TOJIEPAHTHICTH 10 130HIa3UAy, HEJOCTATHICTh METreMOrio0inpe-
NyKTa3u, BITaMiHO3aJEXKHICTh i BiTaMiHOPE3UCTEHTHICTH Oara-
ThOX CHaJKOBUX 3aXBOPIOBAHb TOIIO.

Jns BcTaHOBIEHHS OaraTodakTOpHOTO THUMNY Mepemadi dap-
MaKOTEHeTHYHUX e(PeKTiB HeoOXimHe TMpOBEACHHS IyXKe
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cienupiYHUX OCTIKeHb B Tany3i (epMeHTiB Ta iHmMHUX OiIKiB,
30KpeMa THUX, 5IKi O0epyTb ydyacTb Y BCMOKTYBaHHI JiKapChbKHUX
3aco0iB, 3B'sA3yBaHHI iX 3 OiIKaMH KpPOBi, B3a€MOJAIl 3 KIITHHHUMH
MeMOpaHaMu abo opraHenamu, metabomizmi 1 ekckpenii. Heo0-
XiJlHE TAaKOX I'PYHTOBHE I'€HETHYHE BUBUCHHS WICHIB POAUH, y
SKHX BHABICHI (apMaKOTCHETHYHI €(PEKTH.

3aBaaHHs KJIiHiYHOI (apMaKOTeHETHKH BHUIJIMBAIOTH i3 3aB-
JaHb KJIiHIYHOT NPaKTHKU 1 TPYHTYIOThCS Ha BXKE HasBHHX
JOCSATHEHHSX 3 PO3POOKM OCHOBHHX mNpobiem dapmakosorii i
(dapMakoreHeTUKU. ['OIOBHUMH 3aBJaHHAMHU KIIHIYHOI MPaKTHKH
CIIiT BBAXXAaTU IMOIIYK METOMIB 1 CIIOCO0IB 3HAYHOTO MiJABUIICHHS
epexTuBHOCTI 1 Oe3mednocTi (apmakorepamii 3aXxBOpPIOBaHb,
30KpeMa CIIaJKOBUX, MOIMEPEKeHHS YCKIaJHeHb (apmakoTe-
pamii, 0cCOOMBO T€HETHYHO JIETEPMIHOBAHUX TOMIO.

OnHUM i3 OCHOBHHX 3aBJaHb KJIiHIYHOI (papMakOreHETHUKH €
BceOiyHEe MOCHiIKeHHS MPUYNH BUHUKHECHHS TC€HETHYHO 3yMOB-
JIEHUX aTUIOBUX peakliil opraHizMy Ha MeAMKaMEHTO3HI 3aco0W,
30KpeMa BUSBJICHHS NOpYyIIeHb (EPMEHTHUX MEXaHi3MiB iX
MeTaboIIi3My, HasBHICTh TEHETHUYHHX (PaKTOPiB, aHaJi3 PO3IO-
Iy B TMOMYJAIISAX TOIIO.

VY 3B's3Ky 3 UM HEOOXiJTHI HOBI JOCIiKEeHHs, mOo0 3'scyBaTH
MEXaHi3M BIUTUBY JiKapChKUX 3ac00iB Ha TEHETWYHHUH amapar,
poip reHeTH4YHUX (akTopiB B iHAMBIAYyadbHIH 1 MOMyISAUiHHIHA
peaxiiii opraHizamy Ha Iii 3aC00H, B3a€MO3B'I30K iX i3 30BHIIIHIMU
¢axropamu. HeoOXigHO CTBOpPUTH MIIHY HayKoBy 0a3y mI10/10
pamioHalbHOTO BUOOPY JIIKapChKHUX MpernapariB, TOYHOTO BH3-
HAYeHHS TPHUBAJOCTI JIKyBaHHS B KO)KHOMY KOHKPETHOMY BHIIAJIKY.
Cnim BigmpamroBaTH O00'€KTHBHI KpuUTepii M BCTaHOBJICHHS
IHAUBIyalbHOTO ONTHMAJBHOTO JO3yBaHHS JiKiB 3 ypaxyBaHHSIM
cTaTi, BiKy, €THIYHUX 0COOIUBOCTEH, (Pi310JIOTIYHOrO 1 MATOIOTTYHOTO
CTaHy OpraHi3mMy Ha Oyab-sikid cTafii 3axBopioBaHHs. CTBOpPEHHS
kinacudikarii JiKapChbKUX 3ac00iB 3a MPUHIUIIOM MOAIOHOCTI X
MeTabodi3My JIOMIOMOXKE YHUKHYTH TOKCUYHHUX €(QEeKTiB MpH
pI3HOMAaHITHHUX 3aXBOPIOBAHHAX, 30KpeMa CcHmagkoBuX. Edek-
TUBHICTH (apMakoTepanii MiABUIIUTHCS TAKOX 3 MOIIYKOM JIOC-
TYHHUX METOJIB MOJOJAHHS CHAJKOBOI TOJEPAHTHOCTI JIOACH 10
JiKapCchbKHUX 3aco0iB.
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HocnimxkeHnas 3 mpobiemMu iHAYKTUBHOI Ta iHTiOyro4ol mii
JNiKiB Ha (QEepMEHTH BiAKPUBAIOTh NMEPCIEKTHBHU IJsI PEryiio-
BaHHS KOHLEHTpalii JikapchbKUX 3aco0iB y KpoBi, 1o 3abesme-
YUTH OLNBII pamioHalbHE BUKOPHUCTAaHHS iX Ha mpaktuui. Kpim
TOTO, 3aTajbHi 1 CHemiaabHI 3aKOHOMIPHOCTI B3aEMOJII JiKiB depes
dbepMeHTHI cucTeMH iX MeTaboNi3My MOBHHHI JATTH B OCHOBY
MOIIYKY HOBHMX palioHaJbHUX KOMOIHOBAaHMUX mpemapariB i
HOBHUX MeTOAiIB nudepenuiioBanoi papmakorepamnii. [Ipu Bubdopi
TUX 4Yd IHIIMX T[O€JHAHb JiKIiB HEOOXIJHO BPaxOBYBaTH HE
TIIBKU 1X OJHOTHIHICTH a00 MOMIIBHY Y3TOIKYBAaHICTH, ajie W
HasBHICTh IHAYKTHUBHUX 1 IHTiOyIOYHWX BIACTHBOCTEW OKPEMHX
npenapatiB Ha ¢epMeHTH iX MeTabonizmy. L[i x BmacTuUBOCTI
JiKiB cJIi BpaxOBYBaTH 1 MpH po3poOLi panioHATbHUX METOMIB
¢dapmakorepanii rocTpux, MiATOCTPUX 1 XPOHIYHUX OTPYEHb KCe-
HoGloTUKaMu. [I[pUHIIUTIOBO HOBUM 1 MEPCIEKTUBHUM € BUKOPWC-
TaHHS IHAYKTUBHHUX BJIACTUBOCTEH JIKIB y JiIKyBaHHI CHaJIKOBUX
3aXBOPIOBaHb OOMiHY PEYOBHUH.

Otxe 3'scyBaHHs POJIi TEHETUYHUX (PAKTOPIB B IHAYKTUBHIH
Ta 1HTiOyroYid Nii JiKapchbKHUX 3ac00iB Ta IHINIUX areHTiB JIOBKIJUIS
Oyme cmupusTH OiAbI pamioHAJIbHOMY BUKOPHCTAHHIO Pi3HHUX
KOMOiHami# JiKapChKHX MpernapariB, MOIIYKY HOBUX 3aco0iB,
NiABUINEHHIO €(QEeKTUBHOCTI moenHaHHS QapmakoTepamii 3
TaKMMHU METOJaMH JIIKyBaHHS, SIK CAHATOPHO-KYPOPTHUM, (i3io-
TepaneBTUYHUM, JI€TOTEpaIis, cepo- i BaKIMHOTEpaIisi TOIIO.

HoBi mochimkeHHsS B Tamy3i MeTabomi3My JTiKapchKHX 3ac00iB
IIpHU Pi3HUX 3aXBOPIOBAHHAX, a THM OiNbIIe B 0Ci0 3 €H3MMO-
nmaTisiMMd, a TaKOXX BUBUYCHHS MEXaHI3MIiB iiocHMHKpa3ii, Tome-
PaHTHOCTI, aHTaroHi3My JiKiB HEOOXiAHO HJsi BUpilIeHHs Oara-
ThOX NPAaKTUYHHUX 3aBJaHb palioHalbHOI (papmakoreparii. Boru
OyIyTh MOKJIAJEHI B OCHOBY palliOHAJIBHOTO BHOOPY JiKapChKUX
mpemapariB, IX KoMOiHAIid, MOoemHAHHS 3 IHIIUMH BHIAMU
Tepanii Ha KOXHOMY eTamni 3axBoploBaHHA. JlyXe BaXJIHBO
BiAmpamoBaTH 00'€KTUBHI KpUTEpPii AJ1 CTBOPEHHS ONTUMAalb-
HHUX MpOrpaM JiKyBaHHS B KOXXHOMY KOHKPETHOMY BHUIAJIKY
3aXBOPIOBAHHS 3 ypaxXyBaHHAM C€THIYHHUX 0coOIHMBOCTeH, ¢izio-
JIOTIYHOTO 1 MaTOJIOTIYHOTO CTaHy OpraHi3My, BiKy TOmo. Pe3yib-
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TaTH MOPIBHSJIBHOTO BUBYEHHS MeTa0OJi3My JNiKiB y BIKOBOMY
acIeKTi, 0co0auBO y amiTed i oci® moxuiororo BiKy OyIyTh CHpH-
AT epeKTHUBHOCTI (apmakoTepamii B meaiaTpU4yHIA 1 repi-
ATPUYHIN NpaKTHII.

[lonanpumie BUBYEHHS F€HETUYHO JETEPMIHOBAHUX ATHIOBUX
peaxiliii opra"i3aMy Ha JiKapChKi 3aco0u, 3'scyBaHHS iX CYTHOCTI
Ha TeHETHYHOMY, 0iOXIMIYHOMY 1 KJIIHIYHOMY DPIBHSX CHPHUSITHME
po3pobui epeKTUBHUX METOAiIB NPO(PIIAKTUKHA YCKIaZHCHD
dbapmakoreparii, cTaHe OCHOBOK JIJIS MEJUKO-TEHETUYHOTO
NPOrHO3yBaHHA iX y aroneil. TyT BaxiauBe 3HAYEHHS MaTHMeE
BCTAHOBJICHHS THUNY yCHMaJAKyBaHHSA Ti€ei 4W 1HIIOI T€HETUUHOT
aHoMalii, po3po0OKa TecTiB, SKi MOJETHIyBaJu O iX BHSBICHHSA.
I'pyHTOBHI AOCHIMKEHHS CIiJ TPOBECTH 3 METOIO BCTAHOBJICHHS
poiii reHeTHYHHX (AKTOpPiB y MeIMKAMEHTO3Hil aneprii, ypa-
KEHHSX MEYiHKW, HUPOK Ta IHIIUX OPTaHiB, U0 BUHUKAIOTH Mij
qac ¢papmakoreparmii. HeoOXigHO CHCTEMaTHYHO BUBYATH BIIJINB
nmikapchkux 3aco6iB Ha crpyktypy HAHK i pizanx Bmais PHK i
KIHEeTUKY CHHTE3y HYKJIEIHOBUX KHcCJOT. "SKmio Jikapi HaB4aThb-
Csl PO3YMITH 1 momepeakKyBaTH TEPaTOTCHHY [iI0 JiKapChbKHUX
npenaparis, 3 OJHOr0 OOKY, 1 CIPSIMOBAaHO pPETyJIOBaTH (QYyHKIIIO-
HaJIBHUN CTaH TeHETHYHOro amapary kiiTuH, cuaTe3 JHK, PHK
1 OiMKa y BIAMOBIMHUX OpraHax, 3 IHIIOTO, TO MPakKTHYHA OXOpOHA
3I0pOB'sl 3Halje KIOYiI 70 NpodilakKTUKH 0araThoX yCKIaj-
HEHb, K1 BUKJIMKAIOTH JiKapchKi 3aco0u. Bupuawoum cTpyKTypy
i QyHKIil0 KIITHHHOTO sapa, BiANOBIAAJBLHOTO 3a OXOPOHY 1
nepenavy reHeTHYHOI iHQopmalii, MOXHa HAMITUTH HOBI ILISXH
perynsmii #oro misSIBHOCTI 3a JOMOMOTOI0 (apMaKOJIOTIIYHUX
npenapari" (II.B. Ceprees, 1975).

1.2. MeTtoam nocjig:keHHs1 B (papMaKoreHeTHIli

dapMaKkoTeHEeTHKA SK MOPIBHAHO HOBHUH HAYKOBUH
HANmpsSIMOK, SSKMW BUHUK Ha CTHUKY (dapmakoisorii, 6ioxiMigaoi i
MeIUYHOI TeHEeTUKHU, MUPOKO BUKOPUCTOBYE YHCIEHHI (apma-
KOJIOriuH1, 010XIMI4H1 1 T€HETUYHI METOAHU HOCIIIKEHHS.
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OO0'exToM (papMaKOTEHETHKH € JIOIWHA, TOMY IOCIIJKEHHS
NPOBOASITHCS Maike BUKIIOUHO Ha JIOAAX. Jlumie B THX BUIaj-
Kax, KoJu MyTamii y TBapuH MoAiOHi A0 MyTalid TeHiB NIoAeH,
MOJXKJINBE BHUKOPUCTAHHS TBAPUH JUJIsI MOJECIIOBAHHS CHaJKOBHX
3axXBOpIOBaHb. Hampukiram, roMo3WToTHI mypu JiHii ['aHa BUKO-
pHUCTOBYIOTBCS SK Mojenb cuHapomy Kpirmepa-Hamxkapa.

Jlns BU3HAYEHHS Aiama3oHy IHAMBiAyalbHOI YyTJIHMBOCTI OCi0
OyIb-aKOT MOMyNsAIii 10 JiKapCchKUX 3ac00iB BJAKTHCS JO BBE-
JeHHS 1X 3JJOPOBUM 0CO0aM 3 HACTYIHHMM BHU3HAUYCHHSM KOHIICH-
Tpamii B KpoBi, iIHKOJW B cedi Ta iHMHUX Oi0JOTIYHUX pimmHaxX. 3
€TUYHUX MIPKYBaHb JIiKH BBOJSTH B HEBEIHKUX J03axX, IO
BUMarae 3acTOCYBaHHS JOCUTb YYTJIMBUX METOIIB HOCIIIKCHHS.

PesynpTaTu KiNbKiCHOrO BU3HAYEHHS BMICTY JiKapChKHUX
3ac00iB y mia3mi B JWHaMili BUKOPHUCTOBYIOTHCS JJIs BCTaHOB-
JICHHS TaKuX IMapaMeTpiB iX (papMakoOKiHETHKH, SK Tepion
HaITiBBUBEICHHS (Tl/z) MpU OJHOPA30BOMY BBEJEHHI, KOHCTAaHTa
IMBUAKOCTI BUBEIEHHSA, 00'eM po3monilly B OopraHizmi, crtanoi
KOHIIEHTpauii mpu TpHBajJoMy MOpUMaHHI Tolmo. Baxnuse
3HAUCHHS Ma€ TaKO)X BU3HAYCHHs KOHIEHTpalii MeTaboiTiB
JiKapCchKUX 3ac00iB y KpoBi (camHi), cedi i xoBUi. OcobnauBy
NiarHOCTUYHY IIHHICTh Ma€ BHSABJIEHHS B IHUX OI0JOTIYHHX
cyOcTpaTtax HETHINOBHUX MPOIYKTIB MeTaboJIi3My JiKiB.

Hepinko BuHHKae HEOOXiJHICTh y BHUSBICHHI aTMIOBUX TpaH-
CIIOPTHUX OUNKIB Yy KPOBI NUISIXOM KUJIBKICHOTO BU3HAYECHHS Ji-
KapchKUX 3ac00iB, AKi 3HAXOAATHCSI B KOMILIEKCI 3 HUMH. Bu-
SBUTH TX IHOIUMH METOIaMH JOCIIJKCHHS, HAMpPUKIAJ, eleK-
Tpodope3oM, HE 3aBXKAU MOXKIHBO.

BigmoBinHe 3Ha4YeHHsI Ma€ TAaKOX BU3HAuUCHHS 0COOIMBOCTEH
peaxiiii penenTopiB Ha il JIiKapChbKuUX 3aco0iB. s mporo
BHUKOPHUCTOBYIOTHCSI METOIM KiJBKICHOT 1 sIKICHOT OIiHKH (hapma-
KOJIOTIYHHUX e(EeKTiB.

3Ha4yHi TpyAHOIII BUHHMKAIOTh NPU BHUBYEHHI MEXaHI3MiB
dbapMakoreHEeTHYHHX €(EKTiB, 3yMOBICHHUX 1HAWBIAYyalbHUMH
0COOJNMBOCTAMH METa0O0Ni3My JIKapCchKUX 3aco0iB. Y Takux
BHUTAJKaX IMMHUPOKO BUKOPUCTOBYIOTHCS PI3HOMAaHITHI OioXiMiuHI
MeToau gociijxkeHHs. Cepell HUX BaXJIMBE 3HAYCHHS MAlOTh
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creniajabHl €H3UMMOJIOTIYHI METOIM, 110 Ja€ MOXKJIUBICTH BHSBUTHU
Ti OinkoBi cyOcTtaHmii, ski 00yMOBIIOIOTH (apMaKOreHETHUHI
epexktu. BuBuarTh iX KiHeTHYHI MmapaMeTpu, 30KpeMa CHOpij-
HeHicTh Oinka g0 cyOcTpaTy, KOHCTAHTYy IHriOyBaHHS, yTHIIi3a-
Iif0 aHaJoOTiB cyOcTpaTy, TepMOCTabiNbpHICTD, Aiama3oH pH Tomro.
KpiM kiHeTHYHHX TapaMeTpiB, BHU3HAYAE€THCSA KaTalliTHIHA
AKTUBHICTh aTUNOBUX (EPMEHTIB.

BinmoBinHI TpyAHOIII BUHUKAIOTh B OJep)KaHHI Marepialy 3
TKaHWH 1 opraniB. biomcis mijg yac onmepaTMBHHUX BTpydYaHb — HE
BHX1JI 3 TIOJIOKEHHS, TOMY IO TYT HE BUKIIOYAETHCS OJIHOYACHHIH
BILUITUB Ha 0iocyOcTpar aHecTe3yw4HWx 3aco0iB, IHIMIHUX IMpemna-
paTiB, caMOro 3aXBOPIOBAaHHS TOW[O. BiJbII HOUIABHUM METO-
OIUYHUM OPUHOMOM BBa)KaeThcsl NMyHKIiHHaA Oiomcis.

YacTo KOPHUCTYIOTHCS HENPSIMHMH METOJaMH BH3HAaUYCHHS
aKTHBHOCTI (epMEHTiB, 30KpeMa, 3a TPHUBAIICTIO (PapMaKoIO-
rigHoTo e(eKTy BiAMOBIAHHX NiKapChKUX 3ac00iB, 4YacOM HaITiB-
BUBEACHHS IX 3 IJIa3MH, KOHLUECHTPALi€l O-riAPOOKCHUKOPTH30HY
1 TIIoKapoBoi KUCIOTH B ceul Tomo. OcTaHHI METOIM TPYHTY-
I0ThCS HA TOMY, IO YTBOPEHHS IHUX METabOIITiB 3AIMCHIOETHCS
i BIJIMBOM MIKPOCOMHHX ()EPMEHTIB MEUYiHKH, TOMY KUIBKICTh
TaKUX MPOAYKTIB BIAMOBiZa€ aKTUBHOCTI UX (EPMEHTIB.

Yacto Benukui 00'eM AOCIHIIKEHb MOIIMPIOETHCS HA YJIEHIB
pOIMH, cepell AKUX BHSBJICHI 0COOM 3 TCHETHUYHUMH MOPYIICH-
HsIMU. BOHM /JalOTh MOXIHMBICTH NMEPEKOHATHUCS B HASBHOCTI
TeHETUYHOTO BapiaHTa 3axBoproBaHHA. KpiM Toro, MacoBi oOcTe-
KEHHSI CIPUSIOTh BUSIBJICHHIO XapakTepy Oyab-skux (papmako-
JOTiYHUX MapaMeTpiB, HaNpPHUKIaZ, KOHUEHTpalii JiKapCchbKOTO
3aco0y B mia3Mi KpoBi miclisi mpuiMaHHS B CTaHAApTHIN 1031,
HasiBHICTh BiJIXUJICHb BiJl BEJIUYHMH, XapaKTEPHHUX IS PEUITH
qIeHiB Tpynu Ta iH. Taki maHi HeEoOXimHI IS MPOTHO3YBAHHS
e(eKTUBHOCTI TOTO YW IHIOIOTO Mpenapary i MOXIHBUX yCKIai-
HeHb (apmakoTepamii. KpiM Toro, BCTaHOBIEHHS XapakTepy
PO3BUTKY (apMakOKiHETHUYHUX TapaMeTpiB cepel pi3HHUX
€THIYHUX 1 PacoBUX TPYyN CIYrye BaXJIUBUM JOKAa30M pOIi
reHeTHIHUX (akTopiB y mii Jikapchbkux 3aco6iB. Ile Tum Oinbm
JNIEMOHCTPATUBHO, SAKIIO TaKi BIAMIHHOCTI BUSBISIOTHCS B TPY-
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max HaceJeHHs, M0 3HAXOMSITHCS B IIEHTHUYHUX yMOBaX IMPOKHU-
BaHHS.

Jlnst BUSBICGHHS XapakKTepy YCHajJKyBaHHS Ta IHIIUX TeHE-
TUYHUX 3aKOHOMipHOCTEH (apMaKOreHEeTHYHHX aHOMalii
MIPOBOAATHCS POMMHHI 00CTEXEHHs. 30KpeMa, IS BH3HAUYCHHS
yCcmajKyBaHHS 3a MEHJETIBCHKHUM THIIOM JOCHTH IPOBECTH TaKi
JNOCIIJ)KEHHSI cepeJ pPOAWYIB MEepPIIOTO CTYHEHS pPOJUHHOTO
3B's13Ky, TOOTO OaThKiB i IiTeW, TOAI SK 3a MOJIT€HHUM THUIIOM
— JIOCIHi)KeHHs poJoBoaiB. KpiM TOro, polauHHI JOCIIiKESHHS
JAl0Th MOJKJIMBICTh BUSBHUTH HEYACTI MEHAEIIOI0Y] O3HAKH, IO
HEMOJKJIUBO TPU NONYNAMiHHUX o00cTexeHHAX. Taki 03HaKHU
cepen poauuiB TpannsioTbes B 50 % ang BUTAAKiB aBTOCOMHO-
JOMIHAHTHOTO yCIajaKyBaHHs 1 B 25 % — 1y aBTOCOMHO-pele-
cuBHoro. llepeBara poOAMHHUX MAOCHIJKEHBb IMOJArae Ime 1 B
MOJJIMBOCT1 OiJbII TTMOOKOTO BUBYEHHS MEXaHi3My T€HETUYHOI
aHomaliii, sKUi Oyae IACHTHYHUM. Y CBOIO 4Yepry MeXaHi3Mm
FEHETHYHHUX aHOMajid, BUSBJICHUX NPH MOMNYJSUiHHUX 00CTeE-
KEHHSIX, HEPIIKO PI3HUU.

Hyxe BaxmauBUM s (apMakOTEHETHUKH € TONYJSAIiHHUAN
METOJ JOCHIJUKEHHS. BiH BHKOPHCTOBYETHCS [UIS aHalizy
penpe3eHTaTUBHUX BHOIPOK 3 KOHKPETHHX MOMYJIALid 3 METOIO
OL[IHKKA TMapaMeTpiB, sIKi XapaKTepH3yIOTh PO3MOIIT O3HAK
(HampuKIam, cepeaHiX BEJUYHMH 1 CTaHIAPTHHUX BIAXHJICHB) abo
YaCcTOTH alieJield BiAMOBIMHUX JIOKyCiB. ['eHeamoriuHuii MeTon
pO3paxoBaHUI Ha BUBUCHHS POJIOBOJIB 3 METOK BCTaHOBJICHHS
TUIY yCHaJKyBaHHs O3HAK, 3YCIJICHHS T'eHIB abo0 JJIsi OTpUMaH-
HS JAaHUX, SKI HEOOXiTHI A MEIUKO-TEHETUYHUX KOHCYIbTAIliH.

I'eHeTnkOo-MaTeMaTHYHUN aHaANI3 Ja€ MOXIHMBICTH BHU3HA-
YUTH XapaKTEePUCTHKU yCHaJKyBaHHS SK OKPEeMHX O3HaK, Tak
1 CYyKymHOCTI iX (peHOTHIy, 110 BU3HAYAETHCS BiJIMOBIAHO 3 reHe-
TUYHUMHU TrimoTre3aMu. Pe3ynapTaTH Takoro aHamli3y MOXYTh
OyTH BUKOPHUCTaAHI s BUOOPY HAWOINBII ageKBaTHOI MoOJeni
JneTepMiHallii jaHoro (EHOTHUIY, IO HEOOXIIHO ISl MPOBEJACHHS
JNOCIIJPKeHb 3 TeHeTu4YHoi kiacudikamnii (3oxkpema, Gopm Biamo-
Bii opraHi3My Ha Jil0 MEIMKAaMEHTO3HHX 3ac00iB) i MPOTHO3Y-
BaHHS TPOSBY O3HAaK B OKpeMHUX poauHax. [Ipuuomy mpoBe-
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JCHHS TAaKOTO aHali3y 31iHCHIOETHCS B JBa eramu: l) reHe-
TUYHHM aHalli3 OKPeMHUX O3HaK; 2) OaraTOMipHHI aHalli3 CUCTEMH
o3Hak. Pe3ynbTaTu mepumoro eramy IalTh MOXJIHUBICTH OTPHU-
MaTH TF€HETUYHY XapaKTEePHUCTUKY BIANOBIAHHUX O3HAK, APYroro
— OoTpuUMaTH JaHi iX BixiOpaHoi cucteMu. 30Kpema, O3HAKH, L0
BUBYAIOTHCSI, MOXXHA PO3NONINUTH Ha TPYNH, SIKi XapaKTepHu-
3yI0ThCSA: 1) BUCOKMM Koe(imieHTOM yCmaJaKyBaHHS i BHUCOKOIO
KOpeJsIico 3 TepameBTUYHUM e(deKToM; 2) BHCOKUM Koedi-
HI€EHTOM BILUIMBY 30BHIIIHIX ()aKTOPiB 1 BUCOKOIO KOPEIALI€I0 3
TepaneBTUUYHUM edektoMm. [lepma rpyma o3HakK Moxe OyTH
BUKOpPHUCTAHa IJIsi BUBYEHHS BIUIMBY F€HETHYHHX (PakKTOpiB, a
Ipyra — JJsi AOCIHIJKEHHS BIJIUBY KOMOiHaIii 30BHIMIHIX (ak-
TOPIB Ha peakililo opraHi3My Ha Jif0 JiKapchKoro 3aco0y. bararo-
MipHUH TEeHEeTHYHHH aHajli3 OpI€eHTOBAaHMWN Ha OJEpKaHHSI
IHTeTpaIbHUX MOKA3HHUKIB 3 BIAMOBIAHUMH CTaTUCTUYHUMHU BIlac-
TUBOCTSAMH. HacTynHUH reHEeTUYHHUH aHali3 OUX 1HTerpalbHUX
MOKA3HHUKIB J]Ja€ MOXJHMBICTh BUPINIyBaTH TaKi MpakTU4YHI mMpoO-
JeMH, SIK A1arHOCTHKA, JIIKYBAaHHS, MEIUKO-T€HETUYHE KOHCYJIb-
TYBaHHS TOIIO.

UucieHHI MaTeMaTUYHI METOJU JOCJIJKEHHS, 30Kpema,
(heHOTHTIOBHI PO3MOAIT O3HAK 1 METOAU OOUYHMCICHHS KOPEISIMii,
cerperamiiHui aHaai3, KOMIOHEHTHUH PO3KJajl 3araibHoi (eHo-
THUNIYHOI Aucnepcii o3HaK, aHayli3 HEMOBHOI MEHETPAHTHOCTI y
MOHOTEHHIH Mojeni Tomo, mojgani B moHorpadii €.T. Jlineina i
cuiBaBTOpiB "BBemeHne B COBpeMEHHYI GapMaKOTeHETHKY"
(1984).

Jyxxe BaxxnuBe 3HAYEHHS MalOTh JOCIHiJKEHHsS Ha OIHU3-
HsaTax. lle#t MmeToa mae MOXXJIHMBICTH PO3B's3aTh 0araTto NMHUTaHb
¢dbapmakoreneTnku. [lepm 3a Bce, 1e 3'sicyBaHHS pOJIi TeHETHU-
HuX QakTopiB y dapmakosoriunii aii mikiB. Sk i momymismiiHi
NOCHIJKEHHS, I1leil MEeTOJ JJ03BOJIIE BCTAHOBHUTH XapakTep
yCcIagKyBaHHS Tiei 9M 1HIIOI O3HAKH, SAK 1 BiAAU(EpPEHIIIOBATH
0 30BHIMIHIX (akToOpiB Ha ¢apMakoKiHETHKY, ¢dapmako-
IuHaMiKy i eeKTHBHICTh (papmakoTepamnii Tomo.
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1.3. ®apMakoreHeTu4Hi e)ekTH i cnagkoBi aedexTH,
iX kJaacudikaunis

[Monimop@dizM mposiBiB MO3UTUBHOI Ail JNiKapChKUX
3ac00iB Ha OpraHi3M BU3HAYa€ThHCs TepMiHaMu "(dapmakosoriuna
peakuis", abo "dapmakosoriunuii epext". Y (apmakoreHetuii,
KOJIM 3a3HAYa€THCS MPOBiJHE 3HAYEHHS T€HETHYHHX (a2 HE 30B-
HimHIX) pakTopiB y GopMyBaHHI OpraHi3MOM TaKUX peakIii
Ha JiKW, 9acTO TepMiH "dapMakosoriyHuN edexT" 3aMiHIOITH
tepminom "(dapmakorenetuunuil epext". Taka 3aMmiHa gouinbHA
1 B KJIiHIYHIA (apMakOTeHETHIl, /e BiJ3HAYAETHCSA HE TIIbKHU
MpOBiJHA POJIb TEHETUUYHUX (PakTOpiB y PapMakoJOTIUHUX pe-
aKIisgax, ajie ¥ BakjauBe I1X KJlHIYHe 3HaueHHs. HaliOinpm 3a-
raTbHUMHU (papMakOTeHeTHYHHMHU e(QeKTaMHu €. TMiIBUIICHHS
YyTIUBOCTI OpTaHi3My J0 JIiIKapChbKHUX MpernapariB, CHagKkoBa
TOJIEPAHTHICTh 0 HHUX, aTUIIOBA JIisl, MPOBOKYIOUNH BILUIMB TOLIO.
Y Tux BUIAIKax, KOJH I'C€HETHYHUUN Ne(EKT NPSIMO YU OIOCE-
peIKOBAaHO HE IO03HAYAETHCS HA BCMOKTYBaHHI, pPO3MOMIiNi,
MeTabosi3Mi, eKCKpelii JikapchKuX 3ac00iB, B3aeEMOJIl 3 perern-
TOpaMH, BIJMB iX CYTTEBO HE 3MIHIOEThCA. AJe HpH psai
CIIaIKOBUX 3aXBOPIOBAaHb 1 CTaHIB IeHETUYHHI nedeKkT BimoOpa-
XKaeTbesl Ha (apMakokiHeTuui i (a6o) Ha GapMakoaMHaAMIL JiKiB,
0co0NMBO yacTo Ha iX Merabonmi3Mmi. Y TakuxX BUMAIKax Jis
JMIKapChKUX 3aCc00iB HAa OPraHi3M MPOSBIAETHCSA Yy BUTISAMI HE3-
BUYHOI peakmii, ska Moxe OyTwW mincuieHoio abo, HaBIaKH,
nocnabiaeHow. Moxxe MaTu Miclle 3HAYHE MiABHUINEHHS TOKCHY-
HocTi. KpiM Toro, mpu AesKMX CMaJKOBHX 3aXBOPIOBAHHSIX, fKi
Ha JaHUW MOMEHT mnepebiraloTh JIATEHTHO YW 3HAXOAATHCS Y
B'simiit popmi, BIAMOBIAHI JiKapChKi MpemapaTH MOXYTh 3aroc-
TPIOBATH TMATOJOTIYHUN Tpomec (IPOBOKYrOYa disl JiKiB).

VY 1975 poui excneptu BOO3 3anpononysanu kinacudikaiiro
FEHEeTUYHUX HNOPYUICHb, IPU SKUX Pi3KO 3MIHIOETHCS Aid Jikap-
CbKHUX 3ac00iB. Y mepily rpyny TakuxX HOpPYIIEHb BOHHU BKJIIO-
yuiu (papMakoreHEeTHYH]1 BIAMIHHOCTI, SKI YCIaAKOBYIOThCA 3a
3akoHaMu MeHnens, B Ipyry — MOPYLIEHHs, sIKi CyHpPOBOJKY-
I0OTHCS 3MIHOIO YYTIHMBOCTI OpPraHi3My JO JIKapChKUX 3ac00iB, y
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TPETI0O — CTaHW, MPH SAKUX TeHEeTHYHI (HAKTOPH 3MIHIOIOTH peakK-
[il0 Opra”i3My Ha JiKH.

Ist knacugikamisi, Ha Hall MOTJS, HE M030aBJieHA HEIOJIKIB.
VYV Hill He 30epeKCHUN €AUHUN TMPUHIIUT CTPYKTYPHU: OJHOYACHO
BUKOPHUCTAaHI K CYTO T€HETHUYHi, Tak 1 (papMakoJIOTidHI Tapa-
MeTpHU, HEe BHJiJE€HI B OKpeMy Tpyny TeHeTH4YHi aAeQeKTH, Mpu
SKAX Jis JIIKapChbKUX TpernapariB 3Ha4YHO NMOCIA0IIETHCS YU
HE TPOSBISETHCS, SIK 1 CIIAJIKOBI 3aXBOPIHOBAHHS, MPH SKHX Ji-
KapchKi 3ac00M MPOBOKYIOTH iX 3aroCTpeHHS. Y 3B'SI3KY 3 IUM,
knacudikamis BOO3 mMae HEBHCOKY KIIHIYHY IIHHICTD.

BpaxoByrouu 11i HemOJiKW, HaMH 3alpoONOHOBaHA KJIacCH-
¢ikanis reHeTUYHHUX MOPYLIEHb, OCHOBOIO 5IKOi € TuUm (apmako-
TreHEeTHYHUX ocobnuBocTel il nmikapchkux 3aco6iB (M.I1. Ckakys,
1981). Jo mepmioi rpynu BiJlHECEHI T€HETUYHI MOPYIICHHS, MPH
SKUX Oisf JIKapChKHX TpemapaTriB 3pocTae; X0 APYyroi — reHe-
TUYHI TOpPYIIEHHS, IPH SKUX i JiKapCchKHUX 3ac00iB mocnad-
JI0ETHCS a00 HE MPOSBIAETHCS; N0 TPETHOI — '€HETHYHI MOPY-
HICHHS, TPHU SIKMX 3pPOCTa€ TOKCHYHICTH JIiKiB 1 XapakTep ix
HETaTUBHOI Jii; JJO 4eTBepTOi — CHaJKOBI 3aXBOPIOBAHHS, MPH
SIKHX TIPOSIBISIETHCS MPOBOKYIOYA Iis JiKapCchKUX 3ac00iB.

[Ipun nedxkux cmaaKOBUX 3aXBOPIOBAHHSX (T€HETHYHHX Je-
(exTax) 4yTIMBICTh XBOPHUX JIOACH IO psAy JiKapchbKuUX 3aco0iB
3pocTae. Jlo Takux MaTOJOTiIYHUX CTaHIB HajekXaTh CIaJKOBa
HEJOCTaTHICTh CUPOBATKOBOT OyTHpHIXOJiHecTepa3u, (eHinke-
TOHYPIis, HEOCTATHICTh MEYIHKOBUX TIAPOKCHIIA3, HETOCTATHICTD
rimokcaunTuH-pochopudbo3unTpanchepasu tomo (tadm. 1).

Tabruys 1
I'enernyHi mopyuieHHsi, NPU SIKUX 3pocTae papMakoJoriyHa ais
JiKapchKHUX 3aco0iB

. ®dapMakoreHeT MYH Uit
CnaakoBuii nedekt .
e(eKT JikapchKuX Tun ycnagkyBaHHs
(3aXBOPIOBaHHA) .
3ac00iB
1 2 3

[HenocraTHiCTh Pizke motoBXKeHHS Miope- |JABTOCOMHO-PEIICCHBHII
CHp OBaTKOBOT ITaKCaHTHOI Jii JUTHITIHY
OyTHpIIIXONiHECTEpa3n  [ra iHMWX edipiB XOIiHy
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IIpooosoicenns maoa. 1

1 2 3

HemocratHicTh nedin- [IpononrroBaHa ais i 30i- |ABTOCOMHO-PELICCHBHHUIA
KOBUX T'iPOKCHIIA3 JIBIITEHHS TOKCUIHOCTI M-
¢eniny, (peHaleTHHY, HE-
[PSMUX aHTUKOATYJISHTIB

[HeocraTHICTD [Tixcunenns mii MaOyThb perieCHBHUH,
TIOKCAaHTHH- aJIOIlypUHOIY, YTBOPEHHS [3UCIUIEHUH 3 X-
bocopudo3mI- KCAaHTHHOBHX KAMEHIBY [XPOMOCOMOIO
TpaHchepa3n HUPKOBUX IIIAXaX

[HemoctraTHICTD Pi3ke migBuIeHHs ABTOCOMHO-PETICCHBHHIA

(eninananin-4-rigpo-
Kcrtasu (eHiake-
[TOHYDIs)

rinepTeH3uBHOT Iii
aZpeHaiuy i
HOpaJpeHATIHY

Pi3ke MOCIICHHS BIUIMBY i|ABTOCOMHO-PELICCHBHHUIA
MIABUIIEHHS TOKCUYIHOCTI
¢droporany i
MeTOKCH(ITYpaHy

/[1icaBTOHOMISI POIMHHA
(crmapom Paiimi-/les)

Ha mpotuBary reHeTHYHO 3yMOBJIEHOMY 3pOCTaHHIO (apma-
KOJIOTIYHOTO €(eKTy 1 TOKCHYHOCTI JiKiB, IpH 0ararbox CHaIKo-
BUX 3aXBOPIOBAHHSIX, HABIAaKW, MPOSBISETHCS TOJEPAHTHICTH
J10 JIIKapChbKUX IpernapariB. 30Kpema, J0 HUX HajeXaTh.: aKarTa-
nma3isi, HepoMeraabHUN TIAIKOTEHO3, HEJOCTATHICTh TiMOKCAaH-
TuH-pochopubo3zunTpanchepasn, MiABUIIEHHS aAKTHUBHOCTI
CHPOBATKOBOI OyTHPUIXOJiHECTEpPa3H, CMaJKOBa TOJIECPAHTHICTh
0 TIpemnapariB Ipynu KyMapuHY, CHaJKOBI ITiPHJIOKCUHO3AIEKHI
CHHJIPOMH, METHJIMAJIOHATAIHAEMIsl, CUIEPOaXPECTHIHA aHEMis
tomo (tabiu. 2).

Tabnuys 2
OcCHOBHI reHeTHYHi MOPYLIEHHS, NPH AKHUX Aif JikapcbKUX 3ac00iB
1n0cJa0JII0EThCsl 200 He NMPOSABJISAETHCS

. dapMakoreHeT MMHHU Tun

CnaakoBuii gedext (3axBo-

edexr ycnaaky-

P1OBaHHs) . .
JiKap cbKHX 3ac00iB BaHHS
1 2 3

Jeodimut xatanas3u (akata- BincyTHicTh mii mepokcumy ABTOCOMHO-
J1a3is) BOJHIO peTecuBHII
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IIpooosoicenns maon. 2

1 2 3
HenocrartHicth ritoko30-6- Pi3ke 3MeHIIeHHS Tineprilike- | ABTOCOMHO-
dbocdarasu (HehpomeranbHuit | MidHOT il agpeHaiHy, PCIICCUBHUIMA
TJIIKOT€HO3) TJIIOKArOHy, FaJIakTO3H
HenocrartHicts rinokcanTiH- | BigcyTHicTh Ai1 MepkanTomny- | ABTOCOMHO-
dhochopubozmTpaHchepasu | puHy 1 a3aTiONPUHY PEIICCUBHHUIHA
ITigBuIIEHA AKTUBHICTD Pi3ke 3MeHIIICHHS Mioperna- ABTOCOMHO-
CHPOBATKOBOT OyTUPWIXOMI- | KCAaHTHOT i TUTHIIHY Ta JIOMIHAHT-
HecTepasu (Bapiant L{inTiaHa) | iHIUX edipiB XoJiHY HUI
CriazikoBa TOJIEPAHTHICTh 10 | Pi3Ke 3MEHIIICHHS aHTHKOA- ABTOCOMHO-
npenapariB rpymni KyMapuHy | TyJSIHTHOI Aii mpenapariB JIOMIHAHT-

TPyl KyMapuHy HUI
CnazikoBi TiaMiHO3aIEXKHI Pi3ke 3MeHIICHHS ABTOCOMHO-
3aXBOPIOBaHHS (IiArocTpa cnenudiyHol Ail TiaMiHy pelecCUBHUM
HEKPOTH3yI0Ya eHIe(amoMi-
€JIONATIS, JISHIIMHO3 TOIIIO)
CnankoBi mipuaoKcnHo3anex- | Piske 3MeHIIeHHs: papmako- | ABTOCOMHO-
Hi CHHIPOMH (TOMOIMCTHHY- | JIOTIYHOT /1ii MIpUIOKCUHY pelecCUBHUM
pisi, NMCTATIOHIHYPisl, KCAHTY-
PEHIHYpisl, MIPUIOKCHHO3a-
JISKHUM CyJJOMHUI CHHIPOM)
MertunmanoHaranuaeMist Pi3ke 3MeHILICHHS TeMOII0- ABTOCOMHO-
€THYHOI Jiii IjiaHOKoOaJIaMiHy | perleCHBHUI
Henocraruicts -aminonesy- | Pizke 3menmenHs ¢papmaxo- | PenecusHuii,
JIHATCHHTETA3H (CIagKOBa JIOTIYHOT JiT Mip UIIOKCHHY, 3YETICHUN 3
CHJIEpOaxpecTHYHa aHEeMisl) npernaparis 3aiisa, X-xpomoco-
HiaHoKoOanaminy MOIO

[Ipu GaraTbox CmaJKOBHUX 3aXBOPIOBAHHAX JEsAKi JiKapchKi
3aco0M BHUKJIHMKAlOTh aTUNOBI peakiii opranizmy. besmocepen-
HBOIO X MPUYMHOIO HaWdacTime € fAedekT pepMeHTIB, AKi MpsMOo
94U OMOCePEeIKOBAHO BIJIHBAIOTHL HAa MeTaboNmi3M IiKiB. ATH-
MOBICTh TaKMX peaklii MposIBISETHCS y NBOX BapiaHTax. Ilo-
mepire, Ipu 30epekeHH]I XapakTepHoi ¢papMakoIMHAMIKHA 3HAY-
HO 3pOCTa€ TOKCHUYHICTh, HABITh MPHU 3aCTOCYBaHHI JIKIB y MiHi-
MaJIbHUX A03aX. [lo-Apyre, TOKCHYHICTh BIANOBIJHUX JIKapChKUX
3aco0iB moJjsArae B 3aroCTPEHHI CMaJKOBOI'O 3aXBOPIOBAaHHS, SKE
0 IBOTO MaJIo JATeHTHUH abo B'suimii mepedir. Takuii xapakrep
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(bapMakoreHeTHYHOTO €(eKTy BHU3HAUYEHUHW HaMHU, SIK HPOBO-
Kyroda Jdisl JiKiB.

3HAYHO 3pPOCTa€ TOKCHUYHICTh 0araThoX JiKapChKUX 3aco0iB
MpHU CHAJKOBUX 3aXBOPIOBAHHSX, AKI CyNpPOBOJXKYIOTHCS HEIOC-
tatHicTIO ['6D]], TOOTO MpHU rOCTPO CHPOBOKOBAHINA reMOJITHYHIH
aHeMii 3 reMmorno0iHypiero, daBi3zMmi, cHnajgkoBili XpOHIYHIH
HecheponuTapHiil TeMOTITHYHINA aHeMii, a TaKOXX MPHU HEIOCTaT-
HOCTI TIIyTaTiOHPEeAyKTa3W CPUTPOIUTIB, JePekTax PepMEeHTIB,
K1 3a0e3meuyloTh CHHTE3 TIyTaTioHy, 1 HpH HecTaOimbHUX
remMoryio6ino3ax (ta6ma. 3).

Tabnuys 3
I'eHeTHYHi MOpPYIIEHHHS, MPH AKHX 3POCTA€ TOKCHYHICTH JiKapChKHX

3ac00iB i xapakTep iX HeraTuBHOI aii

Cnaakosuii gedext TokcukoreneTH4HuM eexT Tun
(3aXBOPIOBAHHA) JiKkapchbKHX 3ac00iB ycnaaKyBaHHS
1 2 3
Henocrathicts [6®D/], a | ATunosa aisi y BUTJISAAI reMoJi- | 3YSTICHUH 3
TaKOXK: TUYHOTO KpU3y 1 aHeMii, Ky X-xpomoco-
a) TIyTaTiOHPEeAyKTa3H BUKJIMKAIOTh IPOTUMATISAPiiHi MOIO
€PUTPOLIUTIB; (mpumaxiH, XiHraMiH, aKpUXiH, ABTOCOMHO-
0) ¢pepMeHTIB CUH Te3y XIHOIU), KAPO3HIKYBAIBHI 1 JIOMIHaHTHHUH
[J1yTaTioOHY; 3He00I0BANIbHI IpenapaTu He BcTa-
B) HecTabiIbHi re- (benaueTnH, KucIOTA HOBJICHU I
Morno6inu (HB Zurich, aleTUJICATI IMIIOBA, aMiTonipuH), | ABTOCOMHO-
Hs Torino, He H tomo) | cynedaninamiau, moxigHi IOMIHAHTHHNA
HiTpodypany, Bikacon, [TACK,
JIEBOMILIETUH, OyTaMij, XiHiuH,
METHJICHOBUH CHHIH TOILIO
CXHUIBHICTB 70 3nosKicHa rineprepmis i nporpe- | ABTOCOMHO-
3JI0SKICHOT TinepTepMii | cyroya M’s30Ba PUTIAHICTb, JIOMiHaHTHHUH
BUKJIMKaHi (GTOPOTaHOM,
MeToKCcU]IypaHoM, eipom aiis
HapKo3y, AMTUIIHOM
Osteogenesis imperfecta | loOposikicHa rinmeprepmis, He BcTanos-
BUKJIMKaHa (PTOPOTAHOM, JIeHu’
JUTHIIIHOM
CXUIbHICTB 10 ArmactuyHa aHeMis, BUKiIMKaHa | He BctaHOB-
aIuIacTUYHOI aHeMii JIEBOMIIIETHHOM JICHU
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[Ipm nmx 3aXBOpPIOBAaHHSAX HH3Ka JIIKAPCHKUX 3aC00IB MOXKe
BUKJIHUKATH TE€MOJITHUYHUHA KPHU3 4Yepe3 OJHOMOMEHTHY 3aruodelrb
BEJIMKOI KiIbKOCTI CTapUX E€PUTPOLHMTIB.

[IpoBokytoua mist A€AKUX JIKAPCHKUX 3aC00IB MPOSBISIETHCS
MpU METTeMOTJIO0IHEMIsAX, MEeYIHKOBUX MOP(ipiax, NepBUHHIHN
mojarpi, TeHETHYHO IETePMiHOBAHHX TimepOimipyOiHEMisIX TOIIO
(Tadin. 4).

Tabruus 4

Cnamconi 3aXBOPIOBAHHA, IPU SAIKUX NMPOABJAECTHCH MPOBOKYIHOYA lliﬂ

JikapcbKHX 3ac00iB

CnaakoBuid

rinepOinipyoiHemii
(cunapomMu
Kpirnepa-Hanxapa
i XKins6epa)

HeOe3neka po3BUTKY SACPHOT
JKOBTSIHUIL1) y 3B SI3KY 3 JI€H0
xiMioTepaneBTUYHUX (CyJibQanina-
MifaiB, reBomineruny, [IACK),
XKapO3HUKYBAIbHUX 1
3He00II0BAJILHUX 3aC001B
(penaneTnny, mapaneramoiry),
BiKacoJIy, KHCJIOTH HIKOTHHOBOT,
6apOiTypariB,XJopanriapary,
kam(opH, IPOreCTePOHY, ECTPOTEHIB,
3ac00iB as xoneuucrorpadii Tomo

ntedext TOKCI:IKOFeHeTH'lHPlﬁ e.:([)eKT Tun
(3axBoproBanms) JikapchbKUX 3ac06iB ycHaJaKyBaHHSA
1 2 3
ITeuinkoBi mopdipii | 3arocTpeHHs 3aXBOPIOBAHHS, 1110 ABTOCOMHO-
BUKJIMKaHE HTaIsIMiHHUMH JOMIHaHTHHUI
HapKO3HUMH 3ac00aMu, CIIIPTOM
€TUJIOBHM, aMiJIOMIpUHOM,
rpu3eodynbBiHOM, €CTpOreHaMH,
I eHiHOM, IpernapaTaMi MaTKOBUX
PIXKKIB TOMIO
IlepBuHHa moxarpa |3arocTpeHHs XBOPOOU, BUKIUKAHE ABTOCOMHO-
CIHPTOM €THUIIOBHM, XJIOPTIa3UIOM, JOMIHaHTHUI
bypocemigom
CnaakoBi Tinep6inipybineMis i >kOBTSHUIS (TIpU | ABTOCOMHO-
HEKOH I0TOBaHi cunapomi Kpirnepa-Hamxkapa pelecuBHUIA
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IIpooosoicenns maoa. 4

(curmpomu [JabiHa-
JI>xOHCOHA 1

mpernapaTiB

1 2 3
CraikoBi limepOutipyOiHEeMis 1 )KOBTSAHUI i | ABTOCOMHO-
KOH’IOTOBaHi BILUTUBOM CITHPTY €THUIIOBOTO, peliecuBHUI
rinepOinipyOiHeMii | ecTpoTeHiB i eCTPOTeHOBMICHUX (momiHaHTHMIA)

Potopa)

Temodimii 30ipIIeHHST KPOBOTOYMBOCTI 1 KPOBO- | ABTOCOMHO-
BUJIMBIB ITi 1 BINIMBOM KHCJIOTH pelecCuBHUIA
AIe TWICAIITIOBOL

HenocraTHicTh [TincunenHs mposiBiB [IposBrseThCst

METreMOorIo0iHO- METreMOrI00iHeMIi HATPIO HITPUTOM, |y FEeTEPO3UTOT

penykrasu (cnaa- aMUTHITPUTOM, HITPOTJILIEPUHOM, y dopmi

KOBa METIeMOr- JICSIKUMH XIMI10TEpareBTHIHIMH aBTOCOMHO-

JI001HEMIs1) 3aco0amu (cynbdaniamigamu, Jjie- peIecuBHOL
BoMminerunom, ITACK, dypanoninom, |merremorno0i-
XIHIHOM), TApareTaMoIOM TOIIO HeMiT

[Monana knacugikamis cnaakoBuXx NedeKTiB (3aXBOPIOBAHD)
1 (hapMakoreHETHYHHUX (TOKCHUKOTEHETHUYHHX) €(eKTiB BU3HAUAE,
mepm 3a BCe, TAKTHKY MEAHYHUX MPaIiBHUKIB MPU BHUPINICHHI

OUTAaHHA 1040 MOJKIUBOCTI

BUKOPHCTAHHA THX YH

IHIIUX

JMIKapChKUX 3aC00iB MpU Pi3HUX I€HETHMYHHX AcPeKTax, MOeIHaH-
HS 3 IHIIMMH JTikaMu. BoHa BH3HA4Ya€ TakoX BUPINICHHS MUTAHHS
040 KOpekIii iX J03yBaHHS, TPUBAIOCTI JIKYBAHHS TOIIO.
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2. Meta0o0Ji3M JikapcbKHuX 3ac00iB i Horo
reHeTHYHe 3a0e3NmevYeHHs

2.1. Cnoco0u metadoai3mMy JiKaApChbKHX 3aC00iB

B oprani3mi grozneit i TBapuH MOCTIHHO BinOyBalOThCS
pI3HOMAaHITHI MPOIECH XIMITHOTO TEPETBOPEHHS JiKapChKUX
3ac00iB W IHIIMX YyXOPIAHUX PEUYOBUH-KCEHOOIOTHKIB, 110 31iM-
CHIOETHCS B TPAaBHOMY TpakTi, JeTeHsX, IIKipi, HUPKax, 0co0-
JUBO aKTHBHO y medinmi. Ilicas mpuiiMaHHS BCepeaUHY Oilb-
IIiCTh JIIKIiB BCMOKTYETHCA y HITYHKY 1 TOHKIM KU i depe3
NOpTajlbHY CHCTEMY TPAHCIOPTYIOTHCA Yy MEYiHKY, 1€ aKTHBHO
OioTpaHcHOpPMYIOThCS Yy BiamoBiaHi MeTaboiTi. [HII JIiKapCchKi
3aco0W IHTEHCUBHO MeTaboJi3yIOThCSI B KHIICUYHHUKY, SIK, HaIl-
puKJiag, KJIOHa3emaM, aMiHa3WH TOWIO; Y AMCTAaJbHUX Biaginax
ioro meraboJi3M JOeIKUX 3aco0iB 3A1HCHIOETHCS MiKpoopra-
Hi3MaMH.

CyTHICTh PI3HOMAHITHHUX pEaKIlid JIKapChKOTO MeTabori3mMy
noJisirae B HEOOXIAHOCTI MEpeBEACHHS 1X Yy TaKy MOJIEKYJSIPHY
¢dopmy, gka O crnpwusiia BUJAJICHHIO 1X MeTabONITIB 3 OpraHizmy
HUpPKaMU, MMEYiHKOI, iHmuMHU opranaMmu. lle, Hacammepen, cto-
CY€ThCs 3ac00iB, IKi MarOTh BUCOKY JINOMUIBHICTH, 1[0 CTPHMYE,
HaBITH POOUTH HEMOXIUBHUM, IX €KCKpeIir. Y mpolmeci MeTa-
0omni3My Taki 3aco0u BTpadyaroTh cBOI (papMakoJIOTi4HI BIIACTHU-
BoCTi 1 ninodinpHicTe. [IpoTe OyBaloTh BUNAAKH, KOJIHU MeTa-
00JIITH CTalTh OiAbII AKTHBHUMH YH TOKCHYHUMH. Tak,
MPakTUYHO HEAKTWBHI HUTOCTAaTHKHW MEPKAaNTONypHH 1 azario-
MpuH HaOyBaOTh (HapMaKoJOTIYHOI aKTHBHOCTI JIMIIE y Tpomeci
MepeTBOpPEeHHs y BiAmoBigHI Meraboxitu. Panime mupoko
BUKOPUCTOBYBAaHMH HEAKTUBHUH YEPBOHHMU cTpenTouuja (IPOH-
TO3WJI) B OPraHi3Mi BiJIHOBJIIOETHCS B aKTUBHUU O1JUN CTPENTO-
nua. MeTUuIoBUN alKOTOJbh OKHUCIIOETHCS Yy O1MBII TOKCHYHHUU
dbopmanpmeria, a MPaKTHIHO HEAKTHBHUM MapaTioH NUIIXOM
necysib(iTyBaHHS HNEPETBOPIOETHCS Yy NOCUTh CHJIBHHMH iHCEK-
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Tunua. Te )X camMe CTOCYeThCS 1 YOTHPHUXIOPUCTOTO BYTJEIIO,
xjmopodopmy, mapameramMoly Ta IHIIHX JTiKapChKUX 3aco00iB,
Metabomnitu sikux Oinbm TokcuuHi (H.I1. Cxakyn i cmiBaBt., 1995).

Cruix BBaXkaTH, 110 €BOJIOIIMHO MEXaHI3MH 3HEIIKOIKEHHS
BUHHUKIN JJIA 3aXHUCTy JIOACH 1 TBapWH BiJ MIKIIIUBOI mii pi3HHUX
pEYOBHMH, SKi MOCTIHHO MOTPANISAITh Y Xap4oBi MPOIYKTH.
[Tonimopdizm cTBOpeHHUX MexaHi3MiB Je3iHTOKcukamnii 3abes-
nedye OpraHi3M BiJ TOKCUYHOI Nii HEe TINBKM HaTypalbHHUX, aje
i pi3HOMaHITHUX MPOJYKTIB XIMI4HOTO CHHTE3Y: JIKiB, 1HCEKTH-
LUIB, MECTUIMIIB TOIIO.

Exckpenis HUpKaMu IiKapChKHX 3aC00iB Bigirpae BaXIHUBY
ponb y mpunuHeHHi ix Oionoriunoi aii. Takux 3aco0iB HebaraTo.
BoHu mepeBa)kHO MarOTh HEBEIHMKY MOJEKYISIpHY Macy abo
MOJISIPU30BaH1 3aB/ASKH HAasIBHOCTI BiAMOBIJHUX (PYHKIIOHAJTBHUX
TpyIl, TMOBHICTIO 10HI30BaHI MpU (i310JOTIYHUX 3HAYCHHIX pH.
binpmicTtes nmikapchKUX 3aco0iB mo30aBieHa Takux (i3UKO-
XIMIYHUX BJIacTUBOCTEeH. BoHuU, K mpaBmiio, MalOTh JimoQiabHi
BJIACTUBOCTI 1 3aJMIIAIOTHCS HEIOHI30BAHUMH MPU TUX PIBHIX
pH, sxi XxapakTepHi juis piguH i TKaHWH opraHizmy. Kpim Toro,
MIOTPAIIAIOYN Y KPOB, BOHH MIITHO 3B'S3YIOTHCS 3 OLIKaMH TIjIa3-
MH, TOMY TOTaHO QiABTPYIOTHCA B HUPKOBHX KiayOoukax. Taxki
3aco0u mposiBisau O nyxe TpuBaly Airo, sKOM BOHA 3aiexana
nuuie Big HHUPKOBOiI ekckpenii. Tomy eBoOMIONIHHO BUHUK
MeXxaHi3M OioTpancdopmaliii KCeHOOIOTUKIB, SIKUW 4Yepe3 3MiHY
XIMI9HOI CTPYKTypHu 3a0e3medye TMEepeTBOPEHHSA JIMODITbHUX
KCEHOOI0THUKIB y X moasapHi MeTabomiTH, SAKi MIBUAIIE 3alH-
HIAI0Th OPTaHi3M.

Benuve3zna OinpuricTh JiKapchbKHX 3ac00iB KaTali3yeThbCs
3a JonoMorom crenupiyHux GepMeHTIB, SKi JTOKaNi3yIOThCS B
SHAOTIa3MAaTHYHIN CiTIi (PETUKYIYMi), MITOXOHAPISAX, MUTO3O0II,
nmi3ocoMax, HaBiTh y sApi 4M MIa3MaTHYHUX MeMOpaHax.

Jlixapcheki 3aco0u, 3BUYAiHO, METa0OMI3YIOTHCS B OpraHizmi
y aBi ¢azu. Y mepuwiii ¢a3i 3HAYHO 3MIHIOETHCA IX CTPYKTypa
y 3B'SI3Ky 3 OKHCIICHHSIM, BiJJHOBIICHHSIM YH TiJpoJizoMm. Y mera-
00JIiTiB 3'ABASIOTHCS Taki aKTUBHI XiMiuHi Tpynu, sk -OH, -
NHZ, —COOH, —-SH rtomo (tabn. 5). 3aBasku UM Tpymam,
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CTBOPIOIOTHCS YMOBH JIS y4acTi TaKHX MeTabodiTiB y peakIisix
npyroi ¢asu. Sxmo sikapchkuil 3acid Bke mMae xo4ya O OaHY 3
OHUX TPYM, BiH MOXe Biapa3y OpaTw ydacTh y peaxkmisix Apyroi
¢a3u. Ane e "He 000B'A3k0BO. Hampuknazn, cnupTu, Mam4u y
cBOi#l cTpykTypi paamkanu -OH, Takox mignsraioTs merabdo-
ni3My crocoboM okmcieHHs. | B3arami, AesKi JIiKapchKi 3acodwu,
3aBJSIKH OCOOJIHUBOCTSAM CBO€i XiMI4HOT OyJOBU 1 BIACTUBOCTSM,
OepyThb yyacTh JHUIIE B peaklisx mnepmoi ¢aszu.

Tabnuuys 5
Peakuii I ¢a3u meradosizmy kceHo0ioTukiB
XimiuHuii kaac pe- C - Jlikapchki 3acodu — cyo-
. TPYKTYPHi 3MiHH
akmiii CTpaTH
1 2 3

OKHCIIEHHS R R

[{utoxpom P-450 @ ©

3asiexHe _—

OKHUCJIEHHS: ATICTAH1TI T, AaHATTPHITIH,

| ApoMaTuyHe \ / oH (benoOapOiTai, qudeHiH,

[ {pOKCHITIOBAHHS OyTanion, amperamiu,
Bapdapun, 170-eTHHII-
lecTpazion, OeH3MipeH,

0 HadTanin

Aniparnyne RCH,CH;—p RCH,CH,OH [Byraznion, nexrobapoirai,
1 IPOKCIITIOBAHHS RCH,CH,—p RCHCH, cexo 6ap6iTanI,

| XJIOpIIponami,

OH i6ynpoden, menpobamar,

CITFOTETUMIJT, TUTITOKCHH
[Erroxcumaris VC}I A ipuH
RCH=CHR—P R-C-C-R

(OxucoBanbHe MopdoiH, eTunmopdiH,

leanKiIoBanHs: RNHCH;—» RNH,+CH,O |amizonipun, kodeiH,

IN- Ie aJIKITFOBaHHS reodinin

O-peanximosannst  |ROCH; —9» ROH+CH,0  |[KopeiH, p-HiTpoanizon

S- meakiTroBaHHSI RSCH,—¥» RSH+CH,O 6-MeTHIT

IN-OKHCIIEHHS

[MepBuHHI aMiHK RNH,—»RNHOH AHLTIH
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IIpooosoicenns mada. 5

1 2 3
BropuHHI aMiHH Ri_ R\
NH —» /N-OH [Mapaneramon
Rz/ R,
TperuHHI amMiHH R, R,
R, >N —PR,—>N=0 [Hikomun
R3/ R, ~
S-OKHCIIEHHS R, R IAMIHA3VH, IIMMETAIUH
~ T 5
S —> 50—
R, R
/lezamiHyBaHHSA H AMbeTaMiH, cnba3oH
R-(\jHCH3—>R- -CH,—/»
NH, NH,
R-Cﬁm +NH,
JlecynbdipyBanns  [Ri~ R
/C=S —» /C=O
R R Tionenrain
2 2
Ri~_ R;
P=S —p P=0
Rz/ Rz/
JlexstopyBaHHs CCl,—»[CCl,] + CHCl;  |JoTHpuxJIOpuCTHii ByTJIELH
[{uroxpom P-450
He3a71esKHe |AMiHa31H, aMITPUNITUIIIH,
OKHMCHEeHHSI: R;N—PR;N—p O'_H.; Te3nnpamil, HOP TPUNITHIIIH
D1aBIHMOHOKCH- R,N'OH
rerasa (pepmeHT
[urnepa) RCHZNl—CHzR—bRCHT -CH,R
H /OH
RCH=N-CH,R

N -N -N
\>-SH—>\>SOH—>\>SO2H

MeTrmazol,
[TPOTIITIOYp ALK

-N -N -N
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Ilpooosocenns maba. 5

1 2 3
|AMIHOOKCHIIa31 DeHineTHIAMIH,
RCH,NH —» RCHO + NH;| .
eninepuH
/lerinporenasa RCH,0H —® RCHO Etmnosuii compt
BigHoBIEHHS
[A3o-BinHoBIeHHS ~ |RN=NR—9 RNH-NHR > [[IponT0o3m1
RNH,+ R|NH,
Hitpo-igHoBneHHs |[RNO,—ppRNO—pRNHOH Hitpoben3om,
—Pp RNH, TIEBOMIIICTHH, KJIOpa3enam,
TaHTPOJICH
Kap6oHinbHe RCR’—®» RCHR/ MeTupanoH, METaI0H,
BiTHOBJICHHS H HAIIOKCOH
["impomi3 HoBoxkaiH, quTuiiH,
Edipu R,COOR,—®»R ,COOH+ |acnipun, xnodidpat
R,OH
AMigu RCONHR, —P» HoBokaiHaMmi, JlifokaiH,
RCOOH+R,NH, IHIOMETAaIuH

Hdpyra ¢asza sBase coboro ¢a3y kon'toranii. B pesynbrari
NpHESHAHHS 70 JiKapchbKUX 3aco0iB abo ix MeTabosiTiB TakHX
pEUYOBHUH, SK TJIIOKYPOHOBAa, cipuaHa YW OITOBa KHUCJIOTH,
aMIHOKHMCJIOTH YU TJIYTaTiOH, YTBOPIOIOTHCSA MeTabodiTH OinabIn
CKJIAMHOI CTPYKTYypH. BoHM MaroTh Oi7bINy MOJSAPHICTH, MCHIIY
TinodinpHICTh, Kpalle pPO3YHUHSIITHCS Yy BOJMI, TOMY BIJIBHO
BUIIISIOTHCS HUPKAMHU YH TEYiHKOIO.

binpuricte Jnikapchbkux 3aco0iB mpoxoAaTh NIBi pa3zum meTa-
6onizmy. Tak, 6eH307 cHOYaTKy OKHCIIOETHCS y (eHomn, a MeTa-
OouniT wmiei mepmwoi a3zu KOH'IOTYETHCS 3 CIpYAHOIO YU TIIOKYPO-
HOBOIO KHCIIOTaMH, BiMOBIAHO, Y (QEHINTTIOKYpPOHiN 1 QeHinacynb-
dat. Y BurIsaal HUX KOH'IOraTiB BiH 1 BUAIISIETHCS HUPKaAMHU.

benszon - ¢enon - deninrmokypoHi+adenin-cynbdar.

OxpeMi mpemapaTd MeETabONI3YIOTHCI UYAaCTKOBO B OJHY
¢da3y, gwactkoBo B ABi. Hampukmanm, OceH30iHa KHCIOTA B 3HAYHIH
KITBKOCTI MeTabodi3yeThcsl KOH'IOTAIli€l0 3 yTBOPEHHSAM OeH-
30iTminuHy 1 OeH301MTIIIOKypoHiny. He3Hauna KiibKicTh i OKHC-
JI0€ThCS B OKCHUOCH30MHY KHCIOTY, sIKa MOTIM TakKOX KOH'IO-
TYETHCS.
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benzoinrainua + OGEH30INTIIOKYPOHI
ben3oiina kucioTa OCHOBHHUM mpolec
JIOTIOMIDXKHUI TIPOIEC

v

OKCHOEH301Ha KUCI0Ta —P»
KOH'FOraTu OKCHUOEH30MHOI KUCIOTH

barato mikapchkux 3aco0iB MeTaboni3yeThca HepMEHTAMH,
SIKi JIOKaNi3yIThCS B EHIOIMJIAa3MaTUYHIA CITI[I TEeHaTOIHTIiB.
Bona sBisie co0010 po3ranykKeHy CiTKy KaHalblliB y IUTOIIa3Mi
kaiTuH (puc. 1), B MeMOpaHax SKUX CHHTE3YIOThCS 1 HAKOIH-
YyIOThCSI (pEepMEHTH JiKapChKOTO MeTaboni3my.

Puc. 1. CxemaTuuHe 300pakeHHS
OCHOBHUX CTPYKTYPHHUX €JIE€MEH-
TiB TeNaTOLHUTIB:

1- stapo, 2 i 10 — mizocomu, 3 i 12 — eH-
JnoTiaa3MaTH4YHa ciTka, 4 — mopu B
sAepHi 000JIOHII, 5 — MITOXOHMPIT,
6 — rpaHyJspHa €HIOMIa3MaTHYIHA
ciTka, 7 — iHBariHaiis Mmia3MaTUYHOL
MeMmOpanu, 8 — Bakyoui, 91 11 — 3epHa
riaikoreHy, 13 — rmajgeHbpka €HJIO-
mia3MaTu4dHa ciTka.

Po3pi3HAIOTH TpaHyNsIipHY 1 TJiaJeHbKY EHJOIIA3MaTHUYHY
ciTKy. Ha 30BHIMHIN TTOBEpXHI TPaHYISIPHOI CITKH TMPHUKPITIICHO
0e3niu pubocom, B AKUX MPOXOJUTH CHHTE3 OinkiB. ['mageHpka
ciTka mo30aBieHa uXx opranein. I[Ipu gocTaTHLOMY HacHYEHHI
mopcTKoi TpaHylaapHOi ciTku ¢epMeHTaMu BOHA BTpadvae
pubocoMu, EepPEeTBOPIOIOYNCH y TIAaACHBKY.

Y MemOpanax 1i€i CITKH JOKalli3ye€Thcs OINbImIIiCTE (dep-
MeHTiB MeTabonizmy nikiB. lle, Hacammepend, Tak 3BaHi MiKpO-
coMHI okcurenasu. [lesiki 3 HUX 3HAXOASThCS OJHOYACHO Y
rIaJeHbKid 1 TpaHyNApHiA CiTKax, 30KpeMa riapoKcHiIas3u, ecre-
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pasu tomo. ns BuaineHHS nuX (EpPMEHTIB COYATKy TKAaHWHA
MEeYiHKW CTapaHHO TOMOTEHI3YEThCs ab00 MPOTHPAETHCS 4Yepe3
nyxe ApiOH1 cuTa, B pe3yJsibTaTi 4OTO TemaTOUUTH PYWHYIOThCS,
eHJI0OTIJIa3MaTUYHa CiTKa pPO3IMaJaeThCsl HA MIJKI YaCTOYKH —
Mikpocomu. lle ckopime He CTpyKTypHE, a 0i0XiMidHE MOHSATTS.
VYV mponeci neHTpudyryBaHHS TaKOTO roMoreHary mpotsrom 10
xB npu 10000 00/XB 4acTHHKHM KJIITHH, iX sAapa 1 MITOXOHApIi
BUMaAalOTh B ocaja. Y HAJO0CAaAKOBIM pIAMHI 3aIUIIAIOTHCS
MikpocoMu. BoHM BHIamaoTh Ha JHO JHINE TiCIAI HACTYMHOTO
neHTpudyryBanus npotiarom 1 rox mpu 100000 06/xB. B oTpu-
MaHHX MikpocoMaX (hepMEHTH 3HAXOMATHCS B iX JIMOGIIBHUX
MeMOpaHax, TOMYy iX Ha3uWBalOTb MiKpocoMHHMMH. Bouu 30e-
piratotp OinbmricTs MOPQOIOTIYHHUX 1 QYHKIIOHATBHUX XapakKTe-
PHUCTUK IHTAaKTHHX MeMOpaH, BKIIOUYAIOYW BIACTHUBOCTI TpaHy-
JIsipHOT 200 TJIaJeHBKOI MOBEpXHi. BinmoBimHi pepMEHTH 3HAXO-
ISATHCS 1 B HAZOCAJKOBIH pimuHi.

MikpocoMHi pepMeHTH 3BHUYaliHO MeTaboJi3yI0Th JiKapchbKi
3ac00M i OTPYTH, SKMM BJIAacTHBA NinmodiabHicTh. IX MeTabomiTu
BTpPayvarTh 1[I BJACTHUBOCTi, TOMY JIETKO BHJIISIOTHCS i3 opra-
Hi3My HUpKaMHu. B eHmomiaasMaTH4HINA CITHI MiAIATal0OTh METabo-
Mi3My 1 Jesiki eHJOTeHHI PeYOBHHH — XOJECTEpPHH, CTEpOimHi
ropmMoHu, 0inipy6in Tomio.

Hdesxi ¢gepmMeHTH TiKapChbKOTO MeTaboli3My 3HaxoIsIThCs
HE TiNbKW Yy TeEYiHIi, ajle i B HUPKaxX, JIETEeHsAX, KHIICUYHUKY,
KpoBi. 30KkpeMa, y CHpOBATIl KPOBi i B EPUTPONUTAX MOCTIHHO
MiCTUTBCAS OyTHUpPHIXOJiHEcTepasa, TJyTaTioHpeaykraza i
MeTreMorino0inpenykrasa, a karanasa, [6®/J] i auneruntpanc-
¢depaszu — B ycix opranax i TkanumHax. CepeJ pi3HUX (EepMEHTIB
MEeYIHKH, AKi 3J1HCHIOIOTH KOH'IOralifo KCeHoOiOTHKIB Ta Ix
MeTabomiTiB, HalO1IBII BaxkauBe (papMaKOTCHETHYHE 3HAYCHHS
MaroTh ypunuaaudocdocdaTriokypoHiaTpanchepasa
(YADPI'T) i N-anerunrpancdepasa.

OKuCIIeHHS JiKiB 1 OTPYT, SIKE 3AIMCHIOETHCS MIKPOCOMHUMH
dbepMeHTaMU, HE JMHUBJISYUCH HAa PI3HOMAHITHICTH iX XiIMiUuHOI
CTPYKTypH, B 3arajJbHOMY 3BOAUTHCSA N0 MUTOXpoM P-450 3a-
nexHoro 1 1mmroxpoMm P-450 — He3aleXHOTO OKHCICHHS.
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OCcHOBHHMH BapiaHTaMH mTHUTOXpoM P-450 — 3amexHOTO
OKHCJIEHHS € apomaThdHe 1 anipaTuyHe TigPOKCUIIOBAHHS,
CMOKCHUIallisl, OKHUCIIBAJIbHE JCANKIIIIOBAHHS, S-OKHCJICHHS,
ne3aMiHyBaHHS, qecynbdipyBaHHs 1 aexyopyBaHHs. L{lutoxpom
P-450 — me3anexxHe OKHCICHHS JIKaPChKUX 3aC00iB 3MiHCHIOETH-
Cs 3a MOTOMOTOI0 TaKWUX (PepMEeHTIB, K (HIaBIHOMOHOOKCHUTECHA-
3a, aMiHOOKCHIa3u 1 JerimporeHasa (tadiu. 5).

[Ipouec TigpOKCUNIOBAHHS 3JIMCHIOETHCS 332 y4acTH 0aratbox
(dbepMeHTIB 1 KOMIOHEHTIB, Ki YTBOPIOIOTh CKJIaJHy CH3UMHY
cuctemy. Cepenq HUX HAWBAXKIHUBIIIUMHU €. HIKOTHHAMIiI-aIeHIH-
nuaykineotuapochar (HAJAD), praBomporein, 6110k 3 HEeremo-
BUM 3alli3oM, remMomnpoTeiH (Bigomui sk nuroxpom P-450),
KHCEHb 1 4yKOpiJiHa peYOBHHA, IO MiJuisirae oKucieHH0. [Ipu
BOMY JKEPEJIOM KHCHI TiIPOKCHUJIBHOI TpYyNU BHCTYIA€E HE
BONa, a MoNeKynapHui kucenb. Kommnexc HAJI®xH, (Bignos-
nena ¢popma HAJI®D), ¢maBomporeiny i Oinka 3 HETreMOBUM
3aJi30M BioMHH SK (GEpPMEHT HAI[(DXHZ—HHTOXpOM—C—)_'[eFiZ[pO—
reHasa.

CXeMaTH4YHO EJICKTPOHHO-TPAHCIOPTHA CUCTEMa, sika 3J1H-
CHIOE MIKpOCOMAaJbHE OKHCJCHHS UYXKOPIJIHUX PEYOBHH, IMOJaHA
Ha PUCYHKY 2.

HAJlD" HAJIdH
'\__(/"
P
e ™
(DnaBoﬁpoTc'iH ®dnasontporein
(BigHOBIEHMIT) (oKuCHeHmiT)
.
12 -~
SO
/ ¢ \
o (3\‘ e
RH{FOTT .o,
X ’ RH—F 307}
AN 0. 70, Puc. 2. Iluka nuroxpomy P-450 B
,J—i‘ e . . .
1O, Fl) OKHCIIeHHI Jikapchkux 3aco0iB (RH

M R e T :
g — BuxigHa pedoBuHa), (R-OH — oxwmc-
) I . ‘ nenuii Metaboiit), (e- — €IEKTPOH).
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3riHO 3 I[I€0 CXEMOIO, OKHCJIECHHS mounHaeTbes 3 HAJ[D.
Binnosnena iioro popma (HAJI®xH,) 3abesneuye BigHOBICHHS
okuciienoi ¢opmu ¢duaBonporeiny. Ilpu nromy HAJID mepe-
XOIUTh B OKucieHy ¢opmy. Jlami HacTae BiJHOBJIEHHS 3aii30-
BMicHOTO Oinka i okucieHoi ¢opmu uutoxpomy P-450 ta oxuc-
JEHHS 4yXOpiJHOT PEYOBUHH.

[utoxpom P-450, abo remompoTeiH, K KOMIIOHEHT MiKpo-
COMHUX (EpPMEHTIB TiIPOKCHIIIOBAHHS, IO BiJjlae KUCCHb, Ma-
O0yTbh, € ¢Pocdoninig-npororeM-cyabQianpoTeiHOBUM KOMIIJIECK-
coM. BigHoBneHa #oro ¢opma mMae CHOPiJHEHICTh 3 OKHCOM BYT-
nemo (CO). Bin MICTUTBCS B €HAOIJIA3MATUUYHIA CITII MEYiHKU i
KOpl HaJHUPKOBUX 3aJI03, a TAKOX y iX MITOXOHApisAX. IcHye
O0inpm HiX y 300 i30odopmax, siKi po3pi3HIAIOTHCS 3a cyOCTpaT-
HOIO CHENu(idHICTI0O Ta 0COOIMBOCTSAMHU MEPBUHHOI CTPYKTYpPH.
Konyersesa nexinpkoma cimeiictBamu reHiB (FO.1. I'ybcwkmii, 2000).

OKHCICHHS YyXOPIJHUX PEUYOBHUH HE BHUUECPIYETHCS MIKPO-
cOMHMMH ¢QepMeHTaMH. 30Kpema, B MITOXOHAPIAX KIITHH
MICTSITBCS aMiHOOKCHIa3H, sKi 3a0e3neuyroTh MeTabosi3M ami-
HIiB B aJbJeriiu, a TakoX (QEepMEeHTH, 5IKi apoOMaTU3yIOTh HaCH-
YeHl aJilUKJIIYHI CIOJyKH B OeH301mHI nmoxinHi. [lopsa 3 num
Taki (epMeHTH, SK alKoroJbJeripasa, albJeriloKcuaasa,
KCAaHTHHOKCHAa3a i iH. OKHCIIOIOTh CIIUPTU 1 ampaerinu. B mumx
mporecax OepyTh ydacTh TaKOX KaTaja3za, aMiHOKCHIA3®W |1
ectepasu. AnipaTudHi i apOMaTHUYHI aJdbIETiAd OKHCIIOIOTHCS
y BiIMOBiHI KapOOHOBI KHUCIOTH TOIIO.

VY mediHIi nesKi KCeHOOIOTHKH, 30KpeMa apoOMaTH4YHI HITpoO-
1 a30CHOJNyKH, MeTaloJIi3yIOThCS HE LIISIXOM OKHUCICHHS, a
BigHosnenus. Lle 3a0be3neuyeTbest pepMeHTaMu, y SIKUX HOpOCTE-
THYHOIO Tpynoio € ¢uaBiH-aneHiH-quaykiaeotun (OAJ). Binnos-
neHHs nporo Qaxropa (PAAxH2) BinOyBaeThcs mia BIIUBOM
depmenty HAJJDxH2-uutoxpom-c-penykrazu abo HAJ[*H2-
OUTOXPOM-B-peyKTa3M, 110 3a0e3rnedye BUCOKHH piBEHb MeTa-
0011i3My BKa3aHUX CHOJYK HUISXOM BiJITHOBJICHHS 3a CXEMOIO:

HA}Id)xHZ-uHToxp0¥

HAJIO:H, + OAJL OAJIH, + HAJI®

c-peayKTasa

3 ®AJlxH, + R-NO, —® 3®AJ] + R-NH, + 2 H, 0.
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BigHOBIEHHS apoOMaTHYHUX HITPOCIONIYK 1 a30CIOJYK B
apoMaTU4YHiI aMiHU BigOyBaeThCs B MEYiHI[I 3a y4acTIO BiAmoO-
BiIHUX MIKPOCOMHHUX HITpPO- 1 a30penyKTas.

Sk BXKe 3a3Havaioch, Apyra Qasza JikapchbKOoro MeTabonizMy
3MIMCHIOETBCS Yepe3 peakmii CHHTe3y HIIsIxXoM KoH'toramii. B
pe3yabTaTi MbOro A0 YYKOPITHUX PEUYOBUH UM iX METaOOJITIB
NPUETHYIOTHCS TAKYpOHOBa ab0 cipyaHa KUCIOTH, I'JIyTaTioH,
JesiKki aMiHOKUCIIOTH, a00 METHJIbHI, alleTHJIbHI Ta I1HII paauKa-
nu. Taki MeTaboniTH CTalOTh ORIl MOJIIPHUMHU 1 MEHII JIiMO-
¢inpEUMH. BoHM nobpe pO3YWHSIOTHCA y BOJI, JIETKO BUBO-
ISIThCA 3 opraHizmy. TakuMm crmocoOoM MeTabomi3yIOThC OesKi
ankaigoigu omito, 6apOiTypaTu, aMilONipUH, TOPMOHANBHI Tpe-
napaTH: TIIOKOKOPTHKOCTEPOinH, mporectepoH Tomo (Tabdn. 6).

Tabruys 6

Peakuii II ¢a3u meradoaizmy kceHoOGioTuKIB

Tun Enjgorenna TpaEcq)epa- Tunm

, - . 3a (ii JoKa- . Hpuxnagu

KoH’oramii | cy0cranuis c . cybcTpaTiB
Jizanist)

1 2 3 4 5
I'moxyponiza | YA®D- YA®-rmoky- | DeHonn, Hitpodenon,
-I1is TJIIOKYPOHOBA | pOHUITpaHC- | crmpTH, MopiH, ma-

KHCIIOTa dbepaza KapOoKucIo- | pameramon,
(mikpocomu) | Tw, rimpokcu- | cubasoH,
JaMiHU, Cylb- | Menpobamar,
dbonamiau JIATITOKCHH,
JIUTOKC UH
AnerumoBas- | Auetun-KoA | N-anetui- Awminn Cynbdonami-
HA TpaHchepaza ML, 130Hia3m 1,
(umTO03011B) KJIOHa3eTaM,
JIAKCOH,
MECKalliH
Kor’roramis 3 | ['myraTion I'myraTion- Enoxcuan, EtaxpunoBa
TIIyTaTiOHOM SH-S-tpaHc- | apeHokcuau, | KHUCIOTAa,
(bepaza HiTporpyny, | OpomMOeH30T
(TIMTO301B, TiApOKCcHIIa-
MIKpOCOMH) | MiHHK
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Ilpooosxcenns maba. 6

1 2 3 4 5
Kon’toramuis 3 | @ocdoaneno- | Cynbdporpan- | DeHonn, Ecrtpon, aHi-
TIIIMHOM smwioco- cdepasza CIHPTH, J7iH, deHo,

cynmbdat (TIITO307IH) apoMaTH4Hi | 3-TiIpOKCH-
aMiHu KyMapuH, Ta-
paneramol,
METHJIOTIA
MetumtoBan- | S-anenosmn- | Tpancmern- | Karexomami- | Jomamis,
Hs METIOHIH J1a3n HU, (EHONN, | aJgpeHayiH,
(TIMTO301B) aMiHH, MPHUIUH,
ricramig ricraMis,
Tioyparmi
Boana Bona Enokcuaria- | ApeHokcuau, | BensmipeH-
KOH foraitis ponasa IUCABA- 7,8-enokcu,
(MikpocoMu) | 3amilieHi i ctupes-1,2-
MOHO3aMillle- | OKCHI,
Hi OKCHpaHu | KapOamase-
ITiH, €TOKCH
(TTITO307IH) AnkeHokcu- | Jlelikotpuen
T, eNOKCUIH | A,
KUPHHUX
KHCJIOT

Kon'toranist nikapchkux 3aco0iB, HampuKIal, TJIIOKYPOHOBOIO
KHCIIOTO0, BifOyBaeThCsd TakKuM YuMHOM. [li BIIMBOM HYKI€O-
tugaudocPokiHazm NPOXOAUTHB3AEMOMAIS MiX aJeHO3MHTPHU-
dbocharom (AT®D) i ypuauunudocharom (YD) 3 yrBOpeHHAM
ypuauatpudochary (YTD) i anenosuagudochary (ALD):

HyKHeOTI/I,Z[zII/I(bO:-

ATD + Y]D ALD® + YTO.

¢okinaza
[licnst mporo YT® min BnnuBoM ypuauHTpaHc]epasu pearye
3 TiII0K030-1-pochaTtom. YTBOproeTbes ypunuHaudocdarrio-
ko3a (Y®I) i mipodochar (I1D):

YpUIUHTpPaAHC-
—_—>

YT® + rawoko3za-1-docdar YOI + 11dD.

chepaza
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[Motim Y ®I', pearytoun 3 agBomMa MojekynaMu audocdori-
pununaykieoruny (APIIH'), neperBopro€ThCS B YpHIUH-
nudocoarrnokyponoBy kucnory (YADPIK). Lo peakuito 3ades-
neuye JeriporeHasa:

nerigporeHasa
YOI + 2APIHY —— p VJOI'K + 2JJDPIIH + 2H".

3aBepmalbHUM €TAaloOM [HUX XIMIYHHX TEPETBOPEHL OyIme
B3aemonuis Y/PI'K 3 nikapchkuM 3aco00M 3 yTBOPEHHSM TJIO-
KypoHiny #oro i YA®D, mo 31iHCHIOETHCS MiA BINIUBOM ypH-
nuaaudocdar-rnrokyponintpancpepasu (Y D-rarokyponin-
TpaHncdepasu):

. Y D-raokypoHia )
VYIA®DPI'K + kceHoO10THK p YD + raroxkypoHin
Tpancdepasa

KCEHOO10THKA.

Taxum ynHOM, MeTaboMi3M JiKapChbKUX 3ac00iB crnocobom
YTBOPEHHSI TIIOKYPOHIAIB 3JIHCHIOETHCS 3a ydyacTio 0araTbox
dbepMeHTIB.

Kpim rirokypowizanii, icHye OaraTo iHIIMX THIIB KOH'toraii, B
pe3ysbTaTi 40ro yTBOPHOEThCs [-riiko3uau, edipcyiabpaT, KOH'T0-
raTv 3 TJIINHHOM, TJIYTaTiOHOM, IHIMAMU aMiHOKHCJIOTaMH TOIIIO.

IcHye nmexinbka (GEpMEHTHHX CHCTEM, SKi 3a0e3MeUyIoTh
MeTabomni3M JiKiB i OTPYT HIISIXOM METHJIIOBAaHHS 1 aleTHIIO-
BaHHA. [Ipomec MeTHIIIOBaHHS IMOJATAE Y MEPEHOCI METHIOBOTO
panukana (-CH,) kopepmenty N-afeHO3UIMETIOHIHY HAa MoOJe-
KyJH aMiHiB, ()€HONIB 1 TIOJOBUX CHOJYK 3 YyTBOpeHHsIM N-, O-
i S-MeTHJIOBUX KOH'OraTiB. 30Kpema, Mmia BIJIUBOM (eHin-
MeTtaHoJlaMiH-N-metunrpancdepasu HopajapeHaniH MeTabo-
Nni3yeThCcs B ajgpeHaniH. N-meTuinrpancpepasm — ricramid — B
N-MeTuaricTaMis.

MeTabomi3M apoMaTHIHUX aMiHIB, CyJabhaHITaMimiB 1 AESIKUX
IHIMAUX 3ac00iB 3MIWCHIOETHCS MEPEBAXKHO IMIIIXOM allCTHIIOBAH-
HS B PETHKYJOCHIOTENialbHUX €JIEMEHTaxX CeJIe31HKH, JEereHb,
TPaBHOTO TPaKTy, OCOOJMBO €HEPriiHO — y MEeUiHIIi.

ApomaTuuHi KapOOHOBI KHCJIOTH, HalpuKiaa OeH30HHA, Mif-
JiArae KoH'rorarii 3 IIIUHOM 1 IHIIMMH aMIHOKHUCJIOTaMH. | iaimu-
HOBI KOH'IOTaTH 1HKOJHM Ha3WBAIOTh TiIyPOBHUMHU KHCIOTAMH.
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3a ydJacTiO TIIyTaTioOHy MOXe 3AIHCHIOBATHUCS KOH'IOTaIis
anipaTHYHUX 1 apOMATHYHUX CHOJYK 3 YTBOPEHHSIM MEpKamNTy-
POBHUX KHCIOT, HaIpUKIaa, OeH301y, HaQTamiHy 1 iH.

He Bci nikapchbki 3aco0u 1 OTPYTH MIiAIAaI0OTHCS METab0Ii3My
B opraHi3mi. Ile Tak 3BaHi 010XiMIYHO 1HEPTHI PEYOBUHH, HANPHUK-
nmanx, 6ap0Oitan, edip IS HApKO3y, 3aKHUC a30Ty, 1HII iHTAIAMINHI
Hapko3Hi cepenHuku. JleTki pigmHU 1 razm 0e3 mepemKo
BUBOASTHCS 3 OpraHi3My uepe3 yereHi. bapbitanm B ocHOBHOMY
eKCKpeTyeThesl B He3MiHeHiH ¢opmi. Taki HemoJsipHI pEYOBUHH,
SIK TE€KCaxJIOPOEH30J1 1 1HIII XJIOPOBAHI 1HCEKTUIUAHN MPOHUKAITH
B OpTaHi3M JEeTKO, MeTaboJi3My HE MiATAIOTHCS, HAKOTMUIYIOThCS
B JKMPOBIH TKaHWHI Ha TPUBAJIUH 4yac, 00 BUBOASATHCS 3 opra-
Hi3MY 3 BEJIUKMMH TPYJHOILAMH.

2.2. OcHoBM reHeTHKHU ()epMeHTIB JIIKapChLKOIro MeTa-
0o0J1i3my i eH3uMoOMmAaTii

depmenTH, ski 3a0e3MeYyrOTh 3HEIIKOJXKCHHS Ji-
KapChKHX 3aC00iB Ta IHIMIUX YYKOPIAHUX CIHOJYK, SABISIOTH CO-
6ot0 crmenudiyni Oinku. [Ipu BiNMOBIAHUX ONTUMATBLHUX YMOBaXx
(pH, temmepartypa, HasiBHICTh BHYTPIIIHBOKIITHHHUX I1HIYK-
TOPiB 1 1Hri0ITOPiB TOLIO) BOHM MPHUCKOPIOIOTH MPOLECH XIMIYHOTO
MEePETBOPCHHS IIUX PEYOBUH y BIAMOBIJHI METaOOJNITH 3 HOBUMHU
BiractuBoctsamu. CybOcTparHa crnenupidyHicTh — OJiHA 3 Hai-
BaXJHUBIMUX BIIACTUBOCTEH KOXHOTO (epmenty. He w™enm
Ba)XXJIMBE 3HAUCHHS Ma€ cmocid B3aemoii fioro 3 cybcTpatom,
AKTUBYIOYMUMH 1 OJIOKYIOUMMH areHTaMH, CTepeoXiMidHa CIeIH-
¢i9HICTh, TEPMOAMHAMIYHI 1 KIHETUYHI OCOOJMBOCTI TOIIO.
Barato ¢epmeHnrtiB aikapcekoro merabonizmy y mogei i
TBApUH ICHYIOTH Yy paai ¢opm Tak 3BaHUX i30(epMeHTIB abo
BapiaHTiB. KoKeH 3 HUX BIIPI3HAETHCS BiJl THIIMX MOJICKYJISIPHOIO
CTPYKTYPOIO, aKTUBHICTIO, KIHETUYHHUMH OCOOJHMBOCTIMU.
Y OinpmrocTi BHMaAKiB MeTaboNi3M YYXKOPIJHUX PEYOBUH
3A1MCHIOETBCA HE OJHHM, a TpYmol (QpepMeHTiB, 0COOIMBO TO/I,

40



KOJW XIMIUHI TIepeTBOPEHHS PEYOBHH B OpTaHi3Mi MamTh Oararto-
eTamHU{ XapakTep. Y NObOMY BHUINAAKy KOXEH eTam peakmii
3a0e3meuyeThes SIK MiHIMYM OZHHMM (EPMEHTOM, a MPOAYKTH ii
CTalTh cyOcTpaTamMu iHIIOTO eTamy peaknii. I Tak mponos-
KY€ETbCA A0 YTBOPEHHSA KiHLEBOTO MeTabolsity (MeTabosiTiB).
Okpemi JaHKU XiMiI4HOT peakmii TiCHO MOB's3aHi Mik c000I0
HEpPIAKO 3 BiAMOBIAHUMH JTaHKaMH IHIMHUX peakmiii. OTxke, me-
Tabomi3M Oyap-sKOTO abo Maiike OyIb-sSKOTO JiKapChKOTO 3acCo-
Oy 3abe3meuyeTbcsa nekiibkoMa ¢epmeHTaMu. Maio Toro, OJUH
i TOW camuil pepMEeHT MOXKe OpaTu ydacTh y 3HEMKOKECHHI
Oarathox JikiB. Uepe3 me MoXke CKIacTUCS ysiBa PO BiACyT-
HICTH Yy (pepMEeHTIB JiKapchbKoro MeTabomnizmy cyOcTpaTHoi crie-
nudiynocrti. Hacnpasai ne He Tak. byap-sxuii pepMeHT JiKapch-
Koro Metaboni3My Ma€ BUCOKY cyOCTpaTHY cmenudidaicTh, 00
"oOcayroBye" nuiie BiAMOBIAHY JIAHKY XiMIiuHOI peakiii.

MabyTh, BUKIIOUYHO crnenudidHuX (epMeHTiB, ki 3abe3me-
gyyBasu 0 MeTaboi3M NHIIe Y4yXOPIAHUX IS OPTaHi3My pedo-
BMH, He icHye. Bci BoHM "3amikaBieHi" B MeTabomi3Mi K €K30I€H-
HUX, TaK 1 €HJOTCHHUX PEUYOBUH — OIJIKIB, )KUPIB, BYTJIECBOJIB,
nirMeHTiB, TopMoHiB. Ile oOyMoBIeHO THUM, o MeTaboyiTaMu
€HJI0- 1 eK30MeHHHUX PEYOBHUH MOXKYTh OyTH OJHI 1 Ti caMi XiMiuHi
CHONYKH. 30KpeMa, (QepMEeHT YpHIAUHIAUPOCHATTIIOKYPO-
HinTpancdepasa 3adbe3neuye MpUeIHAHHS TIIOKYPOHOBOI KHUCIO-
TH J0 61n1py61Hy, AH/IPOTEHHHUX, ECTPOTCHHHX 1 TecTareHHHX
TOPMOHIB 1 JeIKMX IHIIMX E€HIOTEHHUX PEYOBHH, a TAKOX JO
MeTabomiTiB O6araTbox JiKapchbkux cepeaHukiB. KpiMm toro, sk
BXE€ 3a3Hayajoch, HEpiAKO Oyab-sikui (epMeHT 3abe3neuye
MeTaboNi3M He SKOTOCh XIMIYHOTO areHTa, a JIHUIIE OKpeMy
JaHKY YacTo 06araToeTamHoro XiMigyHOro mpomecy. Slkpa3 taxi
JTaHKH-MeTaboNiTH Hepinko OyBarOTh IMCHTUUYHHUMH y C€HIO- i
€K30Te€HHUX CTPYKTypax.

Jlesiki BUeH1 BBaKalOTh, IO ICHYIOTH AB1 Ipynu (QepMeHTiB,
aKi 3a0e3medyloTh 3HEMIKOJKEHHS JiKapchbKux 3acobiB. Y
nepy rpyny BOHU BIHOCSATH Ti €H3UMH, SIKi MPOSBISIOTH CBOIO
AKTUBHICTH JIMIIEC Y BUMAAKy BBEICHHS B OPTaHi3M BiAIOBIIHUX
JiKapchKUX 3aco0iB. Hampukimam, mpo HasBHICTH B OpraHi3Mmi
aTpomiHecTepa3d MOXHAa CTBEpJI)KYBaTH IICIAs BBEJICHHS
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XBOPOMY aTpoOTNiHy, OyTUpHUIXONiHecTepa3un — AuTUIiHYy. Taxi
¢epmenTn orpumanu Ha3By "cmiusaudi" abo "depmeHTHUN peszepB”
(Copani, 1983). Ho agpyroi rpynu BigHOCATH (pepMeHTH, SKi
MOCTiIHO OepyTh ydacTh y MeTabOJi3Mi JIIKAPCHKUX 3aC00iB 1
B OOMiHI €HIOTEHHUX PEUYOBHUH. /|71 BUABICHHSA iX HeMa HEOOXim-
HOCTI BBOJOHWTH B OpTaHi3M Jikapchki 3acobm. Jledimur Takmx
(bepMeHTIB MPOABISETHCS CHUMITOMaMU MOPYLWIEHOTO OOMiHY
SHJOTeHHUX pedoBUH. Hampukian, nedinutr abo HETOCTATHICTH
YADI'T nposiBisieTbCs HEKOH'IOTOBAHO TimepOuIipyOiHEMIEO.

Ha wam mormsn, takuii moAin (EepMEHTIB € IITydHHM.
MamnoiiMmoBipHO, mo0OH aTporiHecTepa3a 3abe3nevyBana TiApoJri3
JuiIe aTpomiHy, a OyTUpHIIXOJliHecTepasza — OIUTUIiHY. He BuUK-
no4eHo, mo "cmasui" ¢pepMeHTH, SK 1 Bcl iHIII, TaKOX OepyTh
yd4acTh B OOMIiHI EHJIOT€HHUX PEYOBHMH, II€ HEJIOCTATHHO
BUBUeHOMY. ToMy Bupa3 "pepMeHTH JikapchbKoTo MeTadbomizmMy"
cnig BBaxaTu ymMoBHHUM. KopucTyrunch HUM, HeOOXiJHO Bpaxo-
ByBaTH, IO MoOBa iiae mpo ¢epMeHTH, siKi OepyTh ydacTb y
MeTabo0i3Mi JIIKapChKUX 3aC00iB, HE3aJIEKHO BIJ TOTO, SIKY IIIE
pOJb BOHU BUKOHYIOTH B OpraHi3Mi.

o ¢depMenTtiB Jikapchbkoro MeTaboni3My BIZHOCATH 1 Ti
OionmoriuHi KartaiizaTtopu, cyOCTpaToM SKHX HE € 4yXOpimHi
pedoBuHHU, abo ix merabomiT, ane MiSABHICTH SKUX BigOU-
BAa€ThCSA Ha 3HEMIKOJIKEHHI JiKiB, Ha iX ¢apMakoJoriynii aii.
Hanpuknan, '6dJ], MerremorioOiHpeayKTa3a, TJyTaTioHpe-
nyKTa3za 0e3mocepeIHbo yJacTi B MeTabomi3Mi JiKiB HE OEpyTh.
OnmHak TpH HEIOCTATHOCTI IMUX (PEPMEHTIB, 0COOIMBO CIAIKOBIH,
PI3KO 3pOoCTa€ TOKCHUYHICTH Oararbox JiKapChbKUX 3aco00iB.

Y1BopeHHs (cuHTe3) PEepPMEHTIB JTiKApCHKOTO MeTabodizMy
Ta 1HWUX OIIKOBUX CyOCTaHIIN 3MIMCHIOETHCS TiJ CYBOPUM
TCHeTUYHUM KOHTposeM. ['eHeTmyHa iH(pOpMaIlis, ska HeoOXigHa
JUISE HOPMallbHOTO CUHTE3y (epMeHTIB, B 3aKoJ0BaHii ¢opmi
sHaxoautbes B JAHK xpomocom kmiturHOTO sigpa. IlepBunHa
CTPYKTypa (QepMeHTIB BHU3HAYAETHCS Ha pPIBHI TPAHCKPUIIi]
CTPYKTypHHMHU TeHaMmu. lHma gactuHa monekynu JHK (renm-
oImepaTopu) KOHTPOTIOE aKTUBHICTH CTPYKTYPHHUX TEHIB, a TCHH-
peryistTopu — (QYHKIIIO T€HiB-OMepaTopiB.
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CTyKTypHI Te€HH 1 TEHH-OTEepPaTOpU CTBOPIOIOTH (YHKIIi-
OHaJbHY JAaHKy — ONEpOH. I'eH-omepaTop KOHTPOJIIOE CHUHTE3
pernpecopiB, SKi MalOTh BIACTUBOCTI OJMOKyBaTH (YHKIIIFO Ole-
poHa. Pe4oBHHU-IHOYKTOPHU, HaBNaKu, aKTUBYIOTb CHUCTEMY, KO-
I y UbOMY BUHHKA€ HEOOXiAHICTh, HAPUKIAJ, NIPU HarpoMman-
KEHH1 YYXOPIAHUX PEYOBUH B OpraHizMi. Y poiii iHAYKTOpiB
MOXYTh BHUCTYHNATH JAesKi JiKapchKki 3aco0W i NPOAYKTH iX
MeTabonizMy. MexaHi3M iHAYKIii-iHTiOyBaHHS — IIeé cuUcTeMa
3BOPOTHOTO 3B'A3Ky, sIka 3a0e3meuye 4iTKy peryisamilo CHHTE3Y
1 BUKOpHUCTaHHS (PEepMEHTIB.

CTpyKTypHI TeHHM 3a0e3MeYy0Th CUHTE3 BiAMOBiAHOI OymOBH
(bepMeHTIB, TEHU-ONEPATOPH 1 TEHU-PETYIATOPU — MBHIKICTH
nbporo npouecy. @eHOTHNOBI XapaKTEPUCTHUKU 3JaTHOCTI CHUH-
Te3yBaTH Ti uM iHIII (QepMEHTH 3aKiiaficHi B CTPYKTYpPHHUX TEHax,
OJIHAK peaji3aiis miei 3JaTHOCTI B 3HAYHIM Mipi 3aJeXUTh BiJ
¢dakTOpiB 30BHIIHBOTO cepenoBHIIa. BniauB nux ¢akTtopiB Ha
cuHTe3 (EepPMEHTIB OMOCEPEIKOBAHUN Yepe3 T'eHU-PETyIITOPH.

Cepen pi3HHUX TPUYHUH 1 YMOB, SIKi BIJIMBAIOTh HA YYTJIUBICTH
OpraHi3My 10 IiKapChKUX CEpeaHUKIB 1 ePpeKTHUBHICTH (hapma-
KoTepamii, BaXJIUBY POJb BIiTirparoTh €H3UMOMATIi — CIagKoOBIi
MOpPYUIEHHSA CTPYKTYPH 1 BIACTHBOCTEH (DEpMEHTIB JiKapChKOTO
Metabonizmy. llpm eH3mMomaTisx y BIAMOBiIAb Ha BBEICHHS
NesKUX JiKapChbKUX 3aC00iB MOXKYTh MOPYyHIyBaTHUCS iX (papma-
KOKiHETHKa, papMaKoIMHaMiKa, TOKCUYHICTD.

I'eneTnyHO AeTepMiHOBaHI BiIMIHHOCTI B peakuii opraHizmy
Ha JIiIKapCchKi 3ac00M B TepameBTHYHUX J103aX MPOSBISIIOTHCS B
TPhOX OCHOBHHUX (Qopmax, mo 300pakeHi Ha cCXeMi:

CnaakoBa geTepMiHOBaHICTH (papMaKoOJIOTiYHMX peakuii

v

CrnoBinbHEHUN [puckopenuit Hopymenas
MeTa0oJIi3M JIIKapChKUX  MeTaboIi3M JTKapChKAX ~ HOPMAJBHOI B3a€MOZi1
3aco0iB 3aco0iB MDX JIIKapChKAM

3aco00M i opraHizMoM

v v

301IbIIEHHS 3MeHILIEHHS Herunosi Bix emui
(apMaKoIori9YHIX (hapMaKoIori4YHIX peaxkuii
peaxuiit peaxuiit
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Ha miit cxemi BimoOpaxeHO HAsSBHICTh HAWTICHIMIOTO 3B'SI3KY
MiX (apMakOreHETHKOIO 1 MeTaboJai3MOM JIiKapChbKUX 3ac00iB.
Kpim Toro, Big3HayaeThcs MpOBiJHE 3HAa4YeHHs HOTO B 3MiHI
(dbapMakoOKiIHETHKH JIKapChKUX TpenapariB, M0 TPU3BOJIHUTH J10
CYTTEBHUX BiIIMIHHOCTEH B peakIlii opraHi3My Ha BBeICHI 3aco0u
B TEpameBTUYHHUX J103aX.

En3uMomnartii, sk crnaJakoBi MaToOJIOTiYHI CTaHU OpraHizmy, o0y-
MOBJIOIOTHCS MYTAali€l0 T€HiB, M0 MPU3BOIHUTH A0 MOPYLICHHS
MIBUAKOCTI CHUHTE3y THIIOBOrO ¢depMeHTy, abo 10 CHHTE3y
HETUIIOBOTO E€H3UMY. Bynb-fiKki HMOpymIEeHHS B MOJEKYJSpHIH
CTPYKTYpi pepMeHTy MpU3BOASATH A0 3MIHU HOTO BIACTUBOCTEH:
KaTaJliTUYHHUX, CTA01AbHOCTI, eNeKTPOPOPETUUHOI PYXJIUBOCTI,
BiIHOWIEGHHS A0 iHAYKTOpPiB Ta iHTiOiTOpiB Tomo. [ns ¢apma-
KOTEHETHKH BaXJIMBO BHUBYCHHS, NEpIl 3a BCe, TUX (PEPMEHTIB,
SIK1 CTOCYIOTBhCSI MeTabomi3My JiKapChKHX 3aC00iB.

baratro wmyTamniii TeHIB CHPUYUHSAIOTH IMOPYIIEHHS KaTa-
TITHYHOT aKTUBHOCTI ¢epMeHTiB. HacTo 3ycTpidaroThcsi €H3H-
Momarii, SIKi XapakTepu3ylTbCI 3MEHIICHHSIM, HaBiTh BTPATOIO
ix akTuBHOCTI. [IprudyomMy, y TOMO3HUIOT 32 MYTAHTHUM TE€HOM
AKTHUBHICTh BIAMOBIMHOTO (PEepMEHTY 3MEHIIYETHCS B 3HAYHO
OimpmIi Mipi, HIX y TeTepo3uroT. |[HKOIM MyTalis TeHiB MpPH3-
BOJAWTH 10 MiABHIIEHHS TaKUx BiacTuBocTed ¢(epmenty. He-
piAko Myrtauii mpu3BOAATH N0 CHUHTE3y (QEpMEHTY, SKMH Xapak-
TEPU3YETHCS HEBUCOKOK CIOPIAHEHICTIO J0 BIJMOBIAHOTO Cy0-
crpary. Ilpm 1mbhOMYy KIiJIBKICTh HOTO MOXE 3aIUIIATHCS
HOPMaJIbHOIO.

IcHyrOTH 1 Taki myTamii reHiB, sKi BiJOWBAaIOTHCS K HA aKTHB-
HOCTI BiAMOBiAHUX (epMeHTIB, Tak 1 Ha iX crabinbHOCTI. Y Tako-
My BUIAJKYy IHTEHCHBHICTh MeTa0O0JIi3My BiJMOBITHUX JiKapCh-
KHX 3aCc00iB CcHIBbHO mopymyeThecs. Clai TakoXX BpPaxoBYBaTH,
o JedKi MyTalii CympoBOJXKYIOTHCS CHHTE30M (EpMEHTIB 3
AKICHO HOBMMH KaTaJiTUYHUMH BJIACTHBOCTSIMH, a TaKOX TaKHX,
AKi MOpYWYIOTh NPOLECH YTBOPEHHSA 1HAYKTOPIB 1 iHri0iTOpPIB.
Po3pi3Hsi0Th MpUXOBaHi i SBHI eH3UMOMATII.

I'enetnuno meTepMiHOBaHI ne(PeKTH OKHUCIIOBAILHOTO METa-
00xi3My OynM BUSBIEHI CTOCOBHO 0araThoX JiKapChKHX 3aco0iB,
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mepm 3a Bce, aaa neOpu3oxiHy, (eHameTWHY, TyaHOKCaHy,
MeTQOpMiHy, €TaHOJNy, TiApoNa3uHy, cunapTeiny, MmedeHiToiny,
i30Hia3uAy, ToaOyTaMmiay, AUTHIIHY Tomo. BoHM ycmagko-
BYIOTHCSI 32 aBTOCOMHO-PEI[ECUBHUM THIIOM i MOXYTh MPOSBIS-
THCS B OaraTbox BapiaHTax mMeTabomigHoi TpaHcdopmaii.

Jlesixi reneTndHi BapianTu moiimopdizmy Oiorpanchopmaii
BUBYEHI JAOCUTH jgockoHano. lle, mepm 3a Bce, mosiMopdizm
OKHUCIEHHs aAeOpu3oxiHy, sSKMH mposBiageTses y 3-10 % oci6
KaBKa3bKO1 HAI[IOHAJIBHOCTI 1 yCHAaJKOBYETHCS 32 aBTOCOMHO-
pEIEeCUBHUM THIIOM. Y HHUX 0Ci0 MOPYMYETHCS MUTOXpoM P-
450-3amexHe OKHCIEHHS ne0pu3oxiHy, cmapTeiny, ¢eHdop-
MiHy, AekcTpoMmeTopdaHy, MeTonpoaoay, Oydypanony, nesxkux
B-angpeHOOMOKATOPIB | TPULHMKIIYHUX aHTUIENpecaHTiB. Mouie-
KyJISpHY OCHOBY HbOro Je(peKTy CTAaHOBUTH, MaOyTh, MOpy-
meHHs ekcmnpecii Oinka mutoxpomy P-450, mio mpu3BOAUTH 10
MOPYIIEHHS CHUHTE3Y BIAMOBITHOTO i30(EepMEHTY.

[HmuM goOpe AOCHII)KEHHMM MNPHUKIALOM TEHETHYHOTO
JNiKapChbKOTO MONIMOpP(i3My € cTepeocelieKTHBHE apOMaTHYHE
(4)-rigpokcuNIOBaHHS aHTUKOHBYJbcaHTa MedeHiToiny. Llei
MeTabomigauit  modiMopdi3M  TaKOX TPAIIIETHCSI CEpen
KaBKa3bKkoro HaceieHHS (3-5 %), a takox y 18-23 % xurenin
Anownii. BiH TeHeTHYHO He3aleXHUH Bin moiimMopdizmy med-
pu3oxiHy. Bylo BcTaHOBIEHO, IO Y HOPMajlbHHUX "aKTUBHHUX
MeTaboni3aTopiB" MPOXOAUTH TIAPOKCHUIIOBAHHI Me(pEHITOIHY
B TOJIOKEHHI 4 (PEHONBHOTO KiNbIls, IMMOTIM HacTae KOH'IOTAIlisd 3
TTIOKYPOHOBOK KHCIOTOKH. Y TaKOMYy BUTISAI METa0OJIT BUBO-
nutbes Hupkamu. Jns R-medeniToinHy XapakTepHe MoBinbHE
N-gemerunioBanHs 10 HipBanoxy. "[loBinpHi MeTtabomnizatopu"
MOBHICTIO M030aBiieHl cTepeocnenudpidynoi S-MedeHITOTH-TIAPO-
KCHJIa3HO{ aKTUBHOCTI. ¥ HHUX SK S-, Tak 1 N-eHaHTIOMEpH Tepen
eKcKpenieo N-IeMeTHIIOITHCS A0 HipBaHOTy. TyT MOJEKyIsp-
HOI0O OCHOBOIO € eKcIpecisi MyTaHTHOTo i3odepmenty P-450. Bin
Harajaye HOpMalbHy (oOpMy, alle Ma€ AOCTATHIO CTPYKTYPHY
MIKpOTETEepPOreHHICTh JUIS 3MiHM adiHiTeTy a0 cyoOcTpaty i
CTEePEOCEICKTUBHOCTI, a oTxke — 1 (yHkmii. KiriHid4HO Ba)XIHBO
BpaxoBYBaTH, II0 0€3MEYHICTh JIKApChKOTO 3ac00y MOXe OyTHu
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MEHIIOI B 0ci0 — "moBinbHUX MeTabomizaTtopiB". Hanmpukman,
y BHUNAAKY HEAOCTAaTHHOIO MeTaboJIi3My CIOCTEpiralThCs
O03HaK¥W TIMOOKOI arakcii micis MpUMaHHS TaKuUX 103 Mede-
HITOTHY, sAKi JgoOpe mepeHocsaThcs ocob0aMu 3 HOPMAaIbHUM
Mmetabomizmom (Koppeiis, 1998).

BusBnsoTbcs 1 iHmI BHAM TE€HETHYHOTO mogiMopdizmy B
XIMIYHHUX MEPEeTBOPEHHAX JiKapchkux 3aco0iB. Ha ix renernu-
HUH XapakTep BKa3ylOThb pe3yJbTaTH BUBUYCHHS MeTabomdizMmy,
Hanpukiam, TeodiniHy y MOHO3UTOTHUX 1 JU3UTOTHHUX ONH3HST
1 aHami3 pomoBoniB. BusBienuit 4iTkuid moxiMmopdizm metabo-
JMi3My TBOTO 3ac00y YCMaaAKOBYETHCS 3a PEIECHBHHUM THUIIOM.
I'eneTnyHuil moaiMop(i3M BCTAaHOBICHUN TAKOXK JAJISI OKHUCJICHHS
aMiHOMYpPHUHY, TOAOyTaMiny i kapOoumucTeiny.

Xoua reHeTUYHHN NONIMOP(HI3M OKHUCICHHS HEPiJTKO 3yMOB-
NeHu# crnenudidHUMH i30pepMeHTaMu mHUTOoXpoMy P-450,
nmoxiOHI Bapiamii MOXYTh cmocTepiraTucs TakoX 3 OOKYy iHIIMX
pEYOBUH, AKi O€pyTh yd4acTh y MeTaboJIi3Mi KCEHOOIOTHKIB.
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3. 'eneruuHi pakTopu, AKi BU3HAYAIOTH
peakuilo oOpraHizMy Ha JiKapcbKi 3aco0u

3.1. Posib reHeTn4YHUX (PAKTOPIB y peakuil opranizmy
HA JIKH

OpHUM i3 TPOBIAHUX 3aBAaHb (PapMaKOTEHETHKHU €
IHOWBiAyadbHa YYTIHMBICTh JIOJEH JO JMiKapChKUX 3aco0iB 3a-
JIEKHO BiJ TeHOTUNy. Bxe qaBHO BigoMO, 1 3 UM MOCTiHHO
CTUKAIOThCS JIiKapi, 0 OKpeMi ocobu Oyab-siKOi momyunsmii,
HaBiTh OJHOTO 1 TOTO X BiKy, cTari, mpodecii, siki TPOXKUBAIOTH
B OJIHIH 1 TiH ke MICIEBOCTI, pearyTh Ha BBEJCHHS JIIKIB 1O-
pizHOMY. OmHAK TpPO CTYMiHb BapiabedbHOCTI peakiii opraHizmy
Ha 11 3aco0u cepej 3MOpPOBHX 0Ci0 MH 3MOTJIIM POOWUTH BHCHOBKHU
JNWIIEe Ticas TOro, AK y MAOCHIPKEHHSIX OyJI0 BUKOPHUCTAHO
Busnadenns EJI . EJ[, — me Ttaka po3a mpemnapary, ska
BUKIHNKae (apmakonoriunuii ePext y 50 % nmochmigxyBaHHX
oci6. HeoOXxiagHicTh Y IbOMY MOKa3HUKY BHHHUKIA y 3B'SA3KYy 3
THM, 110 GapMakKojoriyHa Ais 0araTboX MEJAMKaMEHTO3HHX 3aco-
0iB Ba)XKO MIiAJA€EThCA KIJbKICHIA OIIHII a00 MPOSIBISETHCS
JNHIIe MPU TPUBAIOMY JIKyBaHHI.

Hocnmimxenns 3 BusHadeHHaM EJI, nesxkux mnpemaparis
[OKa3ajau, IO IHAMBiAyaJbHA YYTIHUBICTH JO HUX KOJHUBAETHCS
B 3HAYHO OINBIIMX MeEXaxX, HI)K SK BBaxKallm paHimie. 30Kpema,
10 TUKyMapuHY BOHa B OKpEeMHX OCi0 MmepeBUINYE MiHIMaIbHY
B 10-13 pa3siB, no O6yrtaniony — B 6-7 pa3iB, aHTUHmipuHy — B 3
pasu, COUpTy €THUIOBOTO — B 2 pa3u, ¢ropoTraHy — B 4 pa3su,
a"Hanpuniny — B 7-20 pasiB. Bimomuii tepanet b.€. BoTuan
(1965) cTBepaxyBaB, MO aTPONiH BHKJIWUKAE CYXICTh y pOTI
oIHMUX 0ci0 B 031 0,5 Mr, B 1HIIKX — 5 MT.

[Ipu nmpuitmanHi HOpTpunTuiainy no 0,025 r 3 pa3u B 1OeHb
YyTJIUBICTh JIOJEH TaKOX KOJMUBAETHCS y BEIMKUX MeEXax, a
KOHI[EHTpamis B mia3dmi — Big 12 go 250 mMkr/mi. AHTUIEN-
pecuBHUI epeKT HOTO He MPOSIBISETHCI y XBOPUX 3 HU3BKUM
piBHeM y mra3Mi. B 0ci0 3 BHCOKHM piBHEM HOPTPUITHIIHY
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gacTille BHHWUKAIOTh HETaTHUBHI peakiii, Mo B 3HAYHIH Mipi
3HUKYE SIKICTh JiKyBaHHsS. BUsBICHI iHAWBIAYyalbHI BiAMIHHOCTI
B CTaJUX KOHIEHTpamigx 1 ix MeTaboniTax NOpu JiKyBaHHI
HEUpOJENTUKAMHU B CTaHIApPTHHUX J03aX. BUCOKMH CTymiHb 1HIU-
BiAyandbHOI BIAMIHHOCTI y (hapMaKOKIHETHIII BUSIBICHHUN HaBITh
cepea WICHIB OMHIET 1 Ti€l K POIUHH.

Jleski NOCHiTHUKU CTBEPAXKYIOTh, IO 30BCIM HEMOXIHBO
3HAWTU TakW{ JiKapchbKHUH 3aci0 YW XIMIYHHH NPOAYKT, SIKUH
IisgB OM OJHAKOBO Ha BCiX yioaeld. JJOCSATHYTH LBOTO MOXHAa
JYIIe B TOMY BHIAIKY, KOJIU O BOAJOCh YCYHYTH MIHJIUBICTH —
HapiXKHUW KaMiHb €BOMIOINII, 1 O10XIMIUHY IHAUBIYyalbHICTh.

Cepen Oynp-skoi OTHOPIAHOT TPyMH JTIOAEH MOXXHA BHSIBUTH
B 0CcO0M, y AKHX y BIANOBIAh HA BBEICHHS JIIKAPCHKOTO 3aC00y
B CTaHAApTHIH 1031 PO3BUBAETHCSA THITOBAa (apMaKoJOTidHA
peakuig. Y AesKUX BOHA HE BHHHUKAE 30BCIM, TOJXI K y PENITH,
0CcOONHMBO TijJ Yac MpUWMaHHSA CHJIBHOIIFOYHX a00 MOTEHIIHHO
TOKCHYHUX IMpenapaTiB, MOXYTh BUHUKHYTHU CEpPHO3HI yCKIan-
HEeHHs. Bumajgku 3HAYHWX BiIXWJIMHb HE € BUHATKOM, a IIPOSIBOM
3arajlbHO010JIOr1YHOT 3aKOHOMIPHOCTI.

lIupoxuil miama3oH YyTIWUBOCTI JIoAed 1 TBapwH A0 OyIb-
SKOTO JIIKapChKOTO 3ac0o0y MpUHHATO BUpaxaTtu rpadidHo y
BUIJIAl KPUBOI HOPMalIbHOTO po3nmofiny mokasuuka EJI, (xpusoi
layca). Xapaxrtep ii 3BUYaliHO 3MIHIOETHCS, SIKIIO CEpeJ JIoJeH,
AKUX JOCHIJUKYIOTh, € TpYIH aTHIOBOTO pearyBaHHsS Ha
JMiKapCchKUU 3aci6. Y TakoMy BHIIAIKy 3 OJHOBEPXiBKOBOi BOHA
MEepPEeTBOPIOETHCS B JBOBEPXiBKOBY, HaBiTh Yy TPHBEPXiBKOBY
(puc. 3). Herumoma peakiis BigOuBae abo Jyxke BHCOKY
4yTIUBICTH TPyNH 0Ci® 10 mpemnapary, abo, HaBIaKH, BUCOKUH
CTYNiHb TOJIEPAHTHOCTI JO HBOTO. Y MepuioMy BHIAJKy Ha

Puc. 3. Cxematuune 300paxeHHS

YyTIUBOCTI JTIOAEH M0 JTiKapChKOTO

3aco0y.

A — xpuBa po3moainy cTiiikoi peakmii

opraHi3My Ha JiKapcbKuil mpemnapart; b
# _ KpuBa JBOBEPXIBKOBOTO PO3MOJITY IPH
Jlorapudm no3m aTHIOBIN peakmii Ha JTiKapchbKuil 3acid.

% ocid

ED 50 ED 50
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KkpuBiit ['ayca monatkoBa BepxiBKa 3'SBISETHCS 3JIiBa BiJl OCHOB-
oi, y Apyromy — crmpasa.

PerenbHuii aHaniz pe3ysbTaTiB CHOCTEPEKEHHS Ha BEIHKHUX
rpymnax oci0é mokaszas, IO iAWBiAyalibHa YYTIUBICTH A0 JIiKiB i
OTPYT 00OyMOBJICHA 1 BU3HAYAETHCS, 3 OJHOIO OOKY, CHJIOTCHHUMHU
(haxkTopamu, a 3 IHIIOTO — MI€I0 HAa OPTaHi3M areHTIB 30BHIITHBOTO
cepenoBuma. Ha nromeid moCTiiHO BIJIMBA€E COIlialdbHE CEpPelo-
BUIIE, TeMmMmeparypa, aTMochepHUH THCK, CBITIO, 3eMHE Ts-
KIHHS 1 KOCMi4YHa pajiamis, NPOAYKTH IKUTTEAISIbHOCTI
MiKpOOpTaHi3MiB, YHCIEHHI XiMi4Hi areHTH, 30KpeMa IJIiKapCchKi
tomo. Ilix BniamBoM mUX (QakTOpiB 3MIHIOETHCS OOMiH PEYOBHH,
(GyHKLiS OpraHiB i peryIsITOPHUX CHUCTEM, OMIPHICTH OpraHizMmy.

Baxnua posib y ¢hopMyBaHHI OpraHizMoM (GapMakKoJOriyHoi
peakiii HajnexuTh eHIOTreHHUM (QakTopam. Ile reHeTnuHi
0CO0JMBOCTI KOXKHOI 0co0u, 1i BiK, cTaTh, (Pi310JOrIUHUN 1 maTO-
JOTiYHUN CTaH TOMIO.

Y Bu3HauUeHHI poJli TeHeTHYHUX (AKTOPIB y YYTIHBOCTI
OpraHi3mMy 0 JNiKiB BUpillalibHE 3HAYEHHS Bigirpailu JOCIi-
JUKCHHS Ha ONM3HsATax. BOHW MO3BOJMIHM BUSBHUTH, B SKiH Mipi
IHAMBIAyalibHI BiIMIHHOCTI 0OyMOBJIEHI I'€HETUYHO, TOOTO TOC-
TIiHO BiATBOPIOIOTHCS MPH BBEJACHHI B OpPraHi3M TOTO YH IHIIOTO
npenapary B CTaHAAPTHIH 1031.

BinpmicTe dikapchkux 3aco0iB MposBIsLe pizHOOIUHY (dap-
MaKOJIOTIYHY IiI0 Ha OpraHi3M, IO YTPYIHIOE aHaNi3 HACTIAKIiB
croctepexeHHs. ToMy B papMakOTeHETUUHHUX JIOCIIJKEHHIX
NPUHHSATO BU3HAUCHHS TAKUX MOKA3HUKIB, K nepioz[ HaIiBBH-
BeJleHHs Oynb-aKOro npemapatry 3 mnasmu kposi (T ) micis
HOro oHOPa30BOr0 MpUHMaHHS (BBEICHHS) Y CTaHz[apTHm 1031
1 BeIMYUHM cTanoi (CTaHAAPTHOI) KOHIEHTpalii Mpu TPUBAJIOMY
JIIKyBaHHI.

JlocmimKeHHsS TIPOBOMSATHL Ha JOPOCIUX OJWU3HATAX, SKi
nepeOyBalTh B 3BUYAWHUX yMOBaXx. BOHH MPOJOBXKYIOTh 3BUYHY
JisITBHICTE Ha POOOTI 1 B pOAMHI, Xap4yylOThCs, 3TiHO 31 CBOIMH
cMakaMu 1 3BHUKaMu. OOMEXYy€EThCS JNHIe TpUAMaHHS OyAb-sSKUX
JIKapChKUX mpenapatiB (HE MEHIIE HIXK 3a Micslb J0 [MOYATKY
TOCHIIKCHHS), IO TOMEpeKYE MOXKIWBY IHIWBIAyalbHY YH,
HaBNaKkW, iHTIOyr049y nito iXx Ha depMeHTH, QYHKIS SKUX MOXKeE
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MpSIMO YW OITOCEePEIKOBAHO BimoOpakaTucs Ha (papMaKOKIHETHIII
i papmakoauHamini mpenapariB, MO AOCITIIKYIOTHCS.

Ha Onu3nsaTax Oyna Bu3HAueHa Ais psAAy NpenapatiB, 30K-
pema, IMKyMapuHy, OyTalioHy, aHTHIipuHY, GTOpOTaHy i iH.
VYei ni 3acobu B opraHizmi MeTaboli3yl0ThCsS 1 B 3Ha4YHIH Mipi
BUAIIAIOTHCS y BUTJSAI TUX 4d iHMHUX MeTaboxitiB. KoxeH i3
28 6au3HAT 0 9 TOA paHKY OTPHUMYyBaB OJHOKpAaTHO OyTamioH
mo 6 Mr/Kr, depe3 AeKiIbKa MiCAIIB — aHTHNIPUH MO § MT/KT,
MoTiM — nuKyMapuH mo 4 mr/kr (tabn. 7).

Tabruys 7
Yac HaniBBMBeJeHHS] AHTUNIPUHY, TUKYMapHHY i OyTaaioHy y OJU3HAT

Yac BuBeIeHHS
Hapa Bik Crarthb an - innu- 0 s
GJIM3HIT KyMapu- | aHTHIIpH yraniony,
HY, roj HY, I'OA. JHIB
1 2 3 4 5 6
MOHO3UTOTHI

1 48 q 25,0 11,3 1,9
q 25,0 11,3 2,1

2 43 K 55,5 10,3 2.8
K 55,5 9,6 2.9

3 22 q 36,0 11,5 2,8
q 34,0 11,5 2.8
4 44 q 74,0 14,9 4,0
q 72,0 14,9 4,0
5 55 XK 41,0 6,9 3,2
XK 42.5 7,1 2,9
6 45 q 72,0 12,3 39
4 69,0 12,8 4,1
7 26 K 46,0 11,0 2,6
XK 44,0 11,0 2,6
JdAusurotHi

1 21 XK 45,0 15,1 7.3
q 22,0 6,3 3,6

2 35 K 46,5 7,2 23
K 51,0 15,0 3,3

3 33 K 34,5 5,1 2,1
K 27,5 12,5 1,2
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Ilpooosocenna mabn. 7

1 2 3 4 5 6
24 - 7.0 12,0 2,6

x 19,0 6,0 23

5 48 q 24,5 14,7 2.8
q 38,0 93 3,5

6 21 K 67,0 8,2 2,9
x 72,0 6,9 3,0

7 37 K 40,5 7,7 1,9
y 35,0 73 2,1

Uepes BiAMOBiAHI iHTepBaNM Micias X MPUWMaHHS MPOBOJMIU
3a0ip KpoBi AN BHU3HAYEHHS KOHIIEHTpAIil y KpoOBi 1 dacy
HamliBBUBEACHHs. BUABUIOCH, MO Ield 9ac A TUKYMapuHY Y
MOHO3MIOTHUX OJM3HAT 3HAXOIUBCSI B Mexax Big 25,0 mo 12,0
roJl, aHTUIpUHY — Bix 6,9 mo 14,9 ron, Oyramiony — Big 1,9 mo
4,1 gHsA, a IM3UTOTHHUX, BigmoBigHo, Big 7,0 o 72,0 rox, Big 5,1
no 15,1 rox i Bim 1,2 go 7,3 nHs. B okpeMux BWNajakax Jiamna3oH
IHIMBiAyadbHUX BiIMIHHOCTEH OyB OCOOJMBO IIMPOKUM (HAIPHUK-
nan, Ui aHTumipuHy). Lli BiAMiHHOCTI He 3ajexajiu Hi Bif
KypiHHS, Hi BiJ BKMBaHHS KaBH 1 Jii iHIIUX (AKTOPiB JOBKIJIA.

Ciil TakoX HAroJIOCHTH, IO JIENI0 B MEHIIIHA Mipi I[i KOJH-
BaHHS OyJIM cepejl NBOSIHIIEBUX OJU3HAT OJHIET 1 Tiel k mapw,
TOJAI SIK cepel OMHOSHUIIeBUX 1€ MOKAa3HWK cmiBmamaB (puc. 4).

Mono3uroTHi
Onu3HsATA

JlusuroTHi
OnausHsATA

(SR N
S o3

ENS)

Puc. 4. ITopiBHAIBbHUI BMICT OyTamioHy B
mrasMi 3 map MOHO3UTOTHHX (3I71iBa) 1
JNM3UTOTHUX ONMM3HAT (cmpasa). Jlorapupm
KOHIIEHTpaIii nmpemnapary B 2 MJ IUIa3Mu
MOKa3aHUW 3 1HTepBajaMu MiCIsl OJHO-
Pa3oBOro MpUilMaHHS HOro B 1031 6 MI/KT.

o

100

Konuenrpauis 6yraniony, MKT

- D A
o © oo

357 911134 3 5779 11

Jui nicas npuitomy OyTtamioHy
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Ha Onu3HsTax BU3HAYANHW TaKOX IHTEHCHBHICTH OKHCIIEHHS
€TUJIOBOrO aJKOTOJII0 MPU OJHOKPAaTHOMY MpUWMaHHI mo | mi/
Kr. [3 manux Tabnumi 8 BUMIMBAE, M0 IHTEHCHUBHICTH I[BOTO MPO-
[eCy y mapu MOHO3UTOTHHUX OJU3HAT Ayke Onm3bka abo CIiB-
majgae, ajye BOHA pi3HAa y MU3UTOTHHUX.

Tabauys 8
InTeHcuBHiCTL MeTa00i3My CHUPTY €THJIOBOIO y OJU3HAT
HIBuakicTL e .
Hapa Bik Crarb Maca, Kr Metadounizmy, BI.HMIHHICT]’
O0IM3HAT MK mapamMu
Mr/mJa/r
M OHO3UTOTHI
1 23 K 52 0,16 0
K 47 0,16
2 61 K 62 0,20 0
K 50 0,20
3 22 q 77 0,15 0
q 67 0,15
4 22 q 65 0,11 0
q 72 0,11
5 47 q 62 0,13 0,02
q 59 0,15
6 35 K 67 0,18 0,01
K 68 0,18
7 56 K 54 0,18 0
K 54 0,18
JdusurotHi
1 57 K 61 0,17 0
q 74 0,17
2 47 XK 43 0,21 0,07
q 43 0,14
3 49 q 76 0,24 0,13
q 76 0,11
4 36 K 55 0,20 0,13
K 56 0,17
5 54 K 58 0,16 0,04
K 58 0,12
6 32 XK 58 0,13 0,02
q 116 0,15
7 36 K 45 0,11 0,05
K 80 0,16
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KinpkicHy 3anexHiCTh MIX TEHETHYHHMH 1 30BHINIHIMH
¢dakTopaMu B (GapMakoJOTiUHIH peakuii NPUWHITO BUPAKATH
"IIOKa3HUKOM CIIaJKOBOCTI", IKMi BU3HAYA€ETHCS 32 (OPMYJIIO:

P-P, ne P, - BIJIMIHHICTH T1/ y Tapu OJHOSHIEBUX

P OJIHM3HAT, P, - Bl,Z[MlHHlCTI: Tl/z y JBOSHIIEBUX.

! TeopeTnuHo NOKa3HUK CHAAKOBOCTI MOJXE 3HAXO-
OUTUCH B Mexax Bix 0, 0 BKa3zye Ha HECYTTEBY POJIb CHAJKOBHUX
¢daxrtopiB y aii mikiB, A0 1, M0 CBiAYMTH TPO MOBHY 3aJEKHICTb
Big HuX. [nsg OyTamioHy, aHTHNIpUHY, AUKYMapuHY i CIOUPTY
€THUJIOBOTO Il IMOKAa3HMKH CTAHOBJIATH, Bigmosimzuo, 0,99, 0,98,
0,97 1 0,99, mo BKa3zye Ha B3a€MO3AJIEKHICTh 1HAUBIAYaTbHUX
BiAMiHHOCTeH Bix reHeTnuHux ¢akropis. [linpaxosBano, mo
Koe}iuieHT BHYTPIIIHBOTPYNOBOI KOpensnii MBUIKOCTI BUBE-
NeHHs abo meTabosi3My OyTaaioOHY, aHTUIIPUHY, TUKYMapUHY
1 eTaHoNy IJIT MOHO3WTOTHHUX OJMHM3HAT cTaHOBUTH 0,92, 0,93,
0,92 1 0,87, nu3uroruux — 0,40, 0,71, 0,82 1 0,53.

OTXe, AN UUX JiKapChbKUX 3aco0iB 3HAa4YHI IHAWBiAyanbHI
BIIMIHHOCTI €THUJIOBOTO aJIKOTOJII Yy 3J0POBUX IIOJEH, sKi He
OTpUMYBaNW 1HmMHUX (apMakKoIoOriyHuX 3aco0iB, ICTOTHO HeE
3alieaTh BiJ 30BHINIHIX yMOB. BOHM meTepMiHOBaHI T€HETHYHO,
NPUYOMY, Y MOHO3UTOTHUX OJIMU3HAT € MOBHA TOTOXHICTH y re-
HaX, QyHKLis SKUX CTOCYETHCS (papMaKOKiHETHKH 1 papmako-
OUHaMIKK JIiKapchKuX 3ac00iB. ToMy y HHX BiACYTHi icTOTHI
BIAMIHHOCTI. Y IU3UTOTHUX OJMU3HAT Takoi 1€HTHYHOCTI B reHax
HEMae.

Cepen BKa3aHUX JIKapChbKHX 3aCO0iB aHTHITIPUH 1 €TaHOJ
3B'sI3yI0OThCS OiJIKaMHW TJa3MU B HEBEJNHUKIH KinbkocTi. Tomy
BBAaXalOTh, IO 1X Tl/ , K 1 AMHAMiKa BUBEJEHHS 3 OpraHizMmy
B3araii, B 3HadHid M1p1 SKIIO HE TOBHICTIO, 3aJeXHUTh Bil
IHTEHCUBHOCTI MeTabomi3My. Y maHoMy BHUIAAKy (aKTOp poO3IMMo-
niny iX mo opraHax i TKaHMHaX Ma€ IpyropsiiHe 3HaueHHs. byra-
JIiOH 1 MUKyMapWH, HaBMaKW, MalkKe MOBHICTIO (B CepeaHbOMY
Ha 98 %) 3B'sa3yroThes 3 Oinkamu miasMu. He MokHa He paxy-
BaTucs 3 00'emoM posnoniny. OnHAK e HE BUKIIOYAE TOTO, IO
y IObOMY BHUIMAJAKY 4YacC BHUBEICHHS BHU3HAYAETHCA IEPEBAKHO
MBUAKICTIO MeTabomi3My.
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Ha Onu3HsATax BCTAHOBIEHO TakKoX 4-KpaTHE BiJXUIECHHSI
B MeTa0oai3Mi pagioakKTUBHOT'O (TOPOTAaHY MicCisl OJHOPAa30BOTO
BBeJIeHHs Horo y BeHy (3,4 mr/kr). Lli BiAMIHHOCTI TaKOXX BUSBU-
JIUCh TEHETHYHO JACTEPMIHOBAHMMH, XO4Ya BIJIMB 30BHIIIHIX
(dhaxTOpiB MPOSIBISIETHCS B 3HAYHIN Mipi.

Y psaai gocHiIkKeHb BHKOPHCTOBYBABCS TOKAa3HUK CTaloi
KOHIIEHTpAaIlil JIIKapChKOTO MpernapaTy NpH TPUBAIOMY JIIKyBaH-
Hi, HampuKJIad, HOPTPUNTHIIHOM (puc. 5). Y MOHO3UIOTHHX
OJIM3HAT KOXKHOI IMapH MpPakTHYHO OyB OJWH 1 TOW camMuil piBeHb
cTay;oi WOro KOHIIEHTpaIii, TOAI SIK MK mapaMd BiH KOJHBaBCS
Big 14 Mkr mo 35 Mkr "Ha | mu mimasmu. Y OU3UTOTHUX OJMU3HAT
BiIMIHHOCTI IhOT'0 TTOKa3HWKA MPOSBISIIOTHECS B 3HAYHO OLIBIIIH
Mipi. Lle 00ymMOBIIO€ETHCS, TOJOBHUM UYHMHOM, IHTCHCUBHICTIO
MeTaboni3My, TOMY IO 1HIOII MOKAa3HUKH (PapMaKOKIHETHKH
(IIBHAKICTH 1 MOBHOTAa BCMOKTYBAHHS B TPaBHOMY KaHaji, MIIl-
HiCTh 3B'A3yBaHHS 3 OiIKaMHW) CYTTEBO HE BiIpPI3HAIOTHCS.

Puc. 5. KoHieHrpauisi HOpTpUITH-
JiHY B 1Ja3Mi 310pOBOT0 100po-
BOJIbLS, SIKUM OTPUMYBaB HOro 1o
0,4 mr 3 pa3u B AeHb mpotTsarom 14
IHIB: ---- CEpeIHs KOHICHTpAaIis
B miasmi (74 MMKr/min).

OTxe, BiAMIHHOCTI B aii JIiKapchbKUX 3aC00iB Yy 3IOPOBHX
nogeil oOyMOBJIEHI B OCHOBHOMY TeHETHYHHMH (QakTOpaMH.
Bouu Mmaio 3anexaTh BiJ TaKMX 30BHIMIHIX areHTIB, SIK MadiHHS
TIOTIOHY, B)KMBaHHS KaBW. [leBHA pid, mo mpu Aii HA OpraHi3M
€TUJIOBOTO aJKOTOJI0, AK 1 IHIUX 3ac00iB 3 IHAYKTUBHHUMH i
iHriOylO4YUMHU BIAaCTUBOCTAMH, (apMaKOKiHETHKA ITiKapChKHUX
npenapariB MoKe BiAMOBIJHMM YMHOM BiJOMBATHCS Ha Xapak-
Tepi, BEJWYUHI 1 TpUBaAJIOCTI PapMakoJIOTI4HOTO epeKTy, 0co0-
JIUBO Y XBOPHUX JIOJIEH.

BusBneHni Takox pacoBi BiAMIHHOCTI peakiii opraHi3mMy Ha
JiKapchKi 3aco0M, 30KpeMa Ha MiJOKapHiH y XHUTEJNIB YraHIu
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(tabm. 9), a TakoX aHTUNIPUHY Yy KOpiHHUX kuteniB Cynany,
CyIlaHIIiB, SIKi MPOXHWBawTh B AHTIii, i OputaHuiB. Bussunocs,
mo 00'eM po3moAiNy aHTHHIPUHY B KOpiHHUX kutediB Cynany
MepeBHNIy€e Iell MOKa3HUK y CYJaHIiB, SKi NPOXKHBAIOTH B
Anrmaii, TuMm Oinbine y KOpiHHUX OpuTaHIiB. Yac HamiBBHBEIACHHS
uboro npemnapary y xuteniB CynaHy Takox OyB HailBUILUM,
MEHIIMM — Yy CyJAaHOiB AHriii, me MEHIUM — Y KOpPiHHHX
Opuranuis. OTxe, papMaKOKiHETHKAa aHTHIIPUHY BHU3HAYAETHCS
SIK TEHETUYHUMHU, TaK 1 30BHIIIHIMU (paKTOpaMu.

Tabauys 9

IHTeHCHMBHICTH MOTOBHAINIEHHA Y KUTeNIB YraHau HiJ BIJIMBOM
nijiokapminy, r/m> xB

Obcrexysani YoJoBikn Kinku
0co0HU
€Bporeiin 8(3-14) 4(1-7)
Tamifinri 5(3-8) 3(1-6)
Adpukanui 2(1-8) 2(1-5)

Hpumitka: [udppu 06e3 nyxkok — cepenHi BeauuuHu i3 20-21
CIIOCTEPEKCHB; MUPPU B AYyKKaX — MEXKI KOJHBAHbD.

Y 3B'SI3Ky 3 MHUPOKOIO BapiaOeNTbHICTIO YYTJIWUBOCTI JITomeit
IO JTIIKapChKUX 3ac00iB, HE TITBKH OKPEMHX 0Ci0, aje ¥ eTHIYHHX
rpym i pac, naHi Opo CTYMmiHb €)EeKTHBHOCTI TUX UM 1HIIUX JIi-
KapChKUX NpemnapaTiB HE MOXHa MEPEHOCUTH aBTOMAaTHYHO Ha
HaceleHHs 1HIIUX KpaiH, TUM Oinblie Ha BCE HAacCENEeHHS 3eMIi.
VY KO0XHOMY perioHi HeoOXiJHO MPOBOJUTH JO0JATKOBY anpooalliro.

3.2. Merta0oui3M Ta iHIIi mpouecH, siKi BIJIMBAalOTh Ha
reHeTU4YHO JAeTepMiHOBaHI BiIMIHHOCTI B peakiii
OpraHizMy Ha JlikapcbKi 3aco0u

BinpmicTe nikapchKHX TIpemnapariB Mae Jimoimo-
TPOMHI BIAacTUBOCTI. BoHu 3a0e3meuyyloTh NPOHUKHEHHS JiKiB
yepe3 KIITHHHI MeMOpaHW, BCMOKTYBaHHS NHpH OyIb-SIKOMY
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Xy BBEJIEHHS B OpraHi3M, HAaKONMHMYEHHS B OpraHax i TKaHH-
Hax. KpiM ToTroO, JAIMOigOTPOMHICTH CIIPUsE TPUBAIOMY Iepedy-
BAaHHIO JIIKAPCHKHUX 3ac00iB B OpraHi3mi, 00 Ii BIACTUBOCTI CTPH-
MYIOTh €KCKpEIlif0 iX y 3B'SI3Ky 3 BUCOKHM PiBHEM OOEPHEHOTO
BCMOKTYBaHHSA B HUPKOBUX KaHanbIax. llinpaxoBaHo, mo mikap-
ChKHH 3aci0, sIKUH PiBHOMIPHO PO3MOMINAETHCS y BOAHOMY cepe-
JOBUILII OpPraHi3My 1 BHAINSE€ThCS HUPKAMH 31 MIBUIKICTIO BUBE-
IEHHS cedl, MOBUHEH MaTH Tl/2 557 ron. OnHak BOHH BUBOJSITHCS
3 OpraHi3My 3HA4YHO MBHJMNIC, 31 IMBUIKICTIO KJIYOOYKOBOI
¢dbinpTpamii. 301TBIMEHHS MBUIKOCTI iX eKcKpelii o0yMOBIEHO
mornepeaHiM mertabomizMoM, 00 MeTabONITH OINBII TOJAPHI i
MEHII JIiMOiZOTPONHI, IO € BaXXJIMBOI YMOBOIO iX EKCKpemii.
OTxe, TpUBANICTh (apMakoJOTidyHOI (UM TOKCHUYHOI) Aii pi3HHX
3ac00iB BU3HAUYAETHCS XapaKTepoOM 1 IHTEHCHBHICTIO MeTa-
OOJIIYHUX TIPOIIECiB.

IrguBigyanpHa peakiiss OpraHi3My Ha JiKapchKi 3aco0wH
TaKOX YacTO BH3HAYAEThCS IHTEHCUBHICTIO iX MeTabomai3my, mo
3aJIeKUTh BiJl aKTUBHOCTI BiAMOBIAHHX (epMeHTIB. 30Kpema,
IHAMBIyaJibHI BIIMIHHOCTI B IIBUJKOCTI OKHCHEHHS 0aratbox
JMKapCchKUX 3ac00iB y Jroneid i TBApUH OOYMOBJICHI aKTHBHICTIO
penykrasu mutoxpomy P-450. B cBoro uepry, BmicT Oinka,
uuToxpomy P-450 i iHIIKMX KOMIOHEHTIB peakuii TiApOKCHIIO-
BaHHS Yy JIOJIEH JOCUTH MOCTIHHUM.

PesynbraTtu nocmiliB, MOCTaBJIEHUX HA TBapHWHAX, BKAa3yIOTh
Ha BEJWKWH Aiama30H aKTHBHOCTI (PEepMEHTIB, sKi OepyTh ydacThb
y MeTabomi3Mi Jikapchkux 3aco0iB. Tak, mociiKeHHS, MPOBeE-
neHi Ha 10 mramax HOPBE3bKUX O1NMX LIypiB MOKa3aiu, MIO0
aKTUBHICTH N-meMeTunasu eTuamMopdiny i aHITIHTiApOKCUTIA3H
Bapilo€ BijJ mTamy 1o mrtamy B 2-3 pa3m, y Mumei — B 3 pasmu,
y Oe3mopoaHUX mypiB — y 2 pasu, y kpodiB — y 10 pa3sis.

VY nroxei iHAWBiAyanbHI BIAIMIHHOCTI B IHTEHCHBHOCTI MeTa-
007i3My JiKapChbKUX 3aC00iB ILISAXOM TiAPOKCUIIOBAHHS TaKO0X
KOJMBAIOTHCS y 3HaUHUX Mexax. Lle MokHa mpoimocTpyBaTH
Ha TPUKIaAl aHTUIIPUHY, SIKUH BUKOPUCTOBYIOTh B SIKOCTI TECTY
IUIST BU3HAYCHHS IHTCHCUBHOCTI OKHCIICHHS JiKapChKHUX 3ac00iB
y HHTOIIa3MaTUUYHIA CITII TeNaTONHUTIB. AHTHIIPUH MPAKTHIHO
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HETOKCHYHA PEYOBWHA, PIBHOMIPHO PO3MOIINSIETHCS Y BOJHOMY
CepeloBHILI OpraHizMy, MposBIsie ciaOKuil Tpomi3Mm mo OinkiB
kpoBi. [lig yac mpuiiMaHHs 1IBOTO 3acO00y B CTaHJApPTHIN 1031
3J0POBUMHM JIFOJBMH BiIMI4alOThCs YiTK1 BIJIMIHHOCTI B IHTCHCHB-
HOCTi TiIPOKCUIIOBAHHS, SIKE BU3HAYAETHCS MOKA3HUKOM TEPiOay
HaIliBBUBEICHHS (puc. 6).

20

15 Puc. 6. TpuBamicTts mepiony HamiB-
10 BUBEJICHHS AHTUIIIPUHY 13 TJIa3MHU
5 y 26 310pOoBUX 0Ci0, sAKi HE MPUNA-

MaJ¥ iHII JTiKapCchKi 3aco0w.

Y MeHmii Mipi iHAUWBiAyaldbHI BiIIMIHHOCTI iICHYIOTH B 1HTCH-
CHUBHOCTI MeTaboni3My JIKapChKUX 3aC00iB MUIAXOM KOH'IoTamii
3 TJIIOKYPOHOBOIO i CipYaHOIO KHUCJIOTAaMH, TJIIMWHOM 1 iH., IO
BCTAaHOBJICHO, 30KpeMa, Ha HpUKJIaJAi mapaneTamody.

I'eneTnuHa BapiabenbHICTh iICHY€E mepeBaxkHO y cdepi mera-
00i3My NiKapchKHUX 3ac00iB y 3B'SI3Ky 3 FeTEpOTEeHHICTIO (ep-
MEHTIB, SIKi MPSIMO YHM OMOCEPEIKOBAHO OEPYyTh y4acTh Y IbOMY
nponeci. Bona Maili)ke He MNpPOSBISETHCS Ha TaKUX PIBHAX
hbapMakoKiHETHKH, SK BCMOKTYBaHHS, 3B's3yBaHHSA 3 OiJKaMu
ILUTa3MHu, B3a€MOMii 3 IIa3MaTHIHHUMH MeMOpaHamMu abo opraHe-
JaMu KIITUH, eKckpemii. BapiaGenpHicTh Oyab-SKOTO 3 IHUX
NpoueciB iCTOTHO He BiOMBAETHCS HA YYTIMBOCTI OpraHizmy
10 JikapchKkoro 3zacoOy, Ha Horo ¢apmakonuHamini i epeKTUB-
HOCTi ¢apmakoTepanii.

Benuuuna, Hepigko i xapakrep Oyab-skoro ¢papMakoiorid-
HOTO e(eKTy, 3alle’)KUuTh, 3 OMHOTO OOKy, BiJg KOHIEHTpamii
npemnapary, Mo CTBOPIOETHCSA B MINSAHII PEHENnTOpiB, 3 1HIIOTO
— BiJ perenTopiB, sAKi pearyroTh 3 HUM. 100TO, BiAMIHHOCTI B
IHAMBiAYyaldbHIA YYTIMBOCTI JIOAEH A0 JiKapchKUX 3aco0iB
00yMOBJIE€HI, 3 OJJHOTO OOKY, YYTJIHMBICTIO PEHENTOPHUX CTPYK-
TYyp, @ 3 IHIIOTO — XapakTepoM IMpoIeciB, siKi 3a0e3MedyrTh
BIAMOBIAHUNA pPiBEHb KOHI[EHTpaIii JiKapChKOTO Mpemapary B
TIJSTHITI pemenTopiB, TOOTO BCMOKTYBaHHS, PO3MOIiITy, MeTabo-
JMi3My 1 eKcKperii.
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MoXIuBO, BMOKTYBaHHS JiKapChKHX 3aC00iB y 3I0POBHX
MIoe 3AIHCHIOETHCS OiNBII-MEHII 3 OJHAKOBOK abo IOCHTH
O0nm3bpkor0 mWBUAKICTIO. [Ipn mpuiimanHi BcepeauHy BCMOKTYBaH-
Hs O1TBIIOCTI 3 HUX, OCOOJMBO KMUPOPO3UNHHUX, 3aBEPIIYETHCS
npotsaroM 1-2 ron. He BcTaHOBIEHO CYTTEBUX BiAMIHHOCTEH y
pe3opO1ii JiKapchKUX 3ac00iB MpHU MapeHTepaJbHOMY BBEICHHI.
Y Hac HeMae MEPEKOHJIUBUX apTyMEHTIB, sIKi MiATBEPJKYBaU
0 BaXJMBY pOJIb TEHETHYHUX (PaKTOpiB, SAKi 0OYMOBIIOIOTH
IHJAUBIyaTbH1 BIIMIHHOCTI BCMOKTYBaHHS JiKapChKHX 3ac00iB,
TUM OinbIe 3HAYCHHS iX B IHAWBIAYaJIbHIH YyTIWBOCTI OpTaHi3-
My. OnHaK, BU3HAHHSA [OTO (AKTy HE BUKIIOYAE TOTO, IO MPH
JNIeIKUX 3aXBOPIOBAHHSAX MBHIKICTh 1 MOBHOTa BCMOKTYBAaHHS
0araThboX mpemapariB pi3Ko MOPYIIYETHCH.

ITig yac nmpuiiMaHHS JIKapChbKUX 3ac00iB, THM OiJblIe MpH
MapeHTepaJIbHOMY BBEIICHHI, BUCOKI KOHIICHTpamii iX y miaa3mi
BCTAHOBIIOIOTHCS JOCHTH MBUJKO. BINBIIICTh 3 HUX BCTyMAaE Y
B3a€MOJiI0 3 OiTKaMu IJIa3MH, MPUYOMY MILHICTh TaKHUX 3B'A3KiB
HeonHakoBa. [lomanpmuii po3modin JiKapChKHX 3aco0iB 1O
opraHax i TKaHWHax 3JIHCHIOETHCS HEPIBHOMIPHO, 110 00yMOBIIC-
HO Pi3HOI IHTEHCHBHICTIO KPOBOOOITY B HUX, OCOOJHUBOCTSIMU
iX cTpykTypu Ta iH. Y HaWOinpuriii mipi mis mpemapatiB BimOu-
BaeThbCAd Ha (yHKIIi OpraHiB 3 BUCOKHM KPOBOTOKOM (MO3OK,
cepue, Hupku). HepiBHOMipHUN XapakTep pPO3MOAiNy 3aJeXKHUTh
TaKOX BIJI BJIACTUBOCTEH JIiKapChKHUX 3ac00iB, 30KpeMa, MOKa3-
HuKa 00'emy posmoxiny (Vp). Ti 3acobu, sfKi MIUTBEHO 3B'SI3YIOTHCS
3 OinkaM¥u Taa3MHu, B MEHIIIH Mipi HAKONMUYYIOTHCS B TKAaHWHAX,
HiX Ti, 010 BCTYyNalTh Y HEWiNbHI 3B's3ku. Jlo mepmux Hame-
KaTh, 30Kpema, npemnapaTtd 3 KHCIOTHHUMH BJIACTHBOCTSIMU:
ki1odiopar, Oyramion, Bapdpapus i iH. BoHU MarTh HEBEJIUKHUH
00'eM posmominy (2-5 o0'emiB mina3zmu). 3aco0U 3 BIACTHBOCTSIMU
OCHOB, HaNpHKJIAJ, aHATIPWJIIH 1 HOPTPUNITHIIH, HaBIMaKH, MalOTh
BenuKkud Vp. BOHM iHTEHCHBHIIIE KOHLEHTPYIOTHCS BCEpEIHHI
KJIITUH OpraHiB. Y TakuX 3aco0iB 1HAMBiAyalbHI BiJJMIHHOCTI B
00'emi po3mojiny, a 3BiJICKM 1 KOHIICHTpAIli B JUJISHIII pELeNnTopiB,
MOXYTh OyTH 3HAYHUMH, TOXI SIK Y JIKapChKUX 3aC00iB 3 KHCIOT-
HUMH BIACTUBOCTSIMH — BOHU MEHIN BHPaXXCHI.
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OCHOBHHMH OpTaHaMH BHUBEICHHS JIIKAapChKHX 3ac00iB 3
OpraHi3My i ix MeTaboiTiB, K BiJOMO, € HUPKH i nedinka. LlIBuz-
KICTh €KCKpeIlii BU3HAYAETHCS 00'€éMOM IIa3MU, SKa OYUIIAETh-
Csl HUPKAaMH BiJI pPEYOBUHU 3a XBHJIMHY (KiipeHc). BimpmicTh
JINIOITOTPONHUX 3aC00iB BUBOMATHCS HUPKAMHU 31 MBHIKICTIO
BUBEJEHHS cedi (Osm3bko 1 M 3a XBUJIMHY), TOJAI SIK HENIMOIMO0-
TpOoNHUX (4acTime MeTaboliTiB) — OIU3BKOK 10 MBUKOCTI KIy-
004ykoBOi QinbTpaii.

Jesiki 3aco0u 0co0mMMBO iX KOH'IOroBaHiI MeTabOJIITH, BHBO-
IATHCS TIEYIHKOIO, TAKOX 3 Pi3HOIO0 MBHUIKICTIO. HailOinpmm iHTEH-
CUBHO, MPAKTUYHO TPHU MEePIIOMY MPOXOJKEHHI 4Yepe3 Iel opras,
BUBOJSITHCSI aHAPUIIIH, KCUKAIH TOMmO. Y ONBIIOCTI JTIKaApChKUX
3ac00iB, SIKIi EKCKPETYKThCS MEYIHKOI, IIBUJKICTh BUBEJICHHS
3HaYHO HMIKYa BiJl IHTEHCUBHOCTI KPOBOTOKY B Hiii.

KoncTanta mBUIKOCTI BUBEACHHS Jikapchkux 3aco0iB (Ke)
3anexuTh Big kiaipency (Clp) i o0'emy posmoxiny (Vp):

Ke = Clp : Vp.

Tak, ais HOPTPUNTHIIHY 3 00'€éMOM pO3MOALNTY Yy JHOJUHU B
300 n 1 xiipeHcoMm miaa3mMu O0gu3bko 30 MJ 3a XBUJIHHY, MEPioj
HaIliBBUBEJACHHS cTaHOBUTH 115 rox. Crama KOHIEHTpaIis Horo
B TJIa3Mi BHPaxOBYETHCS 3a (QOpMYIIOIO:

Jo3a T, 1,44
X )

Vp IHTEepBaJI MK J103aMHU

Y BuUDAnKy, KOJH Tl/ 3HAYHO IEPEBUIIYE IHTEPBaI MiK
JI03aMHU y pi3HUX 0CIi0, npn MOBTOPHOMY TMPUWMaHHI JIIKAPChKUX
3ac00iB HacTae NOCTYNoBe 30iJMbIICHHS KOHIEHTpamii ix y
mra3Mi, axk 10 mosiBH o3HaK kKymyunsnii. [Ipm mpomy, 3BuUaiino,
KOHIIEHTpAIlisl 1X 3aBXau OyJe BHUIIOI, HIXK IiCJIS OJHOKPATHOTO
npUliMaHHA.

VY mpoueci JiKyBaHHS KOXHOMY XBOPOMY MigOHWparTh BiAIO-
BiHI mpemapaTH B J03axX, sKi 3a0e3mMedyroTh TepaneBTUUYHHUHN
epekT. 3BUUAHO, Oyab-IKe HACTYIHE MPUHMaHHS JIIKApChKOTO
3aco0y MPOBOAUTHCS O TOTO, SIK /i MOMEPETHHOTO 3HAYHO
3MEHIIUTHCS. Y pe3ysibTaTi IbOT0 MIBUJIKO 3POCTAE€ KOHI[EHTpA-
miss #oro B mia3Mi B OopraHax A0 THX Mip, NOKH BeJUYHHA
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eKCKpelii mpemapaTy MiX JABOMa NPUHMAHHIMHU HE JOCATHE
BEJIUYMHU 03U LHOro 3aco0y. CTBOpPIOETHCS CTalui CTaH.

Yepes 3Ha4YHI METONMYHI TPYAHOWII iHAMBiAYyalbHa 4yTJH-
BIiCTh PEIENTOPiB JO JIKapChKUX IMpernapariB y Jwogei Jgocii-
JUKeHa HemocTaTHbo. OJHI JOCTITHWKH BKa3yioTh, IO IeH (ax-
TOp 3HAYHO HE BiNOWBA€TbCS HA IHAWBINYyalbHIH YYTIUBOCTI
OpraHiaMy A0 JiKapchbKuX 3aco0iB. IHII cTBEpAXYIOTH, IO Y
JMoAeH, K 1 y TBapWH, YyTIHBICTh PEUENTOPIB JO HUX Bapiloe
B 5-6-KpaTHOMY Jiana3oHi, TUM OiJIbIIe, IO PEIEeNnTOpPHI CTPYK-
TypH y HUX ToxiMopdHi.

JlociKeHHIO Ha 3A0pOBHX 0co0ax Oyiau migmaHi [-aapeHo-
MiIMETHK 13aapuH (i30mpeHaliH), [-aIpeHONITHK aHaNpHUIiH,
HENpsIMUH aHTUKOAaryiassHT BapdapuH. 30KpeMa B 00CTExXKY-
BaHUX PEECTPyBajach 4acTOTa CEPIEBUX CKOPOYEHBb 1 CTYNiHb
3HWKCHHS T1aCTOJMIYHOTO THUCKY MPOTATOM HalOmmxkdmx 1-2 xB
micns iH'eknii y BeHy i3agpuHy B pi3HUX mo3ax (puc. 7).

20

Puc. 7. Jlo3u i3aapunHy, IpH SIKHX
y 3IOPOBHX MIJTOCIITHUX OCi0 Hac-
Ta€ 301JIbIIEHHS YAaCTOTH IYJbCY
Ha 20 yn/xB.

0,05

3po3ymino, MmO OTpHMaHi B IHUX MOOCHigax BIAMIHHOCTI B
MOBHIN Mipi BiIHECTH Ha PaXyHOK Pi3HOI YyTIMBOCTI BiAMOBITHUX
peuenTopiB HaBpsAx 4yu OyJe MpaBUILHUM. Xoda MeTabOoNidHUI
¢dakTOop TYT He Bimirpae cyTTeBOi poJii, HOBHICTIO BUKJIIOYATH
Horo, ik i 3HaYeHHs iHWUX (axTopiB, He MoXxHa. OnHAK He
MOJKHA 3alepedyBaTH HAasIBHICTH Pi3HOT UyTJIWBOCTI BKa3aHHUX
peuenTtopiB. HeoOXigHO TakoX 3ayBaXWTH, MO TPH AEIKUX
3aXBOPIOBAHHAX 1 CTaHax, K HaOpUKIad, Npu (QeHIIKEeTOHYpIi,
IHTOKCHKAI[il XOJiHO- 1 CHUMIATONITUYHUMH TpernapaTaMu, BOHA
MOJX€E 3HaYHO 3pPOCTAaTH.

Jis reHeTHYHUX 1 30BHImMHIX (akTOpiB Ha GOPMYBaHHS
opraHizMoMm Oynb-sKoi (apMakonoTidHOi peakmii 3AiMCHIOETHCS
He 1301b0BaHO. MiXXk HUMH iCHY€ HAWTiCHIIIMI 3B'30K 1 B3aeMo-
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00yMoOBIeHICTh. TpaHCHAIWHI 1 TpaHCKPUNIiNHI MeXaHi3MH,
yepes SKi HaAXOAMTh eHeTHYHa iHdopmawlis, mocTiiHO HiATpH-
MYIOTbCsl 30BHimIHIMH (akTopamu. | HaBmaku, 30BHIIIHI (akTo-
pu, mepm 3a Bce, XiMiuHI (HaNpUKIaJ, MOJIXJI0opoBaHi OideHinu,
MTOJIIMUKJIIYHI BYTJEBOMHI Ta iH.), CBId BIJIWB HA KIHETHUKY 1 JiI0
JMiKapchKUX 3aC00IB MOXYTh NMPOSBUTH 4Yepe3 TeHETHYHI Mexa-
Hi3Mu. s 6aratboX pevyoBHMH XapakTepHa iHriOyroda i iHIyKTHB-
Ha 7is Ha QepMeHTH JiKapchKOro meTaboai3zMy, IO TaKOX
3A1HCHIOETBCSI OTIOCEPEKOBAHO uepe3 BinmoBiaHi renu. [Ipu mii
30BHIMHIX (QakToOpiB Ha OpraHi3M TIKKO BH3HAYUTH POJb
KOKHOTO 3 HUX.

3.3. InguBigyajbHa peakuis OpraHi3My Ha JiKapCbKi
3aco0u i epexTuBHicCTH papmakoTepamii

[nnuBigyanbHI BiIXHIJICHHS peakilii opraHizMy Ha Iif0
JNiKapChbKUX IpenapariB CyTTEBO BiAOMBAIOTHCS Ha pe3yibTarax
JNiKyBaHHS XBOpHUX. B 0ci0 3 qy’e BHCOKOIO UYTJIHMBICTIO BOHH
HaBiTh y CEpeAHIX TepameBTHYHHUX J103aX MOXKYTh BUKIHUKATH
cepilo3Hl YyCKJIaAHCHHS, a 13 3HAYHOI TOJEPAHTHICTIO HABITH
TpuBana (apMmakoTepamis Moxe OyTm Oe3pe3yiapTaTHOO. He-
pioKo BTpaudaeTbCcs Oararo yacy SK Ha 3'SCyBaHHsS NPUYUHHU
HeeeKTUBHOCTI, TaK 1 HAa KOPEKIil mpemapaTriB y mnpoueci
JNiKyBaHHS. YHUKHYTH LbOTO MOJXKJHBO NUISXOM BpaxyBaHHS
IHIMBIAYyadbHOI YyTJIUBOCTI, IKa BUABISETHCS, HANMPUKIAL, 3a
JWHAMIKOI0 KOHI[EHTpalii JiKapCchKUX TpenapaTriB y KpoBi, CIuHI
abo B ceui. BpaxyBaHHS mpOTO, SK 1 BIATIOBIAHA KOPEKIlisS 03 Y
npoueci JiKyBaHHS, 0COOJIMBO HEOOXiMHI A THX JIKapChKHX
3aco0iB, sKi IpU Nepeno3yBaHHI BUKJIMKAIOTh CEpHO3HI ycKian-
HEHHs (aHTUKOAryJIsSHTH, NPOTUCYIOMHI 3acobu, TabieToBaHi
HYKPO3HHMKYBaJIbHI Mpemapatu Ta iH.).

Bucoka epekTuBHICTE 1 0e3meUHIiCTh (hapMakoTeparii g1ocs-
raeTbCss NpH BpaxyBaHHI psany ¢aktopiB. BaxnuBe 3HaUYeHHS
Mae Jikapcbkuil amamues. Ciig 3BepTraTu yBary Ha apceHaln
paHimie BXHMBaHUX IMpenapariB, iX JO3yBaHHS, pe3yJIbTaTH
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JNiKyBaHHS, MOOiIYHI peakmii i yCKIaJHEHHS, 1X XapakTep, TIXK-
KiCTh, TPUBAiCTh, PE3yJbTaT TOMmO. baxaHo oTpumaTu aHa-
JIOT14H1 BiAMIHHOCTI 3 OOKYy HaWOJIMXKYUX poauUiB mpobanga. B
psil BUMAAKIB, TIABKK 3aBJSIKM JIIKAPCHKOMY aHEMHE3y, MOXKIIH-
BO IMepeabdaduTH Taki yckiaamHeHHs (apmakoreparmii, sSK 3I710-
SKiCHA TimepTepMis, TEMOJITHIHUNA KPHU3 Ta iH.

Jns nesxux JiKapchKHX 3ac00iB JOMiNbHE MPOBEIACHHS MPO-
0 Ha MEePEHOCUMICTh, TUM OiNIbIIE THUX, SIKi paHille BUKIUKAIU
HETaTUBHY Jil0. BaXIWBUM € TakoX TONEpeJaHE BHBUYCHHS
IHTEHCUBHOCTI MeTaboIi3My JIKapChKUX 3aC00iB, SAKI MIaHYIOTh-
Ccsl BUKOPUCTOBYBATH, HATIPUKIAA, NUISIXOM BU3HAUYEHHS aKTHB-
HOCTi BiamoBigHuXx ¢epmentiB. Lle, mepm 3a Bce, CTOCY€ETHCSA
CHPOBATKOBOI OyTHPHIXOJiHECTEpa3u y XBOPUX, SIKUM NMpH3HA-
YU BBEACHHS NuTHiIiHy, [ 6D]J] epurponurie Tomo. Ha xans,
HE 3aBXXJIU MOXIIMBE IMPsSIME BU3HAUCHHS aKTUBHOCTI (epMEHTIB
y TediHIli, HAaNpHUKIaJ, MEYiHKOBUX TiApOKCHTeHa3. Y TaKux
BUMAaAKaX BJAIOThCA 1O HENPAMHX CIOc00iB, 30Kpema, M0
BU3HAYCHHS Tl/z miciass OJHOKPATHOTO MpUMMaHHS mpenapary
abo cranoi KOHIEHTpalii HOTO MPU TPUBAIOMY JIKYBaHHI.

Benuka BapiabenpHICTh IHOAMBIAYaldbHOI YyTIWBOCTI Opra-
Hi3MY 10 JIKapChKHX 3ac00iB BUKJIHMKAE CEPHO3HI TPYIHOIII HE
TiABbKM Yy BH3HAYEHHI ONTHMalbHOI A03M 0araThboX Mpemnaparis,
ame ¥ B yTOYHEHHI J03 y mpomeci JiKyBaHHs. 3BUYaHHO Yy THX
BUMAJKaX, KOJMW MpUWMaHHS TNpenapaTry CyIpOBOIKYETHCS
MosiBOIO (apMaKoJIOTIYHOTO €(EeKTy, SIKHH JIETKO PEECTPYETHCS,
KiJIbKiCHAa OIliIHKa OCTaHHBOTO BHUKOPHUCTOBYETHCS B SKOCTI
KpuTepito ais Kopekuii mo3u. Lle crocyeThcss OpOHXONITHYHUX,
AHTUAPUTMIYHUX IpenapariB, CepUeBUX TIIIKO3UAIB, 1HCYINIHY 1
0araTboX IHIIHX.

Hanpukmnan, Bu3HadeHHsS HaWOInbm e(EKTHBHOTO MPOTH-
apUTMIYHOTO 3ac00y XBOPHUM 3 YaCTUMHU EKCTPAaCHCTOJAMHU,
XPOHIYHUMH TPHUCKOPEHHUMH PUTMaMH CEpIs MPOBOIUTHCS 3a
JOTMOMOTOI0 TOCTPUX MEIMKAMEHTO3HUX TecTiB. Jasg 1poro
XBOPOMY BpaHIll OJHOPA30BO MPU3HAYAIOTh OJWH 3 Mpenaparis
y 031, mo BiamoBigae MpuOIU3HO TOJOBUHI J0OOBOI: XiHIIUH
cynbdpar — 0,6 r, xininentud — 0,5 r, HoBOoKaiHaminm — 1,5 T,
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nuzomnipamin — 0,3-0,4 r, ermo3un — 0,4 r, eranu3un — 0,1 T,
aiimania — 0,15-0,2 v, nudenin — 0,3-0,4 r, amionapon — 0,16-
0,2 r, imizun — 0,05-0,075 r, kapbamazenia — 0,04-0,05 r, ananiHin
— 0,05 r. IIporsirom 3 ron no nmpuiiMaHHS mpenapatry i 3 roj
(kpame 9 TOox) MICIS PEECTPYIOTH PHUTM CEPIEBHX CKOPOUYCHB
MIISIXOM MOHITOpYBaHHs, mepiognyHo abo mocTiiiHo (Ha MiHi-
MaJIbHIH MIBUAKOCTI B OAHOMY BijBeaeHHi). Kpurepiem edekTun-
HOCTI mpemnapaTy BBaXXaeThCs 3MCHIICHHS KIUJIBKOCTI €KCTpa-
cucton He MeHme sk Ha 50-70 % 1 3HHUKHECHHS NUIYHOYKOBHX
eKCTPACUCTOJ BHCOKHUX Trpanamiid. [loBTopHU#N TocTpuil MeauKa-
MEHTO3HHU TecT (3 IHIIUM IpermapaToM) MPOBOIAHUTHCS Uepes
24 ron. TakuM YHWHOM OIIHIOETHCA €(PEKTUBHICTH AHTHAPUT-
Miuaux npenapartis (B.JI. Jomunun, 1989).

[Ipu 3acTocyBaHHI AHTUTIMEPTEH3UBHUX 3aCO0IB IIISIXOM
CHCTEMAaTUYHOTO BUMIpPIOBAHHS apTepiajibHOTO THCKY MOXHA
MOPIBHSHO JIETKO BCTAHOBUTH iX epeKTHUBHY 1 Oe3medHy no3y.
3Ha4YHO Baxkue IIe 3JiHCHIOBATH, KOJM Oe3mnocepenHiii papmako-
JNOTiYHUM ePeKT JNiKapChbKUX NpenapariB TpUBaJIWil yac 3aiu-
MIA€ThCsl HEBU3HAYEHUM, 30KpeMa aHTHACNPECAHTIB, MPOTHETI-
JICITHIHUX IMpemnapaTiB, 3ac00iB IS JIKYBaHHS TimepaimigeMin
Tomo. Y TakWX BHUIMMAAKax, SKIIO i MPOBOTUTHCS BIAMOBIiITHA
KOpEeKILisi 103, TO B HEBEJIUKHX MeXax, uepe3 HeOe3meky
BUHUKHEHHA NmoOiuHux peakuiii. Tomy po3poOka 00'€KTHBHHX
KpUTEepiiB /uIsi BU3HAYEHHS O€3MEUHOI J03HM JiKapChKOTro 3acoly
npu Oylib-sIKOMY 3aXBOPIOBAHHI NMOBHHHA CHPHUATH 3HAYHOMY
MiABHUIEHHI0O €(PEKTHBHOCTI 1, pa3oM 3 THUM, O€3MEYHOCTI
¢dbapmakorepanii. HaliGinbm QOmiIBHUM 3aXO0JIOM CIIiJl BBaXKaTH
BU3HAUYCHHS KOHLEHTpalii Jikapchbkoro 3acol0y B 30HI pemern-
TOPiB 1 4yTiAuBOCTI ocTaHHiIX. OJHAK MMOKHU MO 1€ HEMOXJIUBO
3MifiCHIOBATH B yMOBaxX KIiHIKH. HemrogaBHO moYanw MPOBOIUTHU
KiTbKiCHE BHM3HAYeHHs JiKapCcbKHX 3aco0iB He B JINSHII
peuenTtopis, a B mia3Mi KpoBi 4n ciuHi. lle go3Bossie B siKilfich
Mipi MpOTHO3YBAaTH XapakKTep Ta IHTEHCHBHICTH Qapmako-
noriyHoi peakiii, eeKTUBHICTD JIIKyBaHHS.

Y 3B'a13Kky i3 3HAYHOI BapiabelbpHICTIO IHAWBIAYyalbHOI
YYTJIUBOCTI OKPEMOTO MiJXOAYy BHMAarae MpU3HA4YECHHS Tpena-
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paTiB, sKki MeTabomi3ylThCsA criocoOoM rigpokcuiatoBanHsg. Cre-
miaJbHI TOCHIIKEHHS MMOKa3aJu, MO OKHCICHHS IX UM CIOCO-
0OM y IUTOIUIa3MaTUYHIN CITI[I TEUiHKHU 3J[IHCHIOETHCS 3 HEOJHA-
KOBOIO MIBHAKICTIO. [Ipu 1iboMy CJiJi BpaXoByBaTH, 110 KiHIEBI
NPOJYKTH OKHCICHHS JESIKUX IMpenapariB MOXYTh rajibMyBaTH
aKTHUBHICTHP (QEepMEeHTIB 1Iiei cmcTeMH abo TiggaBaTHCS
nojanpmoMy wmetabonizmy cmocobom kou'torauii. Tomy He
3aBXKJHM MIBUJIKICTh HAINliBBUBEJCHHS JIIKAPCHKUX TperaparisB 3
IIa3MH MOXE OyTH TOYHHM IMOKa3HUKOM IHTEHCHUBHOCTI IX
TIAPOKCHIIOBAHHS. Y TaKUX BHIaAKaX HAWOLIBII 00'€KTUBHUMU
MOBUHHI OyTH NMOKa3HWKH BHUBEICHHS MeTabONITIB 3 OpraHi3My.
Konu HemoxnuBO mepen0adyuTH IMBUIKICTH TiIAPOKCUIIOBAHHS
JIKapChKHUX 3aC00iB, TPOBOJSITH MOBTOPHE BU3HAYEHHS KOHI[CH-
Tpamii iX y miua3mi, sike CIpusie KOPEeKIil J03HW 1 4acTOTH NpHii-
MaHHs mnpenapaty. Jly)ke BaXKJIMBUM € BUSIBJICHHS KOHI[CHTpamii
npenapaTiB, TpH SKid NpPOABISIETHCS ONTHMAalbHa Tepamnes-
THYHA Jaisg. SIkmo B mpoieci JiKyBaHHS BOHA y ILIa3Mi BHSBUTHCS
MOHHMXKEHOI, TO MPUYUHA KPHUETHCS ab0 B MOSABI IHAYKTUBHOI
nii Ha MEe4YiHKOBI TipoKcuiasu, abo B HEPEryJsIpHOCTI MpUHMaHHS
npemapary. I, HaBmakw, SKIIO KOHIICHTpAIlis HOro B IIa3Mi
3pocTae, TO MPUYMHY HEOOXiHO MIyKAaTH B MOsABI iHTiOyOYOTO
edexTy, moripmanHi QyHKIIOHAIbHOTO CTaHY MEYiHKH YU HUPOK
a00, 3HOBY X TaKH, B MOPYHICHHI PeXUMY NpPHUUMaHHS JiKap-
ChKOT'0 3ac00Yy.

VY MaiitbyTHhOMY ONTHMalibHA 1032 OYyIb-sIKOTO JIIKapChKOTO
npemnapary, WMOBipHO, Oy/Jae BH3HAa4YaTHCS depe3 KOHIEHTpAIliio
Horo B miaa3Mi, MOXJIUBO, 1 B 1HIIUX OIOJOTIYHUX pimmHax (CIUHI,
ceui). Y 3B'A3Ky 3 UM, BKpail HEOOXiJHI MOJAJNbBII JTOCIIIKECHHS
3 pO3pOOKM HECKIAJHUX EKCHPEC-METOJIB, SIKi CHPHUSITUMYTh
CTBOPCHHIO HAaAIHHOTO KOHTPOJIO 3a epeKTUBHICTIO (papmako-
Tepamii B mpoieci nikyBaHHSA. TUM caMuM Oyne 3MiliCHIOBAaTHCS
Ha MpakTULi NPUHOMO iHAMBinyanizamii ¢apmakorepamii i
BUHHUKHE MOXJIMBICTh MPOTHO3YBAaHHS HETATUBHOI JiT JIIKApChKUX
3ac00iB.
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4. Poab reHeTHYHHUX (PAKTOPiB B iHAYKTHBHI
Ta iHridyrouiii aii JikapcbKHuX 3ac00iB

KombinoBana dapmakoreparnis BXe JaBHO 3alHsia
MIPOBiHE MicCIle B JiKyBaHHI OyIb-IKUX 3aXBOPIOBaHb. | HEepimKo
npu 1i 3aCTOCyBaHHI CIIOCTEPIraloTh MOCTYIOBE 3MEHIICHHS, aX
0 MOBHOTO 3HMKHEHHS, JNiKyBalbHOTO e(dekTy, abo, HaBMaKu,
3pocTaHHS WOro 1 MOsBY MOOIYHMX peaklii i yckiamaHeHb. YacTo
OCHOBOIO TaKHX TPOSBIB CIyTyIOTh 3MiHU B IHTCHCHBHOCTI MeTa-
00i3My BiAMOBIAHUX JiKapchKkuX 3aco0iB. Taki 3MiHM HacTarOTh
yepe3 3JaTHICTHh JAESKUX MpernapaTriB BIJIMBATH Ha CHUHTE3 1
AKTUBHICTh pAAy ¢epMeHTiB, sAKi 3AIHCHIOIOTH MeTaboli3M
qy)KOPIMHAX PEUOBUH-KCeHOO010THKIB. OHI 3 HUX MiABHIIYIOTH
CHHTE3 1 aKTUBHICTh TakUX (QepMeHTiB (IHAYKTHBHA [is) i TaKUM
YUHOM IMPHCKOPIOIOTH MeTabo0J1i3M KCeHOOIOTHKIB, iHIII, HaBIaKH,
NPOSIBISIIOTh MPOTHJICKHUN BIUIUMB (iHriOyroua aist). Y HaiOinb-
it Mipi 06'ekToM Takoi Mii € Tak 3BaHI MiIKpOCOMHI ()epMEHTH,
0COOJIMBO TIEUiHKH.

Cepen ¢epMeHTIB eHAOMIa3MaTUYHOI CITKH TENaTOIHUTIB
0COOJIMBY POJIb BIAIrPalOTh TiAPOKCUIIA3U, K (PEPMEHTH, aKTHB-
HICTh SKUX JIETKO 3MIHIOETHCS ITiJT BINIMBOM JIIKaPCHKUX 3aC00iB,
9y KOPIAHUX 1 MAESIKUX CEHIOTeHHHX pedoBHH. Llg cucrema
FiAPOKCUIIOBAHHS, K BXKE BKa3yBajoCh, CKIaJa€ThCAd 3 LUTO-
xpomy P-450, HAJI®xH,-uuToXpoM-c-peyKTa3u i IiIigHOTO
tdhakTopa — dpocharununxoniny. Ha Bigminy Bim iHmumx (GepmeH-
TiB, nutoxpom P-450 € xodakTOopoM 3 AyKe MHUPOKOK CYyO-
CTpaTHOIO crmenudidnHicTio. 3aBAsSKM LbOMY 3a0e3MedyeThCs
TIIPOKCHIIOBAHHS PEYOBUH PIZHOMAaHITHOT XiMIUHOI CTPYKTYpH,
sIKI HEpITKO HE MaroTh Hi (apMakoJOTidHOI, Hi XIMIYHOI CIOpi-
HeHocTi. utoxpom P-450 merko iHAYKY€TbCS MiJl BILIHBOM
OaraTpox 3aco0iB, ocobnuBo OapOiTypaTiB, CTEpOiAiB 1 MOTILHUK-
JMIYHUX BYTJIEBOJHIB.

IHAyKTHUBHA XIS JTiKapChKHUX 3aC00iB MPOSBISIETHCSA Y BiAIO-
BIIHUX J03aX: y OJHHUX IpenapariB — y TEpamneBTHYHHUX, 1HIIMX
— y Oinbpm BUCOKHUX, SIKI HaOMHMXKAIOThCSA A0 TOKCHYHUX. Kpim
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TOTO, 0arato 3aco0iB BUKJIHMKAIOTh IHAYKIiI0O (EPMEHTIB JHIIE
Opy TPUBAJIOMY NpUKWMAaHHI, iHIII — HaBITh MiCJIS OJAHOKPATHOTO
BBeJeHHS B opraHidMm. Cepea HUX € 3aco0H, SKi, BUKIUKAIOUH
IHIYKIiF0 cuHTe3y (GEepMEeHTIB, MiJIBUIIYIOTh IHTEHCUBHICTH BJIAC-
HOTO MeTabomi3my (aBToiHaykmis). lle xapakTepHO misg aMmiHa-
3UHYy, Memnpobamary, HITpOTJIIIEepHHY TOmo. ABTOIHAYKIiSA dep-
MEHTIB JIIKapCchKOro MeTadoji3My JEXHTb B OCHOBI ToJje-
PaHTHOCTI.

Hacnigku ctumynsiii akTHBHOCTI CUHTE3y (EpPMEHTIB Jikap-
chKOro Metabomizmy pizHOMaHITHI. BoHn oO0yMoBIeHI Gioximid-
HUMH 1 (papMakoJOTiYHHMHU BIACTUBOCTSIMHU IIpelapaTiB, Ha
AKAX BigOWBaeThcs iHAYKIiA. [yke "acTo y 3B'SI3Ky 3 MiIBU-
MIEHHSAM aKTHBHOCTI (EpPMEHTIB MPUCKOPIOETHCA MeTaboIi3M
JiKapchKHUX 3ac00iB, TOMY 3MEHIIYETHCS CTYHiHb 1 TPUBAIICTh
ix ¢apmakonoriunux e(eKTiB 1 TOKCHYHICTHb. 3MEHIIYETHCS
nepioJ HamiBBHUBEJCHHS iX, MOHWXYETHCS BEJIWUYMHA CTanoi
KOHIIEHTpanii mpu TpHBAJIOMy BHKOPUCTAaHHI. Y KIHIIEBOMY
pe3yybTaTri 1e MPU3BOJUTH JI0 3MEHIICHHS e(peKTUBHOCTI ¢ap-
MakoTepamii. Y Takiii cuTyarii BUHHKa€ HEOOXIAHICTH Yy 3017b-
IMIeHHI 103 JiKapchkux 3aco0iB. [licas mpunuHeHHS NpUIMaH-
HS 3aco0y-iHAYKTOpa MepioJ]] HAMiBBUBEACHHS 1 PiBEHBb CTalol
KOHIEHTpaWii 3pocTaloTh. Y TaKOMY BHIAJKY, SIKIIO HE BIATHUCS
OO0 3MEHUICHHS MiABHIIEHUX Yy Hpoieci komOiHOBaHOI ¢apma-
KoTeparii 103 mpenapariB, pi3Ko 3pOCTA€ PU3UK MOSIBU TOKCHY-
HHUX e(EeKTiB.

lanykmis ¢epMEHTIB MOXeE CYTTEBO HE BigOWBaTHCA Ha
dbapmakosorivHuX edekTax JKapCchKUX mpemapartiB. Lle cmocte-
piraerbcs Toni, KOJMM aKTHBHHUMH € HE TUIBKU caMi JiKapchKi
3aco0u, ane # ix mertabonitu. I[lpu nboMy HaBiTh 30iJbIIyETHCS
CTYyNiHBb 1 TpuBaiicTh (apmakosoriuHux peakuiid. lle xapax-
TEPHO JUJIs TUX 3aco0iB, SKi € MaJOAKTUBHUMH a00 HEAKTHBHHUMHU,
a gapmakoyoridyHi epeKTH BUHHKAIOTH 32 PaXyHOK MPOJYKTIB
ix MeraboizMy.

[ligBuImeHHs aKTUBHOCTI (EPMEHTIB JiKapChKOTO MeTabo-
Ji3My, siKe 00yMOBJIEHE IHAYKYIOUMMH areHTaMH, MOXKE CHPUSATH
MiJBUIIEHHIO TOKCUYHOCTI MpemnapariB, Tak SK HEPIAKO TOKCHY-
HicTh MeTa0OJiTiB BUIAa BUXIJHUX PECUYOBUH.
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TpuBamicTs iHAYKTHUBHOI il 3alIe)KUTh BiJA TEpPMiHY 3HaAXO-
JOKCHHS 1HIYKTOpa y AIIOYMX KOHLEHTpaulisiX B OpraHizmi. Y
Mipy BHUBEJIEHHS HOTO MPOSBH IHAYKIIi 3HHKAOTH. MeXxaHi3M
IHAYKIiT (epMEeHTIB — mpolec CKiajHui. BBaxawTh, mo iHIY-
KyI04i areHTH CTUMYJIOIOTH CHHTE3 (PEPMEHTIB NIIIIXOM 30iJb-
meHHs TpaHcnopty iHpopmaniiitaoi PHK mo pubocom. IcHyroTs
TakoX JaHi Mpo Te, M0 IHAYKTOPU MOXXYTb rajbMyBaTH NMPOLECH
po3many ¢epMeHTIB i TAKUM YUHOM CHPHUSIIOTH MPOJOBXKEHHIO
TepMiHy X IiSIBHOCTI 1 MiJBUINEHHIO BMICTy iX y pimuHax i
TKaHWHAX OPTaHi3MYy.

Hapmakwu, 3aco0u 3 iHTIOYHOYOIO Ji€10 MPUTHIYYIOTh aKTHB-
HICTh (epMeHTIB JiKapcbkoro merabomnizmy. Uepes me ymnosilb-
HIOEThCS MeTa0O0JII3M JiKapChKUX 3ac00iB, 301MBIIYETHCS TEPIO]
HalmiBBUBEJCHHS iX 3 KPOBIi, MiJIBUIIYETHCS BEJIWUYHMHA CTaiol
KOHIeHTpamii mpu TpuBamxoMmy JIiKyBaHHiI. lle mpu3BOAUTH 10
3HAYHOTO 30idbImeHHsS PpapMakoJOTIYHUX €PEeKTiB, IK 1 MiIBU-
LICHHSI PU3UKY BUHUKHEHHS TOKCHYHHMX NIPOSABIB.

OTxe, B MOBCSAK/JCHHIN KIJIIHIUHIN TpakTUIlI HEOOXiHO TOC-
TIHHO paxyBaTHCS 3 HAsSBHICTIO y 0araThboX mpenapariB iHAYK-
TUBHHUX 1 IHT10YIOYHX BIACTUBOCTEH, SIKi MOXYTh CYTTEBO BILJIH-
BaTh Ha e(deKTuBHIcCTh (papmakorepamii. Tomy He Oynab-skKe
MO€IHAHHS JIKapChbKUX 3ac00iB, a JIMIIE HAYKOBO OOIpyHTOBaHI
koMOiHamii iX MamTh NMpaBO Ha BHUKOPUCTAaHHS B Mporpamax
JNiKyBaHHS KOXXHOTO XBOPOTO.

JlocmimkeHass B ralry3i iHIYKTUBHOI 1 1HT10yr0901 Iii JIiKapCh-
KHX 3aco0iB Ha (pEpMEHTH BIiAKPHUIU HOBI MEPCHEKTHBHU IS
peryiioBaHHs KOHIIEHTpauii JiKiB y KpoBi Ay OUIbII panioHalb-
HOTO BHKOPHUCTAaHHS IiX Ha MNpakTHUi. 3a JOMOMOTOI0 TaKHX
3ac00iB MOJYKHa MiJABUIIUTH a00, HaBMAKW, 3MEHIIUTH BIUIHB iX
Ha OpTaHi3M.

[IpyHOIMTIOBO HOBHM 1 TEPCHEKTUBHUM € BHKOPHCTAHHS
IHAYKTUBHHUX 1 1Hr10yHOYHX BIAaCTHUBOCTEH JIIKapChKUX 3ac00iB
y JiKyBaHHI CaJKOBUX 3aXBOpPIOBaHb OOMiHYy peyoBHUH. Buss-
JNeHHS 1HAYKTHUBHHX BJAaCTHBOCTEHW Yy JIEIKUX TIpernaparis
CIPHAIO BHKOPHCTAHHIO iX 3a HOBHM INpHU3HA4YeHHAM. Tak,
¢henobapOiTan moyanu MHUPOKO BUKOPUCTOBYBATH IS Tpodi-
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JaKTUKH SAEPHOT KOBTSAHUIII Y HOBOHApOIKEHUX AITEH, JiKY-
BaHHS CHIAJKOBHX 3aXBOPIOBAaHb, SIKi CYNPOBOJKYIOThCS He-
KOH'IOTOBaHOIO TimepOinipyOiHeMiero, JiKBiganii HacHiAKIB roc-
TPOTO BIPYCHOTO TENaTUTY, NESAKUX (HOPM XPOHIYHUX TEMaTUTIB
tomo (A.M. Omiitauk 1 cmiBaBt. 1976; A.C. Jlorinos, 1976).

VY nmocnimax Ha TBapWHaX BCTAHOBJIEHA HAasBHICTh IHIYKTHUB-
Hol 1 iHTiIOyrOUOi nii B monan 200 mikapchkux mpemapaTiB. Ha
a0Jedl Takui BIUIMB NPOSABISE MEHII 3HAa4Ha KIUIBKICTH LHX
cepenHukiB. g HEBIAMOBIAHICTh MOSICHIOETHCS TUM, IO TBapH-
HaM JIKapChKi 3aCO0M HEPIAKO 3aCTOCOBYIOTH Yy AyXK€ BEIHUKHX
J03ax, M0 HEJONYCTUMO CTOCOBHO JIOJIEH.

Perynsuiss akTUBHOCTI MIKPOCOMHHUX (EpPMEHTIB MEYiHKHU
3MIMCHIOETBCS MIIIXOM CTHMYJIAMIl iX CHHTE3y, IHTIOyBaHHS
aKTUBHOCTI 1 CTUMYJIOBaHHS JaTeHTHOI aktuBHOcti (Park, 1977).
Po3pi3HAIOTH HACTYINHI KJIACH PEYOBHUH, SIKI MOXYTh BHUKJIUKATH
ingykuio nux ¢gepmentis. [lo-mepuie, me pevyoBHHHU, SKI 1HAY-
KyoTh uutoxpom P-450, sx i HAH®H, -uutoxpom-c-peayk-
ta3y (dhenobapbitan, nudeHiH, MECTHIUAN TOLO0); 0) PEUOBUHH,
AKiI 1HAYKYIOTh HUTOXpoM P-448 (kaHmeporeHHi, MOBEPXHEBO
aKTHBHI); B) PEYOBHHHU, SAKI MIABHIYIOTh aKTHBHICTH HAJD-
H,-uuTOXpOoM-C-peayKTa3u 1 IBUAKICTH BiJIHOBJIEHHS LHTOX-
pomy P-450, He BmuimBaroum Ha WOTO YTBOPEHHS (cTepoiam i ix
aHaJOTH).

VY TBapuH OJHUM 3 00'€KTUBHHMX MOKA3HWKIB ICTUHHOI 1HIYKIIiT
MiKpOCOMHUX (EepMEHTIB MEYiHKH € 30iJdbIIEHHS KiJIBKOCTI
MUTOIJIa3MaTUYHOTO Oinka. Y JrJed mpo iHAYKIi nux ¢ep-
MCHTIB CBiMYUTH 301TbIICHHS MBUIKOCTI YTBOPCHHS META0OITIiB
JMiKapChKUX 3ac00iB, sike BigOyBaeThCsS Tix BIIMBOM JOCIi-
JUKYBAaHOT PEUYOBHMHHU. ICHYIOTH 1 iHIII MeTOAM BU3HAYEHHS CTY-
neHs iHAykOii MikpocoMHHX (EepMEHTIB mNediHKH. 30Kpema,
3alpONOHOBAHO BU3HA4YEHHSA eKckpeuii -riaokapoBoi KHCIOTH
3 ceuero. Tak sk BUOiINEHHA 11 XapaKTepU3YEThCsl BiANOBIAHUM
n000BUM pHUTMOM (MaKCHUMyM Y paHHIH MOJNYyAEHb, MiHIMyM —
BHOYI), TO BH3HAYE€HHS BMICTY Ii€i KUCIOTH TPOBOAUTHCS B
no6oBi mopmii cedi. Bu3HadaeThcss TaKOX aKTUBHICTH Y-TIyTa-
MinTpancdepasu B miaas3mi, 6-B-TiApOKOPTH30HY B Cedi TOIIO.
OpnHak Hi OAMH 3 HHUX HE € TOYHUM.
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Y mogeir mMeraboii3M JIKapChKHX 3aC00iB MPHCKOPIOIOTH
0ap06iOypatu (penobapbitan, GapOitan, TiomeHTan, rekcodap-
OiTan), xJopairigpaTt, HOKCHPOH, AUQEHiH, Tpu3eoPylbBiH,
cynbhanuMmeTokcuH, nukiodocdan ta in (tabna. 10).

Tabauys 10

Yy:kopigHi peyoBMHH, AKi CTUMYJIIOIOTH MeTa00J1i3M JiKAPCHKUX
npenaparis y Jrwojei

Inaykyrounii 3acio 3acid, MeTab 0J1i3M KO0 NMPHCKOPIETDCS

®DenobapOitan BapOirypaTtn, aHTHIIpWH, aMiZOMipHH, XiHiH, HATPIiIO
cajimuiar, camnuiaMif, rpu3eod yiIbBiH, TUTiTOKCHH,
MOXiJJHI KyMapuHy, Tu(eHiH, KOPTU30H, ecTpaion

Bapbitan AMigonipuH

Tiomenran Ectpamion

I'excobapOiTtan Ectpagion

Xnopanrigpat IMoxixHi KymMapuHy

Hokcupon AMioTIiprH, HOKCHPOH, TTOXiJHI KyMapuHY

Crupt eTuIoBUi ®enobapOirtam, Oyramia, COUPT eTUIOBUI

MenpoTan Menporan

dudenin Koptuzon, rekcamera3on

Byranion AMIIOTI pHH, TUTITOKCHH, KOPTH30H

I'pmseodymeBin TMoxigai KyMapuHy

Cynbdamumeroxcun | Ectpanion

Huxnodochan Ectpagmion

3 6apOiTypariB HAWOIIBII AKTUBHUM IHAYKTOPOM MIiKPOCOM-
HuXx (epmentiB € ¢penodbapOitan. Bin cTumymnioe yTBOpeHHS i
akTuBHicTh Y[D-rnokypoHintpanchepasu, KojlareHasu, aib-
NeTiATIAporeHasu, HoBOKaiHecTepas3u, eTHIMopdiHgeMeTnnasu,
AHITIHTIApOKCHIAa3W Ta 1H. 3aBOAKH I[OMY aKTHBYETHCS
MeTaboni3M 6ararbox JiKapCchKHX 3ac00iB, y pe3yibTaTi 4oro
CTYHiHb 1 TpHBajicTh iX aii 3MeHmYyeTbca. 30kpema, ¢GeHo-
OapOiTan crnpusie OiNbII aKTUBHOMY MeTabomnizmy OapOiTyparis,
AHTUNIPUHY, XiHIHY Ta iH. (Tabn. 10). [Ipu nmoexHanHi MUX 3ac00iB
3 ¢enobapbitasomMm mpoTiIroM 1-2 THXHIB MTPOTPECUBHO
3MEHIIYEThCH 1X (hapMakKoIoridyHa Iis, TOMY JIKyBaJlbHUH e(peKT
cTae MEHII BHPaXEHUM. Tak, MNpU NOEAHAHHI HENPAMHX
AHTHKOATyJISAHTIB 3 (eHobapOiTamoM, BIUIMB Ha 3TOPTaHHS KPOBI
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nmocTtymoBo 3HUKae. Ilpum mpomy iHAYKImis MikKpocoMHHUX (ep-
MEHTIB MEYiHKHU, AKi OepyTh y4acTh y TiAPOKCUIIOBAHHI HENps-
MHX aHTHKOAaryJsHTiB, 3pOcCTae, AOCATal0o4d MaKCHUMalbHOTO
piBHS y KiHII Apyroro TWxHs. Yepes me cTana KOHIEHTpAIis
OUX MpemnapartiB y miaa3Mmi nmoHmxkyeTrhes Ha 30 % 1 Oinxpme. Y
TaKMX yMOBAaX aHTHKOATryJIsHTHa Hisf iX MOXe He HacCTyNaTH
a00 mpOSBAATHCS y IyXe cIabKoMy CTyHeHI.

BuHUKHEHHS TOJEPAaHTHOCTI B Hpomeci JiKyBaHHS 3MYIIYE
301IBIIYBATH JIO3M aHTUKOATYJISHTIB, Y CEPEIHbOMY B 2 pasu.
s mipa Ha sAKuiick yac 3a0e3medye HEOOXIMHUHW PIBEHB IIIKY-
BanpHOTO edexTy. OmHAK TYyT NMpUXOBaHa cepilo3Ha Hebe3meka.
Bona mposiBaseTrscs TOAi, Kodu BigMiHsAeTbCs (eHobapobiTan,
a MpUHMaHHSI aHTUKOAryJsHTIB KyMapHHOBOTO PsAy HPOJIOB-
KYEThCS Y MIJBUIIEHUX Jl03aX. BHAcIiOK 3HUKHEHHS 1HIYKTHUB-
HOTO ¢(eKTy BIUITMB IHUX MpemapariB Ha 3TOPTAHHS KPOBI IIBHI-
KO 3pocTae. MOXyTh BUHHUKATH KPOBOBUJIMBH B MO30K, TPaBHUMU
KaHal, iHmMi opraHu. Y 3B'A3Ky 3 UMM HIpH BiamiHi (eHobap-
OiTany ynpoaoBx mepmwux 2-3 JHIB MiJi KOHTPOJIEM BU3HAYCHHS
3TOpPTaHHs KPOBI HEOOXIiJHO 3MEHIIUTH J03y aHTUKOATYJSHTIB
JI0 IIOYaTKOBOI.

KniniuHe 3HaueHHS Mae Takox moemHaHHS (heHOoOapOiTamry
3 nudeninom. llpu npoMy Ha mouyaTKy JiKyBaHHS €(pEKTHBHICTDH
OCTaHHBOTO 3pocTae. OnHAK Yepe3 ACKiIbKa THXKHIB y XBOPHX
MOXKE TMpOSBISATHCS 3MeHIIeHHs edekTuBHOCTI (apmakoTe-
pamii. Hamagu emiysierncii movamyioThCsl 1 CTalOTh TsHKIUMU. llpm
IBOMY B3HHXYETHCA piBeHb cCTalol KOHIEHTpamnii nudeHiny
yepe3 OiJbII IHTEHCUBHHUU MeTa0osi3M. 3 MiJABUINEHHSIM 03U
nudeHiny epeKTUBHICTH JNiKyBaHHS BIJHOBIIOETHCS. AJe NpH
BinMiH1 (peHOOapOiTany i NpoaoBKEHHI NpuUiMaHHSI TUPCHIHY
y MIABHIIEHUX 032X MOXYTh 3'SIBUTHCS O3HAKW 1HTOKCHKAIii:
3amaMopodYeHHs, 30yKeHHs, JUXOMaHKa, OJIOBaHHS, TPEeMOp,
aTakcis, cBepOJagUKa TOLIO.

Y neskux XBOPUX Ha CIiJIeNnciro KOMOIHOBaHE JIKyBaHHS
nupeninom 1 deHoOapOiTAIOM MOXE TMPU3BECTH [0 IOSBH
HeraTUBHOI peakiii Bke B mepmi aHi. MabyTs e 0o0yMOBIEeHO
TuM, mo ¢eHoOapOiTan BHUTicHSIEe nudeHiH i3 3B'A3Ky HOTO 3
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O0iIKaMHu KpOBi, IO MPU3BOIHUTH M0 301JIBIIEHHS HOJI BIIBHOTO
nudeniny, 3pocTaHHs Horo Aii.

[Mpusnavenus Oyramiony abo ¢enobapOitany y moemaHaHHI
3 TUTITOKCMHOM HEIOMiJIbHO, OO0 BIJIWB WOTO0 HA MIiOKapa MpHU
CepIeBili HeJOCTATHOCTI 3MEHIIYETHCH.

Sk BXe 3a3HAavYaloCh, 1HAYKYIOUYi 3aco0HM, MPUCKOPIOIOYH
MeTabodi3M JTiKapChbKUX Mpenaparip, sIK 1 1HIIUX KCEHOOIOTHKIB,
MOXYTh IIJABUIIYBAaTH iX TOKCHYHICTH. 30kpeMa geHoOapOiTar
3017pIIy€ TOKCHUYHICTh KAaHIEPOTEHHHUX IHCEKTUIUIHUX TIperna-
pariB, mapamneramoly, xJopopopmy, GpTOopoTaHy, YOTUPUXJIO-
pucToro Byriemio Ta iH. Yepes migBUIIEHHS aKTHBHOCTI MiKpoO-
COMHHUX (EpPMEHTIB MEYIHKH y 3HAYHUX KIIBKOCTAX MOXKYTh
HaKOTMYYyBAaTHCh TakKi MeTaboJiTh, SK ENOKCHIH, 1 BIiJbHI
panukanu. BoHH, BKIIOYAYUCh Yy MEXaHI3M JECTPYKTHUBHUX
HUTOTOKCUYHUX pPEaKIii, MOXKYTh BUKIHUKATH TOCTPi 1 XpOHIYHI
ypaxenuns nedinku. Tak, npu ingykoanomy merabonismi CC,
YTBOPIOKOTHCS AKTUBHI pajuKallk, SKi MPUCKOPIOITH TEepeo-
KHUCJICHHS JIiMiJAiB MeMOpaH TenaTOIMTIB 3 BUHUKHCHHSIM
MIEPOKCHUIIB HEHACHUCHHUX KUPHUX KHUCIOT. 3aBIASKU 1X BUCOKIHU
renaTOTOKCHYHOCTI PO3BUBAETHCSA yPaKECHHS MEUYIHKH.

3aco0u, MmO iIHAYKYIOTh CHHTE3 MIKPOCOMHHX (EpMEHTIB,
NPUCKOPIOIOTH MeTaboJi3M He TIUIBKM BKa3aHUX JIKapChbKHX
IpemaparTiB, ajde W AESIKUX CHIOTCHHUX PEYOBUH, 30Kpema, Oii-
pyOiny, cTepoigHux TopMmoHiB Ta iH. bapOitypartun, nukinodochan
i cynbhalMMETOKCUH CTUMYJIIITh TIAPOKCHIKBaHHSI ecTpa-
niony, ¢henobapbitan — tecroctepony i audeniny, OyragioH —
KOpPTH30HY. B Taknx ymoBax e(peKTHBHICTH IIUX TOPMOHAIBHHUX
nmpemnapaTiB  Ta OpalbHUX MNPOTU3AILIITHUX 3aco0iB pi3Ko
3MEHIIYETHCS.

Ha BigMiHy Bij iHAYKTHUBHOI Jii, sSKa PO3BUBAETHCS MOBIJIBHO,
IHTi10yI0UN# e(peKT BHUHWKAE MIBUAKO, HAaBITH MPOTATOM HaM-
Onmxuux AeKkinbkox roaud. Ilpu moegHanHi iHTiIOiTOpPIB (ep-
MEHTIB MEIUKAMEHTO3HOTO MeTabodai3My 3 BIiANOBIIHUMHU
mpemnapaTtamMu 3pocTae ix (hapMakoJoTidHA dis, HEPIAKO 1 TOKCHU-
HicTh (Tabm. 11).
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Tabauysa 11

Jlikapcbki 3aco0u, AKi raJibMyoTh MeTa00J1i3M KceHO0iOTHKIB

Inri . . Jlikapcbki 3ac00u, MeTa001i3M IKHX
Hri0yroumnii 3acid .
YHOBLTBHIOET bCst
[Napaueramon JMKyMapuH, HeOMKyMapHH, BaphapuH
XiHinH JlMKymapuH, HeolMKyMapuH, Bapdapux
Byranion Byramin, nudenin
AHTUKOATYISHTU byramin, nudenin
IpyIy KyMapuHy
JleBomineTnH byrawmin, nudenin
AMiHa3uH Judenin
MeTepas3uH Judenin
Xtopaia3enoKcu Judenin
I30Hia3mx Hudenin
ITACK Jndenin
ko cepun HAudenin
Mepuann JlukymapuH, HeomuKyMapuH, BapapuH, mudeHin
Terypam JukymapuH, HeoOWKyMapuH, BapdapuH, AudeHiH,
CIIMPT E€THIIOBUHI
Kopruzon Hoprtpunmunin

HeOe3meuna cuTyaiiss CTBOPIOETHCS, KOJIH HEMPSAMiI KyMapH-
HOBi aHTHKOAryJsHTH MOETHYIOTHCS 3 1HTIOITOpaMH MiKpPOCOMHHUX
(dbepMeHTIB, 30KpeMa 3 MmapaneTamMooM, MEPUIHIOM, TETypaMOM
gy xi”iguHOM. [lpm 1bOMY uYepe3 MPUTHIYEHHS AKTUBHOCTI LHUX
¢depmeHTIB MeTaboi3M BKa3aHUX aHTUKOATYJISHTIB IMOCIA0IIO-
€ThCS, BMICT iX B IUIa3Mi 3pocTae, Ais HA 3TOPTAIBHY CUCTEMY
KpOBI MigcHIIOEThCS. Uepes 1me MOKyTh BHHHUKATH BaKKi TeMoparii.

[linBumenHs piBHSA QUPEHIHY B KPOBIi, a 3BiJICU MiJCHICHHS
nii #oro y 3B'SI3Ky 3 rajlbMyBaHHSM IMapariJipOKCUIIIOBAHHS,
CIIOCTEpIraeThCcsl MPH MOEAHAHHI IIBOTO MpemnapaTry 3 HENpPIMUMHU
AaHTHKOATYJISHTaAMH, OyTaZiOHOM, XJIO3EMiIOM, TETYpaMOM,
MEPHIMIOM, aMiHa3MHOM, a TaKO0X 130HIa3WIO0M, IIUKIOCEPUHOM
i [TACK. Ilpu 3actocyBaHHi nudeHiHy, HApUKIAI, 3 JUOKCUKY-
MapuHOM, TepioJ HamiBBUBEIEHHs HOTO 3pocrtae B 4-4,5 pasis.
[IposBastoTbCcsa Taki MOOIYHI peakiii 1 yCKJIaAHEHHS SK HiCTarm,
MOPYIIEHHS 30py, aTakcis.
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[Ipu nmixyBaHHI XBOpHX Ha naiabeT OyTaMioM IHKOIH 3pPOCTaE
HOoro Timoriikemizyloua [is dYepe3 TrallbMyBaHHsS MeTadomni3mMy
HENPSIMUMHU aHTHUKOAryJsiHTaMu. B Takux BuUNajnkax mepion
HammiBBUBEACHHS HOT0 MoOXe 3poctatu B 3,5-4 paziB. MeTtabomizm
OyTamify rajbMye Takox cyib(adeHa3osn, ax 10 BUHHUKHCHHS
TimoriikeMigyHOl KOMH. Y MEHIIiH Mipi Taka HeOe3meKka BHHHUKAE
Npy TO€THAaHHI OyTaminy 3 JeBOMINETHHOM abo OyTaTiOHOM.

VY XBOpHUX Ha LYKpOBUH aialbeT, sKi JIKYIOThCS OyTaMizowm,
i BIJHMBOM Cyib(aHiIaMiIHUX NpemnapaTriB TaKoX MOXE BH-
HUKHYTHU TinoriikemiuHa koma. Take yckiaJHEeHHs KOMOiHOBaHOI
dbapmakorepanii MOXe BUHUKHYTH 4epe3 Te, M0 cyibdaHina-
Mign 1 OyTtamig MeTaboi3yIoThCS OJHUM 1 THM CaMHM CIIOCOOO0M,
TOOTO TiZpoKcunOBaHHAM y mediHmi. [Ipu moenHaHHI X HacTae
BiIBEpTaHHS 3HAa4YHOI KIiIBKOCTI TIAPOKCHIBHOI CUCTEMH Ha
MeTaboni3M cynbpaninamigaux npenapatis. Lle mpusBonuts
70 3HUJKEHHSI IHTEHCUBHOCTI OKHCJIEHHsA OyTaminy, B 3B'A3KYy 3
YUM KOHIICHTpaIlis HOro B mJja3mi pi3ko 3pocTae, 1o € Oe3mnoce-
PEIHBOIO MPUINHOIO PO3BHUTKY TiMMOTIIKEMIYHOTO CTaHy.

Jlesxki pedyoBUHHM, HANMPHUKIAI STHIOBUN CHHPT, OTHOYACHO
MOXYTh BHCTYIIATH B POJIi iHAYKTOpa W iHTiOiTOpa (hepMEeHTIB
JikapchbKoro mMetabonizmMy. Y cTaHi aJKOTOJbHOTO CIH'SIHIHHS B
0ci0, K1 HE 3J0BXHMBAIOTH aJKOTOJbHUMH HAamoOAMH, PpapMaxo-
noriuyni epexTu MeIMKaMeHTO3HHUX 3aco0iB, ki meTabomizy-
IOTBCsI CIIOCOOOM TiIPOKCHUIIIOBAaHHS, 3pOCcTaloTh. Lle 3yMoBIieHO,
HMOBIpHO, KOHKYPCHI[I€I0 3a CUCTEMY TiJIpOKCUIIOBaHHS. B oci0,
sIK1 XBOP1 Ha aJKOTOJIi3M, MiJ 4Yac CH'SHIHHS TaKOX 3POCTaE
JYTJIUBICTh OPTaHI3My M0 HOESKHX JiKapChKUX 3ac00iB, 0COOIUBO
no OapOiTypariB, HEempAMHUX aHTHUKOATyJsIHTIB, NU(PEHIHY Ta
iH. (4epe3 iHTIOyBaHHA Jii €THIOBOTO CIUPTY Ha BKa3zaHi (epMeH-
TH). B 3m10poBHUX nroged MiKpOCOMHI (epMEHTH 1HAYKYIOTHCS
yepe3 MOBTOpPHE MpUMMaHHS alkoroji. Boanodac Metabomnizm
0araThboXx JIIKapChKHUX IMpenapaTiB 3pocTae, TOMY JiKyBaHHS
HUMHU CTAa€ MAJIOPE3yJbTaTUBHUM. Tak, NpU MOBTOPHOMY MpHUIi-
MaHHI aJKOT0JIF0 3POCTa€ IHTEHCUBHICTh MeTaboMi3My OyTamiay.
Tl/z HOr0 3MEHINYETHCS MalXe BABIUi, TOMY BIUIHB Ha OOMIH
BYTIIEBOJIB MpH IYKPOBOMY Jaia0eTi 3HWXKYEThCcs. BomHodac
OyTamija, Sk 1 Xyjopupomnamif, iHTiOye nesiki pepMeHTH, 30KpeMa
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ampaeriggerigporenasy. Tomy mnpu mnpuiiMaHHi iX mig dYac
CHJIBHOTO CI'SHIHHS MOX€ PpO3BHHYTHCH TS)KKHH aHTalyc-
CHHIPOM dYepe3 3HayHe MNiABUIICHHS KOHIEHTpamii amerasnb-
nerigy y kposi. CrmocTepiraroTh rinepemiro o0Ju4ds i BEpXHbOI
YacTHHHM Tyly0a, MOYYyTTS THUCHEHHS B TpyAsX 1 cTpaxy,
yTpyJAHEHE JHUXaHHS, cepueOUTTs, 1HKOIM O03HOO, 3HMKCHHS
KpPOB'SIHOTO THUCKY Tomio. ETunoBuil cnuprt, Bcynmeped NpHITY-
NIEHHSIM, HE BIJIMBAE Ha MeTa0OoJi3M HENpSIMHX aHTHKOATYJISH-
TiB, aje TaJbMy€ CHHTE3 AeIKUX (aKkTOpiB 3TOpPTAaHHSI KPOBI,
0 MOJKE MPHU3BECTU N0 KpoBoTed. OcoOH, sSKi BXKUBAIOTHh BEIIUKI
KiTBKOCTI alIKOTOJIF0 200 MPUIMAaKTh iHII 1HIYKTOpH (EepMEHTIB,
TSDKYE TMEepPeHOCATh INepelo3yBaHHs HapaumeramMoiay. Y HHX
3pocTa€ IHTEHCHBHICTH T'iApPOKCHIIOBaHHs OapOiTypartiB, cena-
THBHHUX 3ac00iB, sIK 1 caMOro €THUIOBOTO AJKOTOJIIO (CaMOiHIYK-
uisg). Ilicns  3-THKHEBOTO CTPUMYBaHHSI 1HTCHCHUBHICTD
OKHCJICHHS HOTO 3MEHIIYETHCS IO HOPMaJIbHOTO piBHI. MalOyTh,
IO MHOTO Yacy IHAYKTHBHA dis aJIKOTOJII0 3HUKAE.

I[Ipo6nema iHAyKmii 1 iHriOyBaHHS (QEepMEHTIB HiKapChKHUX
3ac00iB HaWTicHIiIIE TOB'sSi3aHa 3 MpPoOOJIEMOI0 1HAWUBIAYaNbHOT
peakiii opraHi3my Ha iX BBeJeHHs. SIk 1 B IHAUBIAYaJlbHIN
pPEaKTUBHOCTI, TaK 1 B SABUINAX IHAYKIMii-iHTIOyBaHHS BaXXJIUBY
ponb BimirparoTh reHeTuuHi Qaxrtopu. IIpo wme cBiguath
pe3yinbTaTH YHCICHHUX CHOCTEPEKEHB.

Vesell 1 Page (1969) y 8 map 3m0poBUX ONHU3HAT BHU3HAYAIU
aKTUBHICTh AaHTHNIPHUHPEAYKTA3W MOCEPENHIM MIISAXOM, TOOTO
3a MepioJloM HamiBBUBEACHHS aHTHIIPUHY 3 IUIa3MHU, 10 1 depes
2 THWXHI TMicls IMOJEHHOro MpuiiMaHHS ¢eHobapoOitany y
craHmapTHid mo3i (2 mr/kr). [lopsm 3 muM, BH3HAYamach KOHIICH-
Tpatist ¢penoOapOiTany y kpoBi yepe3 156 i 212 rox Bix moyaTky
nociijkenHs (tabu. 12). [lepiox HamiBBUBEACHHS aHTHIIPUHY
3 miIa3Mu OyB y BEJIMKHX MeXaXxX, [0, K BXE 3a3Hadaloch,
BigoOpakae IHAWBIAyalbHY peakmilo opraHizMy Ha #Horo
BBeJCHHs. llpuyoMy y mapTHepiB JAMZUTOTHUX ONM3HAT IIi
KOJMBaHHS 3allMlIaiucs 3HAYHUMH, TOJ1 SIK Yy MOHO3UIOTHHX
BOHM Oynu ojfHakoBuMH. [Ipu HacTynmHoMy npuiiMaHHi heHobap-
0iTandy KOHIIEHTpaIis WOTOo B ILIA3Mi 3pocTaja y BCiX OJH3HAT.
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Tabauys 12.
Bnaus ¢enodapbiTaiy Ha BUBeJAeHHS AHTHNIPUHY 3 KPOBi OJIU3HAT

. PiBens deno-
Ty, anTUNipUHY, .
O0apoOitamy B
roj 3menmenns Ty, .
ITapa BHICIHKAHE IL1a3Mi yepes
oim3-| Bik |Crarp nicas
HAT %0 Ge- deno- (petto-
HOOap- oapoitanom, % (156 roa|212 roa
P 0ap-
oiTamy | ..
oiTany
MOHO3HUTOTHI
| 22 q 13,6 9,6 29,4 0 20,0 23,0
q 13,6 9,6 29,4 20,0 23,2
5 35 K 8,0 6,3 21,2 0 17, 18,0
K 8,0 6,3 21,2 15,0 16,0
3 23 K 18,2 8,4 53,6 0 16,8 17,1
K 18,2 8,4 53,6 17,9 25,0
4 26 K 10,8 7,3 324 26 16,0 23,4
K 114 7,4 35,0 ’ 17,4 244
JAu3uroTHi
1 49 q 12,0 10,3 14,2 0 14,8 19,4
q 9,3 9,3 14,2 15,2 18,3
) 49 q 17,5 5,5 68,6 36 - 23,0
q 14,5 5,8 60,0 ’ - 19,0
K 12,3 9,2 25,2 17,8 16,6
3 47 K 6,5 5,5 15,4 2.8 16,0 20,8
K 15,0 6,9 54,0 20,0 29,0
At | 90 | 69 | 233 | 397 | 200 | 300

Ha ¢oni nii denobapbitany mepioa HamiBBUBECICHHSI aHTH-
NipuHy 3MeHInyBaBcs y 15 Onususat. Jlune B olHOMY BUMAAKY
cepea MU3UTOTHUX OJIM3HAT BiH 3anumancs 0e3 3MmiH. TyT iHIyK-
TUBHUN BIIUB (peHoOapOiTany Ha aHTUNIpUHPEAYKTa3y HE MHpo-
sSBJsABCSA. B iHmuX 7 ONU3HAT BiH OyB 3HAYHUM, y CEPEIHbOMY
Ha 14,2-68,9 % 1 Oinpme. [lpu amami3zi mMux pe3ynabTaTiB CIiX
3BEpPHYTH yBary Ha JBi oOctaBuHH. [lo-mepmie, CTymiHb 3MEH-
[ICHHS Tl/ AHTUITIPUHY B 3HAYHIH Mipi BU3HAYAETHCS BUXIJTHOIO
BEJIMYMHOIO L[bOTO MOKA3HUKA: UMM BHIIE ¢boH, TUM y OlnbmIil
Mipi mposiBasieTbes Aisi penobapbiTany, i HaBmaku. I[lo-apyre,
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pi3HUI MiX MmapaMu B peakilii Ha ¢eHoOapOiTan y MU3UTOTHUX
ONMW3HAT 3anuimanacs 3Ha4HOK B cepeaHbomy Ha 8,6 — 30,7 %.

Y MOHO3UTOTHHUX ONU3HSIT peakuis Ha GeHoOapOiTam TakoXK
3anexana Big Buxignoro ¢ouny Ti, anTumipuny. 3okpema, y 3-
i mapu npu BUXIZHOMY Tl/2 B18,2 ron mix BnnuBoM ¢denobap-
OiTanmy 1mel MOKa3HUK 3MeHImyBaBcs Ha 53,6 %, y 2-1 mapu mpu
8 Tox — Ha 21,2 %.

OnpHak Ha BiAMIHY BiJl MTU3UTOTHUX OJU3HAT, nis dheHoOap-
Oitany y mapTHepiB oAHie€l i Tiel XK mapd MOHO3UTOTHUX OJU3HSAT
NpOSIBISETHCS B OJHAKOBiH mipi. Ha ¢oHi BniauBy mporo iHayk-
TOpa MIKpOCOMalbHUX (EPMEHTIB 3HAYHO 3MCHINYEThCS Jiamna-
30H TepioAy HamNiBBUBEIACHHS aHTUMIPHUHY, 30KpeMa y IH3UTOT-
HUX ONU3HIT y cepeaHboMy 3 2,8-KpaTHOro mo 1,8-kpaTHOTO.
Otxe, 3a gonomororw ¢enobapOiTany MOXHAa 3MEHIIUTH Jiamna-
30H IHAWBiIyaJIbHUX BIJXUIEHb y UYYTIUBOCTI OpraHi3mMy Ha
JiKapchKi 3aco0u.

TakuM 4uMHOM, 1HAYKTHBHa Ais (peHoOGapOiTamy, SK 1 1HIIUX
3ac00iB, 3HAXOJUTHCS MiJ] TEHETHYHUM KOHTPOJEM, a CTYIiHb
IHAYKIiT BKazaHWX (EepMEHTIB BH3HAYAETHCA IX BHUXIJTHOIO
akTHBHICTIO. Tak sSK BeaWYMHA Tl/ JKapCchKOTO 3aco0y oOepHEHO
nponopuiiiHa aKTUBHOCTI q)epMeHTlB aKki OepyTh ydacTb y Horo
KiHeTuni, TOo 1 CTymiHb IHAYKWOil 3HAXOOUTHCS B OOEpHEHIH
3aJI€KHOCTI BiJX iX akTUBHOCTI. HasiBHicTh Takoi 3aKOHOMIpHOCTI
JI03BOJILE MepeadauuTu, B AKiH Mipi Oylne mposBAATHCS iHIYK-
THBHA [isl JIKapChbKUX MpenapaTiB y KOXHOMY KOHKPETHOMY
BUNAAKYy. Y Iiojaed, B sSKUX MeTaboJi3M JIIKapchKOro 3acoly
BimOyBa€eThHCS MOBIABbHO, IHAYKTUBHA Hisl OyAe CHJIBHINIONIO, HIXK B
0Cci0 3 BHCOKOIO IHTEHCHUBHICTIO MeTabO0i3My. 3a IHITUX yMOB BH-
KOpPUCTAaHHA 3ac00iB 3 IHAYKTHUBHOIO Ji€I0 3 METOI 3MEHIICHHS
TOKCHYHOCTI JIIKAPChKUX IMpenapariB HaWOULIbII epeKTUBHUM Oyme
B o0ci0, siKi TOBUIBHO MeTaboJi3yl0Th. Y CBOI0O 4Yepry, MpH
HEeoOXiHOCTI 30€epeKeHHS BUCOKOTO PIiBHS OYyAb-SKOTO IMperna-
pary B KpOBI IpH MOEJHAHHI WOr0 3 IHAYKYIOYUMH 3aC00aMHU MakK-
CUMYM yCHixXy OyJie IOCSTHYTO B OCi0 i3 MIBUIKUM METaOOIi3MOM.

CrnankoBi (akTopu BimirparoTh BaXXJIUBY pPOJb HE TIIIBKH B
IHAYKTUBHIN, ane i iHTiOyrouii nii mikapchkux 3aco0iB. [Ipo me
CBilYaTh Pe3yJbTaTH CHOCTEPEKEHb, NPOBEICHUX Ha 3J0POBHX
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CTyZIeHTaxX-I00poBoNbIAX Yy Bimi 21-24 poxiB. Y HUX BH3HAYAIH
T1/ antunipuny (18 mr/kr) i gukymapuny (4 Mr/Kr) micias omHO-
KpaTHOFO npuiimanus. Ilicas n1boro KOXXeH CTYJIEHT OTPUMYBaB
iHri6iTOop HOpTpUnTIWIiH (monerHo no 0,2 Mr/kr 3 pa3u Ha JAeHb
npotsaroM 8 aHIB) abo amomypuHOI (2,5 MT/KT 2 pa3u Ha JCHB
npoTsaroM 2 TWxkHIB). Uepe3 moOy micias mpuiiMaHHS OJHOTO 3
LMX MpenapaTiB 3HOBY BHU3HAYalH Tl/ AHTUTIPUHY YU AUKyMa-
puny. Ilig gac mociijxeHHs, K 1 3a Micsaup 10 iforo MovyarTKy,
CTYJCHTH HE NMpUNMalll 1HIIUX JIKapChKUX Ipernaparis.

Sx momano Ha Tabawmi 13, y BCciX BHIagKax CIIOCTEpiranu
36inpmenns Ty antunipuny. llei mokasuuk 3pocras 3 11,6+5,5
romg no 19,1iﬁ,4 roja micis 2-TUXKHEBOTO MPHHUMAaHHS allomy-
punony i go 31,0+6,5 rox micns 4-tuxHeBoro. Yepes 2 THXKHI
nicns NPUINMHEHHS NpuiiManHs inri6itropa T, aHTUmipumny
3MEHITyBAaBCSA 0 BUXIAHOTO piBHS, TOOTO m0 11 22i2 7 ron. Ilig
BIUIMBOM §-I€HHOTO NMpPUWMaHHS HOPTPUNTHIIHY L€l MOKa3HUK
3poctaB 3 8,4+0,9 roxg mo 20,7+5,8 rox, abo Oinpln HiX BABIYi, a
CTaHJApTHE BiAXUICHHS — y 6 pa3iB. AHaJOri4Hi pe3yibTaTH
OTpUMaHi 1 IpU BUKOPUCTAHHI JUKYMapuHY.

Tabauys 13

BnuiuB ajionypuHoJy HA WIBUAKICTH BUBEJACHHS AHTHIIPUHY 3

IJ1a3MHU CTY/AeHTiB-100pOBOJIbLIB

Yac HaniBBUBE€HHsSI AHTUTIPUHY, TO/
Buxin- | Yepe3 100y micas I‘Iepe:', 2 THKHI
Tlo6po- Bi Maca HUH NpUMaHHSA micas
poubni| ¢ Crate| . 1a, KT AJIONyPHHOTY 0CTaHbLOI0
TMPOTATOM NPUAMAHHSA
2 THxHiB |4 THKHIB|3TOTTYPUHOTY
T.G 23 68,7 6,0 19,0 35,0 13,5
J.H. 21 95,0 11,0 15,0 21,0 9,0
R.L 23 84,0 12,0 27,5 33,0 10,0
AM 21 71,5 22,0 19,0 28,0 15,5
Y/V/ | 22 64,2 9,0 17,3 29,0 9,5
R.S. 22 67,5 9,5 17,0 40,0 9,5
19,1+4,4 (31,0+6,5 11,2+2,7
Mim L6555 520,05 |p=0,003| p>038
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VY muX CHOCTEpEeKEHHAX CIOCTepiralu pi3ke 30idbIICHHS
BapiabenbHOCTI MOKA3HUKIB Tl/ AHTUIIIPUHY 1 TUMEAPOSYy Ha
¢oni nii inridbiropis. MabyTs, e 06yMOBJ‘IeHO a0o pi3HUM piBHEM
HOPTPUTHIIIHY 1 aJONMYPHHONY B KPOBI OKPEMHUX IOCIHIKYBaHUX
0ci0, a00 HEOJHAKOBOIO YYTIUBICTIO MIKPOCOMHUX (DEpPMEHTIB
JI0 OJHOTO 1 TOTO X PiBHA iX y KpOBI.

30inpIIEHHS 4Yacy HaniBBUBEACHHS AaHTUNIPUHY 1 JUKyMa-
pUHY Y CTYIEHTiB-1OOPOBOJBIIB MiJ BIUIMBOM HOPTPUITHIIHY
1 aJonypuHoJy, MaOyTh, € HACIIJIKOM BIJIUBY iX Ha MIKPOCOMHI
dbepMeHTH TediHKU. Taka i 9iTKO MPOCTEKYETHCSI B EKCIIE-
pUMeHTaX, MOCTAaBIEHUX Ha mypax IiHii Sprauque (tadmn. 14).

Tabnuys 14
Bnaue asonypuHOJy i HOPTPUNTHJIIHY HA KiHEeTHKY
MikpocoManbHUX (epMeHTIB i BMicT nuToxpomy P-450
B NeviHui mypis

Bnaus
IToxa3HuK KiHeTHKH Kontpoan -
HOPTPUNTWIIHY | aJIONYPUHOTY
Etrmmopdin-N-nemeTmnasa,
Km (mM) 0,420 0,339 0,340
[Vmax (m mole/mg/min) 11 8 5
AHIJTIHTiIpOKCHITa3a,
Km (mM) 0,066 0,066 0,068
[Vmax (m mole/mg/min) 4,32 3,20 2,31
[Tutoxpom P-450
(m mole/mg) 0,66 0,58 0,54

BusiBuiioch, mo ajiomypuHON i HOPTPUNTHIIH 3HUKYIOTH
Vmax etunmopdin-N-meMeTuna3s i aHUTIHTIAPOKCHUIA3H, aje
He BIIMBawTh Ha Km. PiBenp nuroxpomy P-450 nmemo 3MeH-
myeTbest. Crifikicts Km 00ox ¢gepMeHTiB BKa3ye Ha BiJCYTHICTb
Oyap-sKUX 3MiH y OiJiKkax MiKpocoMm, a 3MEHIIEHHS Vmax — Ha
3HWKEHHS aKTHBHOCTI (DEpMEHTIB.
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5. ®apmMakoreHeTuka JiKapcbKuX
npenaparib, siki MeTa00Ji3yl0ThCHA
N-auneruarpancdepasor

BBaxaroTp, mo icHye aekinbka (HEe MEHIIE IBOX)
BUJIB ameTuiaTpancdepasu, aki OepyTb ydacTb y MeTabodizmi
kceHoOloTukiB. Halibinbm BuByeHa N-aretusiTpancdepasa, ska
3a0e3neuye OioTpaHchoOpMaIliro MOXIJHUX TiApPa3sUaAy 130HIKOTH-
HoBoi kuciotu (I'IHK), 30kpema i30Hiazmmy, a TakoX TaKHX
JMiKapChKUX 3ac00iB, AK CynbpaquMe3nH, alpecuH, QeHen3uH,
nuadeHincyibp(oH.

Ileit GpepMeHT JOKaNi3yeThCs B MEUIHIII JKOJUHU, MaBIIH,
mypiB, KPOJiB 1 IHIIUX TBapWH, a TAKOX y CIM30Biil 00omoHI
TOHKOT KHIIIKH, aje 3 MEHIIOK aKTHBHICTIO. 3HAXOJUTHCS BiH,
WMOBIpHO, HE B IIUTONIAa3MaTUYHINA CiTHi, @ B MITOXOHIPIfAX.
AxTuBHICTH N-anetunTpaHcdepasu HE 3MIHIOETHCS MiJ BIJIUBOM
AreHTIB BHYTPIIIHBOTO 1 30BHIMIHBOTO cepegoBumia. Jlume y
HOBOHAPOJJXKEHUX AiTEH 1HKOJIM TPAIUISIETHCS THMYacoOBE YIO-
BIIbHEHHS 3HEIIKOJKEHHS i30Hia3uay 4epe3 AepiluT MaHTOTe-
HOBOT KHCIOTH — CTPYKTYPHOTO €JeMEHTa IbOTO (EPMEHTY.
Metaboi3M BKa3zaHUX JIIKapCbKHX 3ac00iB, AKHil 3a0e3mevyyeTh-
Csl HAM, NMPOXOJUTH HUISIXOM Tepejadi aleTUILHOTO paauKaia
Big ameTuin-KoA mo mpemapaty 3 YyTBOPEHHSM aleTHIMOXITHUX

MEeTabOoIITIB.
) N-aneru- ) i
I3oniasug + ametun-S-KoA —— p  amnerunizoHiasug +

TpaHCc(epasa
KoASH pasiciep

BuBuenus pomi N-ametuntpanchepasuw B wMeTabomizmi
JMKapCchKUX 3ac00iB, K 1 X (papMaKOTEHETHUKH, TOYATOChH IiCs
BBEJICHHS B KJIIHIYHY MPAKTUKY 130Hia3uay, KOJU BUHUKIA HEOO-
X1HICTh Y BUSIBJIEHI CYyTHOCTI BiAMiHHOCTEH B iHAUBIAYyaJbHIH
peakiii opraHi3amy Ha #Horo BBeJACHHs. Bxe meprri KIiHIYHI
CTOCTEpEKEHHS TOKa3alu, MO0 XBOpPi Ha TyOepKyIh03 HEOTHA-
KOBO pearyioTh Ha el XiMmioTepameBTHYHHN mpemnapat. OmHi
XBOpi mepeHocsATh Horo nobOpe, B iHmumx HabaraTto dYacrimre
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BUHHKAIOTH Taki HeOakaHi ePeKTH, IK TOJOBHHUN O1JIb, 3aImaMo-
pOYEHHS, MOAPA3JIUBICTh, OE€3COHHS, HynOTa, ONIOBAaHHS, BTpara
aneTuty, Oi7b 3a TPYAHUHOIO, TaxXikapZis. Y XBOpPUX Ha CyNpo-
BiJIHY €NIJIENCiI0 MOXYTh YacTille BUHUKATH Hamaau. JocHuTh
CEepHO3HUMH YCKJIATHCHHSAMH 130HIa3ua0TEepamii € moJiHeBPHUT
i renatut. [IpudoMy 11i BiAMIHHOCTI HE 3alieXaTh Hi BiJl BCMOKTY-
BaHHS, Hi1 BiJl PO3MOAINY 1 eKCKpeuii i30Hiazuay. Y Bcix XBopHX
Ha TyOepKyi1b03 BCMOKTYBaHHS LILOTO MpemnapaTy B HUIYHKOBO-
KHUIIKOBOMY TpPaKTi TPOXOJUTH OIIbII-MEHII 3 OJHAKOBOIO
MBHUAKICTIO. He BUABICHO CyTTEBUX OCOOIMBOCTEH B MIITHOCTI
3B'SI3KYy 130HIa3uAy 3 OiIKaMW KpOBi, pO3MOMAiJIeHHI HOTO IO
opraHax i TKaHMHax i y BUBEJECHHI HUPKaMH.

BusiBunocsh, mo B OCHOBI HEOJHAKOBOTO pearyBaHHS XBOPHUX
Ha 130HIa3UJl JeXUTh pi3Ha IHTEHCHBHICTh HOT0 MeTabomizmy.
BcraHoBieHO, 10 Micisi OJHOKPATHOTO MEepOpaiboro BBEJCHHS
CTaHJapTHOI 03U i30Hia3uay (4 Mr Ha 1 KT Macw Tiia XBOPOTO)
B OJIHUX XBOPHX BHJINSIETHCS 3 ceder Onm3bko 6-7 % BBemeHOI
KUIBKOCTI mpenapary y BHIJISAAI aleTHIi30HIa3uAy, Ha 400y B
IHIKUX — Maixke BABIUI Oinbure. Lle 3ymMoBIEHO THUM, IO B
mepuriii Tpymi XBOpuUX MeTabodi3M i30HIa3uay depes ameTHIII0-
BaHHA 3IWCHIOETHCS MEHII IHTEHCHBHO, HiX y iHMmMIiH. KoHmeH-
Tpauist Woro B KpoBi Oyae BHIIOI y THX 0ci0, y SKuUX ILeH
npolec NpOXOAUTh MOBiJBHINIE, HI)KYO0I0 — Y XBOPHX 3 BHUCOKOIO
iHakTuBanier. [lepioa HanmiBBUBEACHHs 130HiIa3uay B 0cCi0, sKi
MBHUIKO 1HAKTHBYIOTh HOTO, CTAHOBUTHh 45-80 XB, y MOBIITBHO
3HEmKOMKyBanbHUX — 140-200 xB i Oinprre.

BcTanoBieHo, mo BiAMIHHOCTI B HIBUJIKOCTI aleTUIIOBaHHS
130H1a3UJly Y XBOPHUX 3yMOBJICHI Pi3HOK KaTaliTHYHOK aKTHB-
HicTio N-amerunrpancdepasu: Npu MBHAKIH iHAKTUBaIil BOHA
BHCOKAa, NpHU 3HWXKEHIM — Habarato HWx4a. [HmI mapameTrpu
nporo GepMeHTy, SK-OT KOoHcTaHTa Mixaemica, cyOcTpaTtHa
cnenu@ivHiCTh, TEPMOCTAOINBHICTh 3aJUIIAIOTHCS OJTHAKOBHUMH.
ToMmy cniij BBakaTH, M0 BIJIMIHHOCTI B KaTaJiTHYHIA aKTUBHOCTI
N-anetunrpancpepasu € Jdme KidbKicHUMH. MaOyTh, ¥y
XBOpPUX 31 MBHUIKOI iHAKTHUBAIi€l ii CHHTE3yE€ThCA OlmbIIe,
IpY TOBITBHIN — MEHIIE.
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O3Haka MBUIKOCTI aleTHUIIOBAHHS 130HIa3UIy MepenaeThCs
3a CHmajJkoBicTIO. BBaxawTh, MO0 BKa3zaHi ABI Tpynu Jdroael
CKJIaJa0Th caMOCTiiHI ¢peHoTHNH. DEHOTHUN MOBINBHUX iHAKTH-
BaTOpiB i130HIa3Uly BIJNIOBijJIa€ TOMO3UTOTI PEI[ECUBHUM T'€HOM,
SIKUW BU3HAYa€ O3HAKY METa0oJi3My I[bOTO Mpernapary MeTOJ0M
ameTuioBaHHs., PEHOTUN MBHJIKMX 1HAKTUBATOPIB BIJAMOBIJA€E
a00 TeTepo3UroTHOMY T'€HOTHITY, IO MAa€ OJUH PEICCHUBHUN TCH,
4d FOMO3UIOTHOMY, SIKUU HE Ma€ Takoro rera. ®eHOTHI MIBU-
KWX 1HaKTHBATOPIB i30HiIa3uAy cepea Oioro HaceleHHS €Bponu
i AMepHuKku CTaHOBHTH O0MM3bKO 42 %, TONi AK cepejn SIMOHIIIB,
KATal1iB, KopelmiB i eckimociB — 10 %. KuiHiuHUM TecToM,
SKUW B HAIl YaC BUKOPHUCTOBYETHCS JIJISI BU3HAYCHHS MIBUIKOCTI
AllCTHJIIOBAHHS 130HIA3UJy Y XBOPUX, € BEIMYUHA KOHIEHTpamii
Horo B miaa3Mmi depe3 6 ToJ Micisi OJHOPA30BOr0 NPHUHAMAHHS
roro BcepeauHy B jgo3i 10 mMr Ha 1 kr macu Tina. SIKmi0 BMicT
i30H1a3UAy CTaHOBUTH NpHOMM3HO 1 MKr Ha 1 MJI mia3mu, TO
XBOPOTO BIJHOCATH MO0 (DEHOTHNY MIBUIKWX IHAKTUBATOPIB, a
OMM3BKO 5 MKT/MJI — M0 (PEHOTHUNY TMOBIIBHUX IHAKTHBATOPIB.
biMoganpHicTh po3moniny piBHIB KOHIEHTpamii i30HIa3uay B
Ia3Mi mojaHa Ha PHUCYHKY 8.

24 [IBuaKi iHAKTHBATOPH
IloBinbHi

iHAKTHBATOPH
Rr [ Rr

Puc. 8. Po3nojin piBHIB KOHIEH-
RRRr Rror Tpauii i3oniasnay B niasumi ue-
pe3 6 rox micias mpUMaHHS B
mo3i 10 mr/kr; RR, Rr — mBuaki

=)

KinbkicTs ocid
[\

&~
L

g UL L jgaxtuBaTOpH, IT — MOBiNBHI iH-
o1 2 3 45 6 7 8 910 1112
Kounuenrpauis i3oHia3uay, MKr/mi AKTHUBATOPH.

Y monpeit Meraboni3M i30HiIa3uAy NPOXOAUTH 1 IHIIUM
MISXOM, 30KpeMa 3 YTBOPEHHSM TaKUX MeTabOoJITiB, sIK MOHO-
aAleTUWIITIAPAa3uH 1 JnianeTunrigpa3uH. BugineHHs ix 3 cedew y
MOBIJBHUX 1 IIBUIAKHWX 1HAKTUBATOPIB 130HIA3UAY TaKOX MPOXO-
IATH 3 PI3HOIO IHTEHCHWBHICTIO. 3a manuMu Timbrell i cmiBaBTOpIB,
npotsiroM 24 rox micng npuiiManHg 0,3 T i30HIa3UIy y MIBUIKUX
iHakTHBaTOpiB BUAiNsgeThcs 46,3 % anerunizoniazunpy, 1,8 %
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MOHOALETHITiApa3uny i 23 % niauneTwiriipasuHy, a y MOBijb-
HHUX IHaKTUBaTOPiB, BiAmoBigHo, — 28,9 %, 2,5 % i 4,9 %.

YTBOpeHHS aueTHIATiApa3uHiB 3IIHCHIOETHCA Yy TMeYiHIi,
MaOyTh, MiJl BIJIMBOM 3ajexHoi Bij nuroxpomy P-450 moHo-
okcureHasu. Ha BinmmiHy Bij iHIIUX MeTaOOJITIB i30HIa3Uay
ANEeTUNTiIpa3uHu JyXKe TeMmaTOTOKCHUYHi. Tak K y MBHIKHX
1HaKTUBATOPiB IUX METabOJITIB YTBOpPIOEThCS HabaraTo Oimblie,
HI)K y TMOBIJIBHUX, Y HUX 3HAYHO YacTillle BUHUKA€E TaKe yCKJIaj-
HEHHs i130H1a3upoTepanii y XBOpPUX Ha TyOepKyJIbo3, IK rema-
TuT. Bin BuHHKae 31e01MpIIOTO i Yac MpUHMaHHS 130HIa3umy
y BemukuxX mo3ax — Oinpme 10 mMr/kr Ha moOy, ocobiamBO y
xkimok. Ile 3ymMoBIeHO THM, INMO Yy JKIHOK IHTECHCHBHIIIE
YTBOPIOIOTHCA TOKCHUYHI aleTHJTIAPAa3WHU 4Yepe3 OiNbIl BHUCOKY
aKTUBHICTh nutoxpomy P-450 remartomuris.

[loTeHtmitoe 130HIA3UIO0BI ypakeHHS MEYiHKH, OCOOJIHUBO Yy
MOBIIBHUX 1HAKTUBATOpPiB, pudamminuHd. [Ipu Takomy moenHaHHI
NpOTUTYOEPKYIbO3HUX MpenapaTiB PU3UK BUHUKHEHHS TaKOTO
yCKJIaJHEHHS Pi3ko 3pocTae. Lle 3yMOBIeHO THUM (SIK BBa)xae
OlNBIIICTh JOCHIAHMKIB), MO pUPaMIILUH Mae BIACTUBICTH
IHAYKyBaTH (epMEHTH MEYiHKOBOTO MeTaboi3My KCEeHOO1O0THKIB,
30KpeMa MOHOOKCHUT'eHa3H. Y 3B'S3Ky 3 IIUM IHTCHCHBHIIIE MeTa-
OouizyeThest 130Hia3u, y OlnbIIiid Mipi HAKONMUYYIOTHCS alleTHII-
rigpa3unu y nedinni. KpiMm TOro, remaToTOKCHYHICTh IIUX MeETa-
00JIITIB 3pOCTa€ 4epe3 YaCTKOBE OKHUCICHHS iX y HecTabinbHI
BHCOKOTOKCHYHI MPOAYKTH. BoHH, PIKCyOUHCH HA MaKpOMO-
JeKyJiax TernaTouuTiB (mepeBakHo Oinkax i (GepmeHTax) momi-
KOJKYIOTh iX. BBaxaroTh, IO 3a TakMM MEXaHi3MOM INpPOSB-
JSE€THCSL TEMATOTOKCUUYHICTH XJIOPO(OPMY, YOTHPHUXIOPUCTOTO
Byrieno, Groporany, mapaneramony, nukiodocdany TomIo.

Hesika KiIbKiCTh 130HIa3uAy B OpraHi3Mi TiApOJi3yeThCs 110
130HIKOTHHOBOI KHCJOTH, 130HIKOTHHINTIINUHY 1 amiaky. Pemra
BUJIJISIETHCS 13 CEUCI0 Y HE3MIHEHOMY BUTJISJI: Y IIBUIKHUX 1HAKTH-
BaTopiB — Outst 3 % n000BOI /103M, y MOBUILHUX — 110 30 %.

XiMmioTepameBTUYHA [if 130HIa3uAy MpPH HIOAEHHOMY MpHU-
MaHHI B OJHAKOBIH Mipi MPOSBISETHCSA ¥ BCIX XBOPHX Ha TybOep-
KyJIb03, HE3alle)XKHO BiJ MBHUIKOCTI MeTabomnizmy. OmHak mifg dac
npuiiMaHHsg Horo 1-2 pasu Ha THXKICHb JIKyBaJbHA i B O1NbIIii
Mipi MpOSIBISIETHCS Y NOBIIBHUX iHaKTUBATOpiB. Tomy Takuii
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CroCi0 JKyBaHHS XBOPHX, SKi BIAHOCATHCS A0 (DEHOTHUITY MIBHIKUX
IHAaKTUBATOPIB 130HIa3May, CJiJ BBAXKAaTH HEpaliOHAJIbHUM.

BusHaueHHs MIBHAKOCTI aUEeTHIIOBAHHSA 130HIa3UAYy Mae€
BEeJMKE MPaKTHYHE 3HAUYCHHS HE TUIBKU 3 MPOTHO3YBaHHS Hera-
TUBHUX peaxiii ximioTepamii, ajie i y 3B'A3Ky 3 HEOOXIJTHICTIO
iHauBigyamizamii JiKyBaHHSI. XBOPHM, SKi BIiTHOCATHCA OO
(eHOTHIIY MIBHAKWX iHAKTUBATOpiB i30HiIA3WAy, 1€l mpemapar,
sSK 1 iHImi 3aco0u, siki MetabomizyrThcs N-ameTuiarpancdepa-
3010, TPU3HAYAIOTh B OUTBIIUX J103aX, HIXK THM, SKi € MOBIJIbHUMHU
iHaKTUBaTOpaMH. 30KpeMa XBOPUM Ha TyOepKyJIbo3 130Hia3uj
NpU3Ha4YaTh y 1000Bi# 1031 0,9 r WBUAKUM IHAKTUBATOpaM, a
0,6 T — moBinpbHUM. KpimM TOro, mpu3HadyeHHS LIHOTO MPOTHU-
TyOepKyJIb03HOTO 3ac00y XBOpPHUM, B SIKUX MeTabomi3M 31ilic-
HIOETHCS MOBUIBHO, AOLINBHO MOEJIHYBATH HOTO 3 BiTaMiHOM B,
(MipUIOKCUHY TiAPOXIJIOPUIOM), 00 BiH MOMEPEIKYe BHHUKHEHHS
TAKUX YCKJIaJHCHb, IK MOJIHEBPUT, I'eMaTUT TOIIO.

Hns cynapdagumesuny, amnpecuny 1 aiadenincynbdony
TAKOX XapakTepHa OIMOJalbHICTh, HABITh TPUMOJIAJbHICTH
KPUBHUX PO3MOAINY KOHImeHTpamii. Tak, y MOBIIBHUX 1HAKTH-
BaTOPiB TEpioa HAMIBBUBCICHHS amNpeCHHY 3 IJIa3MU ITiCIIsA
OJTHOpPAa30BOTO MpuiiMaHHS Bcepeauny B no3i 0,05 r He mepe-
Bumye 2,57 ron, y mBuakux — 2,18 rox. [lix yac TpuBaioro
npuiiManus nporo npemnapaty no 0,025 r Ha no0y y mepmux
BCTAHOBJIIOETHCS CTiKa KOHIIEHTpaIllis B mJja3MmMi B Mexax 57,3
— 228 ur/mia, B iHmux — 33,4-147,6 ur/ma. [Ipu 3acTocyBaHHI
anpecuny Bcepeauny mo 0,025 r 4 pasu Ha mo0y y MBUAKHX
iHaKTHBATOpiB micis 12-ro mpuiiMaHHS KOHIEHTpalis HOro y
kpoBi mocsrae 106 Hr/mi, y moBiapHuX — 206 Hr/MI, a mepiof
HamiBBUBEACHHS, BIANMOBigAHO, — 2,5 rox 1 3,3 roa. ALeTHIILO-
BaHUX MeTaloJIITIB LBOro mpemaparty y KpOBi B MIBHIKHX
1HAKTUBATOPIB BHUSMBJIEHO Oinblie, y MOBIAbHUX — MeHme. Y
BUIMAJKy BBEJICHHS cylb(anuMme3dnHy BcepenuHy no 10 mr/kr
TPUBANICTH MEPIONY HAMIBBUBEICHHS Y IMBHIKUX IHAKTUBATOPIB
ctanoBuTh 1,3-3,2 roxn, y moBinbHuX — 3,6-11,3 roxa. Ilicns omHo-
KpaTHOTO MpUWMaHHS IIbOTO 3aco0y 3a § ToJ 3 OpraHi3My BHUII-
nsetbess 27 % cynapdaauMe3suHy y WIBUIKHX 1HAKTUBATOPIB 1
nume 15 % — y moBiAbHUX.
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VY 3B'A3Ky 3 HasBHICTIO MOJiMOp(i3My B MIBUIKOCTI MeTado-
Mi3My THX MpernapariB HEOOXiTHO BPaXOBYBATH MOXKIHUBICTh
KOHKYPEHTHHUX B3a€MO3B'SI3KiB 1 y 3B'SI3KYy 3 MM IiJBHUIICHHS
TOKCHMYHOCTI TpHU MOEJHAHOMY 3acTOCYBaHHI 130Hia3uny i,
HaNpUKIag, alpecuHy 4 Cyib(paauMe3uHy.

Ha 3mopoBuX mOOpOBONBIISAX i XBOPHX Ha JIEIPy BHUBUYEHA
MOPiIBHSANbHA IHTCHCHUBHICTH AalETHIIOBAHHS 130HIaA3uay 1
cynrbpaguMesnny, 3 onHoro Ooky, 1 amiadenincynbpony — 3
iHmoro. CniBCcTaBJEeHHsS OTPUMAaHHUX pPE3yJbTaTiB T0OKa3ajiao
HasBHICTh MOJNIMOP(I3My alETUIIOBAaHHS BCiX TPbhOX 3aCO0IB.
Y (¢eHOTHIII TOBINRHUX I1HAKTHBATOPiB MeTaboxizM mgiade-
HiICynb(pOHY Tepebdirae moBidbHINIE, HIXK y THX 0ci0, AKi BigHO-
CATHhCA 10 (PEHOTUNY IIBUAKHX IHAKTUBATOPIB i30Hiazuay. Jus
ObOTO JIIKAPChKOTO 3aco0y, sK 1 Ais i30Hia3uay i cyiabdanu-
ME3UHY, CEpeJHI BEJIUYMHH IHTEHCHBHOCTI MeTabomizmy Yy
MIBUIKUX 1HaKTUBATOpiB y 3-5 pa3iB MepeBUINYIOTh aHAJIOTi4HI
y nmoBinsbHUX. CHiBBIAHOMEHHS BMICTYy MeTabodiTy 4-aMiHO-4-
areramigonudenincynbPpony m0 BMicTy amiadeHincynbpoHy B
mina3Mi Moke OyTH BHKOPUCTAHO JUISI BU3HAUYCHHS (EHOTHUILY
arneTuJIitoBaHHs (Tabdmn. 15).

Tabauys 15
AuneTunwBaHHA i30Hiazuay, cyabdanumesuny i agiageniiacyasdony

Y mBuakux | Y noBiaibHHUX ..
. . CuiBBiIHOLIEHHSI
iHakTHBaTO- | iHAKTHBATO- .
I[oka3HUK aneTHIOBAHHA piB piB MOKA3HUKIB aife-
n| (Mtm) |n] (Mim) THJIIOBAHHS
T, 130HIa3uIy 51 62410 6| 211423 0,29
(CriiBBiTHOTIICHHS 4-aMiHO-
d-aneramitomnenincyms- | o |y e 14 15(10(0,20 +0,02 5.4
(ony o niapenincynpdony
B TUIa3Mi yepe3 4 rox
(Cr1iBBIJHOIIEHHS alleTHII-
CyIb (haTIME3UHY J10
BiJIbHOTO Cyib(aznHy B ceui
0-24ron 5187+19 |5| 2,0+0,1 4,4
4 - 64 ron 6| 92+1,1 |7| 1,7+0,3 5,4

84




[To6iuni peakxmii, sIKi 3yMOBIIEHI NMpUHUMaHHSAM (QeHEI3HUHY,
BUHHMKAIOTh y IIBUJKHX 1 MOBUIBHUX iHaKTUBATOpiB. OHaK Hail-
Ba)KKi YCKJaJHCHHS, 30KpeMa T[CHXO03U, PO3IBHUBAIOTHCS
nepeBaxHoO y NMOBUIBHUX iHakTUBaTopiB. [lepudepuuni Helipo-
maTii 1 CHHApPOM, IO Haraaye€ CHUCTEMHUN UYEpBOHWUN BOBYAK,
yepe3 TpuUBasie JTiKyBaHHS alPeCHMHOM BUHMKAIOTh JIMLIE Yy THX
0c10, AK1 MOBIJIBHO alleTUIIIOTH 130HIA3HUL.

deHOoTHN alleTUIIOBAHHS MO3HAYAETHCS HAa TOKCHYHOCTI He
TUTBKHU 130HIa3HMy, apecuny, cyiabpaguMesnny 1 niadeHiicynb-
¢bony, ame ¥ HOBOKaiHaminmy i camaszocynbdamipuauny. Lle B
nepumy uepry BIJIMBAa€ HA IIBUIAKICTh BHUHUKHEHHS TaKOTO
YCKJIaAHEHHS, SIK YTBOPEHHS HPOTHAACPHUX AHTUTINI y 3B'SI3KY
3 TpUBAJIHUM JiKyBaHHSIM HOBOKaiHamizom. BcranoBneHo, mo y
40 % XBOpUX BOHU BHHHKAKIOTH MPOTATOM MEPMIHX 6 MIiCSIiB
JIKyBaHHS 1 Maike y BCiX XBOPHX HpOTIATOM pokKy. Hacammepen
Ile YCKJIaJHEHHS pPO3BUBAETHCH y MOBIIBHUX I1HAKTHUBATOPIB.
TpuBanicTe JiKyBaHHS HOBOKaiHaMmiZoM, MPOTAroM sikoro y 50 %
XBOPUX YTBOPIOIOTHCS AaHTHUSJCPHI aHTHUTIAA, y MOBIIBHHX
1HAKTUBATOPIB CTAHOBUTH B CepelHbOMY 2,9 Micsls, y NIBUJI-
KuX — 7,3 micsus.

TpuBane JAiKyBaHHS HOBOKaiHaMiZOM MOX€ NPHU3BOAUTH 0
BUHUKHEHHS CHHIPOMY, SIKMH Harajgye€ CHUCTEMHUH 4YepBOHUMH
BoBUaK, y 29 % xBopux. Take yckiaJHEHHS Yy MNOBIJIbHHX
IHAKTUBATOPIB 130HIa3UJy BUHUKAE 3HAYHO paHilie, HiX y 0ci0,
y SKMX alleTHJIIOBAaHHS HOro NPOXOAUTH MIBUAKO. [CHYye Takox
KOpeKIlis MiX (EeHOTHUIIOM aIeTHJIIOBAHHS 1 pIBHEM HOBO-
kaiHaminy B muasmi. Ilpu ogHOMY 1 TOMY X pEXHUMI JiKyBaHHS
1 OMHAKOBIH 031 KOHLIEHTpalis HOBOKaiHaMiny y MOBIJIbHHX
IHAaKTUBATOPIB 130HIa3Uy BCTAHOBIIOETHCS HA OLIBII BUCOKOMY
pPiBHI, HI)X y IMBUIKWAX iHaKTHUBaTOpiB. lle 3yMOBIEHO HEOIHA-
KOBOIO MBHAKICTIO MeTabomi3My i exckpemii HOBOKaiHaMiny.

CHHIPOM CHCTEMHOT'0 YepBOHOTO BOBYAKAa MOXE BHHUKHYTH
TaKOX y XBOPHX, SKi TPUBAJO JIIKyBaJuCsl allpeCHHOM YU IO-
xignumu ['THK. IIpuuomy mueit cungpom, sk i mepudepudHi
HelpotmarTii, y 3B'A3Ky 3 JiKyBaHHSIM allpeCHHOM, BUHHUKAE JIHIIIE
y MOBUIBHUX 1HAKTUBATOPIB.
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MabyTh, yci apoMaTHdHi aMiHO- 1 TiApa3sWHOMOXiTHI pedo-
BUHU a0o0 iX MeTaboNiTH CHpPHUAIOTh BUHUKHEHHIO CHUHAPOMY
CHCTEMHOTO YEPBOHOTO BOBYaKa. 3a KJIIHIYHOIO KapTHHOIO NeH
CUHJAPOM Jy)K€ Harajye€ CIOHTAaHHUM CHUCTEMHHUN YEpPBOHUH
BOBYAK, Xo0dYa Iepebdirae M'sko i mpw BiAMiHI MPOBOKYIOUYOTO
npenapaTty He3aJ0BIO 3HHKAE.

VY XxBopux, fKi CKiaaamTbh (EHOTUI MOBIIBHUX IHAKTHUBA-
TOpiB 1i30Hia3uay, camazocyibpamnipuAWH YacTille BUKIUKAE
MOSIBY TAKMX HETAaTUBHUX peakilii, SK IiaH03, TeMOJIi3 i mpexij-
HAW PETHKYJIOIHNTO3, OCOOIMUBO MiJ Yac MpUHUMaHHS HOTO 1O 4 T
i Oimpmie Ha m0O0Yy.

Otxe, BU3HAUYEHHS IUBUAKOCTI aleTUIIOBAHHS JiKApChKHUX
npenapaTiB, metabomizm skux 3abe3meuye N-aleTUITpaHC-
¢depaza, HEOOXIIHO HE TINBKM ISl PallioHalIbHOTO BHKOPUCTAHHS
iX y xmiHigHIA npakTumi. Taki maHi HEOOXigHI TaKOX IS TTPOTHO-
3yBaHHSA yCKJaaHEeHb (apmakoTepamii mig dac TpH3HAYEHHS
IHIIMX NpenapartiB, 30KpemMa AudeHiHy, HOBOKaiHaMiny, camaso-
cynbhanipuauHy i MOo€JHAHHS 130HIA3UNy 3 pUdaMIinUHOM.
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6. I'eHeTH4HI NMOpyUIECHHS, P AKUX 3HAYHO
3poctae GpapMakoJIoriyHa ais JiKapcbKUX
3aco0iB

IcHye psin cmaakoBHX 3aXBOpPIOBaHb (FeHETHUYHHX
nedeKTiB), IpU SKUX Pi3KO 3pocTaloTh (papMakoloriyHi epexTu
Jikapchkux 3aco0iB. Cepel HUX OCOOJIMBE KIIHIYHE 3HAYCHHS
MalOTh: HEJAOCTATHICTH CHPOBATKOBOI OYTHPHIXOJiHECTEpA3H,
HEJOCTAaTHICTh MIKPOCOMaIbHUX TipoKcHiIa3, QPeHITKETOHYpif,
HEJIOCTATHICTh rimnokcanTuH-(pochopudo3untpanchepasu,
pOIMHHA JMCAaBTOHOMIisl TOIIO.

6.1. HegocraTHicTh CMPOBAaTKOBOIL
OyTHpHJIXOJIiHEeCTepa3u

depMeHTH ecTepaszHoi nii (ecTepa3w) BigirparTh

BaXJIMUBY pOJIb B 0OMiHI pedoBHH i B MeTabONi3Mi JIIKapChKHUX
3ac00iB, fIKi 32 CBOEH XiMi4HOI Oyao0BOI0 € edipamu. BoHu mic-
TATBCSA B yciX opraHax i pigmnHax opranizmy. llle HemaBHo BBa-
JKaJu, MO0 HEJOCTAaTHICTh OyJb-siKOI i3 HecnenupiyHUX ecTepas’
He BimoOpakaeTbcs Ha MeTabodi3Mi JIiKapChKUX 3ac00iB "epes
ix HeBenuky cyOcTpaTHy crnenudiddicTs. Jeski gocmigHUKHU
CTBEpJUKYBaju: SKIIO OJHA €cTepa3a BTpayae CBOIO aKTHBHICTB,
TO IHINI HErallHO KOMIIGHCYIOTh il HemocTaTHicTh. OjHaAK
BBEJCHHS B KJIHIYHY NPaKTUKy MIiOpelakCaHTy AUTHUIIIHY
3MYCHJIO 3MIHHTH II0 TOYKY 30py. BUSABHIIOCH, IO HETOCTATHICTH
HecnenupiyHUX ecTepas, 30KpeMa CHPOBATKOBOI OyTHUPHIXOIIi-
HecTepa3u, He MOKe OyTH KOMIICHCOBaHa IHIIMMHU (hEepMEHTaMH.
Y cupoBarTii JIOJUHU MICTUTBCS ABa (pepmeHTH, siKi 3a0e3-
MeYyTh TiAPONI3 JUTUIIHY 1 IHIKUX edipiB XOJNiHY, TaKk 3BaHI
xominectepasu. OOWH 3 HUX — CIpPaBXHI XoJIiHecTepas3a, abo
ameTuIxolliHecTepa3a. BoHa Bigirpae BaxkJIuBy polib y meTabo-
Ji3M1 MeniaTopy XOJIHEpPriYHUX HEpBiB — ALECTUIXONiHY. [HIIHI
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bepMeHT — HecHmpaBXHS XoJiHecTepasa, abo OyTHpHIXO-
ninecrepasza (BXE), mae Oinbm mupoxky cyOcTpaTHy cCHEUH-
¢iunicTe. Bin rigponisye edipu xomiHy i pi3HUX anidpaTHYHHX 1
apOMaTHUYHHUX KHUCIOT, 30KpeMa OCH301IXO0NiH, OYyTUPHIXOIIH,
CYKIUHIIIUXOJIH, TEKCAHOIIXOJNIH Ta iH., a TAKOX HOBOKAIH i
AeTUJICAIILUIOBY KHUCIOTY.

3a gomoMorolo enekTpodope3y Ha KpoxmaidbHOMY abo Ha
noJiiakpuiaaMiTHOMy arapoBOMY TeJli BHAIIECHO 4 MOJIEKYIApHI
Gopmu Oyrupunxoninecrepasu, ¢pakuii C-C,. ®paxuis C,
pyXaeTbcs B HANpPSAMKY 10 aHOJA IOBiJbHILIE 3a IHIIMX, ale
¢dapOyerbcs Ha (operpamax iHTeHCHUBHIIIe. BoHa 3abesmeuye
61m3bpk0 90 % akTUBHOCTI IBOTO (EepMEHTY. AKTUBHICTH i30(ep-
menTiB C -C, — nyxe HHM3bKa.

Kpim nux izopepmenriB, y kpoBi 5-10 % HaceneHHs €Bpo-
MeHChKUX KpaiH 1 JesIKWUX IHIMUX paioHiB 3eMHOI KyJi MICTHTHCS
i3opepment C,. KaraniTuuHa aKTHBHICTH HOTO HE MEPEBHINYE
25 % axrtuBHocTi i30pepmenty C,. Hagpuicth i30pepmenty C,
CYTTEBO He BigoOpaxaeThcsi Ha Joii 1 ¢dapMakoJoriuHii
AKTUBHOCTI NUTHUJIHY Ta IHIIMX MpernapariB, sKi TiIApOTi3yIOThCS
cupoBatkoBoro bXE. Ile 3ymoBieHo OaraThMa NpPUIHHAMH,
30KpeMa 3HAYHOK 1HJAWBIAyalbHOI Bapia0eNbHICTIO aKTHUBHOCTI
uporo ¢pepmenty. OnHak OpH aMEepUKaHCBKOMY BapiaHTi (Ba-
piant Cynthiana) cymapna aktuBHicTh BXE B 3 pasu mepesu-
nye akTHBHICTH 3BuUuaiiHOI. Hocii Takoro ¢gepmMeHTy JOCHTH
PE3UCTEHTHI A0 MUTHIIHY W 1HMHUX edipiB XoJdiHy, 00 TiApOTi-
3YIOThCA AyXe MBUAKO. Pi3uKo-XiMi4HI ¥ KiHETHYHI BIAaCTH-
BocTi ubporo Bapianty BXE 3HaxoxsiThcsi B MeXax HOPMHU.

Hpwuiinaro BBakatu, mwo izopepmentu C -C, xoayrwoTbes
renamu nokycy E, a C;, — nokycy E,. Tak sk uei izodpepment
BUSBJISIETHCS HE B yCIX JIIOJEH, TO IONYCKarOTh ICHYBaHHsS, KPIM
aktuHoro E °, HeakruHoro E -

3MeHImEeHHs! akTUBHOCTI cupoBaTkoBoi BXE cmocrtepiramoTs
NpH JeIKUX 3aXBOPIOBAHHSX IMEUYiHKHU, OTPYEHHAX (ocdopop-
ranivaumu cnonykamu (POC), omikax, auctpodii, paxiri,
YepPEMHOMO3KOBHX TpaBMaX, HEJOCTATHOCTI MapaniuTOmOIi0HAX
3a703 Ta iH. HaBmakwm, BoHa 3pocTae mpu Hedpo3ax, THPEO-
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TOKCHUKO3i, mu3odpenii, rimepToHii. ¥ Takux BUMagKax pPi3KUX
BiIXWJICHb B IHTEHCUBHOCTI MeTa0O0di3My 1 TPUBAIOCTI nii QUTHU-
JiHy Moe He HactaBatu. OnHak, npu orpyeHHi ®OC, 3axBopro-
BaHHSX IMEUIHKHU, TITOXPOMHINA aHeMii i BUCHa)KCHHI BOHH MOXYTb
OyTH 3HAYHUMH.

ligponiz nutuininy OyTHPHUIXOJIHECTEPa30K MPOXOIUTH B
JBa €Talu: CIOYaTKy BiJ HOTr0o MOJIEKYJIM BiAIIENIIOETHCS OJHA
YacTHHA — CYKI[MHIIIMOHOXOJIIHY, MOTIM — e ofHa. Lli mpoaykTu
MeTabodi3My IOHTHIIHY CYTTEBO HE BIUIMBAIOTh Ha HEPBOBO-
M's30By mepenauy immynabciB. Tak sk rigpoii3 mporo miope-
JIAKCAHTY 3JIMCHIOETHCS MIBUAKO — Jiis WOTO y JIIOJeH HeTpuBaja
(2-5 xB).

byBaroTs Bumanku, B cepeaHpboMy onuH Ha 2500-3200 oci0,
KOJM po3ciabieHHs CKeJIeTHOI MYCKyJaTypu 1 amHoe Mmij
BIJIMBOM JUTHIIIHY TPOJIOBXKYETHCS A0 2 rox i Oimbme. [pwu
IbOMY HE TOPYIIYETHCS UYTIWUBICTE H-XomiHopemenTopis
M's131B 10 Tpemapary, Sk i #oro ¢apMakoKiHETHKa, 32 BHHATKOM
Merabomizmy. Uepe3 Husbky aktuBHicTh BXE riaponi3z autuniny
MPOXOAUTH AYXKE€ MOBIIBHO, TOMY KOHIEHTpamis ioro y Kposi i
M'sI30Bill TKAHWHI Pi3KO 3pOCTa€, i MPOJOBKYETHCH.

B 0ci6 3 arunoBo peaxkui€l0 Ha AUTUIIH BUSBISETHCS pi3Ke
3HWKeHHs crnopigHeHocti BXE nmo cybOcTpary, mo € 6e3moce-
pENHBOIO TPHUYMHOI 3MEHIICHHS I1HTEHCHBHOCTI TiIpoli3zy
JUTUIIHY y KpoBi. 3MeHIIEHOO BUABHUIAach 1 uyTiauBicTe BXE
10 1Hri0ylo4yoro BIUIMBY Ha Hel TaKUX NpenapartiB, K AUOyKaiH
(coBkain), ¢rTopum HaTpil0, HOBOKAaiH, aMiHa3WH, MPO3EPHH,
¢izocturmin ta iH. [Ipudomy iHriOyrouui BILUIMB iX y JrOJeH 3
ATHIIOBOIO PEaKIi€l0 HAa AUTHIIH MPOSBISETHCS B HEOJHAKOBiH
Mipi. 3BiJcM BUHHKIA JAyMKa NpO iCHyBaHHS HE OJHOTO, a
IEeKiTbKOX BapiaHTiB cupoBaTKkoBOi BXE, saki Bigpi3HAIOTHCS
OJMH BiJl OJHOTO SIK BIAHOMIEHHSAM N0 cyOcTpary (AUTHIIHY),
Tak i 10 iHri0iTopiB. 30Kkpema, OyJi0 BCTAHOBJICHO, IO 3a OJHUX
1 THX caMHUX yMOB aKTHBHicTh cupoBaTkoBoi bBXE y 3mopoBux
oci0 ranpmyeTbcss nubykainom Ha 80 %, a B 0ci0 3 aTMIOBOIO
peakuiero Ha auTwiiH — jgume Ha 20 % (Tadn. 16).

89



Tabauysa 16.
MoaekyJasipai popMu 6yTHpHJIXOJIiHECTAPA3U | YYTJAMBICTDH X /10

JUTHIIIHY
Hacrora Pigennb | Yuciao | Yucno | Peakuis
I'eno- Tun B IIOIIy- ) Gv- :
THI depMeHTy | JsADiAX (])epMoe fo [ Aoy (ropia na
€Bponn Ty, % | KainoBe He AUTHIIH
E, jokyc
E,"E," [BBuuaiiamii(u)| 95% 100 80 64  |Hopmaimha
E,*E,* |Arunoswuii (a) | 1:3200 25 20 23 [Ipomon-
roBaHa
E,'E,' [©ropunpesuc- | myxe 50 67 34  [Iponos-
reHTHH (f) pioxo roBaHa
E°E;°* [MoBuaneHmit [1:170000 0 yxe mpo-
(s) ) ) ToHroBaHa
E,"E,* [[IpomixHwuii 4% 78 62 48 Jewo mpo-
(u+a) JIOHTOBaHA
EE," [3Buuaitamii(u)| 1: 150 65 80 64
E°E," |Arunoswuii (a) | 1: 800 20 20 23 [Iposnos-
roBaHa
E,'E\" |Arunosuit ? 80 76 52 |Hopmab-
(f+u) Ha
E,'E,* |Arunosuit Hdyxe 60 50 30 ?
(f+ a) piaxo
fRs
EE, i:;ﬁlp(egl/w- ? llle He omucaHuit
E, aokyc
E," Cs (el 1:10  |luouBian MaroTh Ha 25 % GUIBII BUCOKY
KOMITOHEHT AKTHBHICTH Oy THPHIIXOJIIHECTEPa3H, HiXK
HassBHHI) ocobu, B sikux komnonenT Cs™ BicyTHiii
E, Cs(xommonent| 9:10  [AkTHMBHICTH BU3HA4a€eThCs hepMeHTAMH
Cs" BijcyTHiii) iokycy anens E,".
Bapiant o Hyxe [Pe3ucTeHTHHI yepes3 qyKe IIBUIKUNA
Chynthi- piako [rizpomi3 puTHITIHY
ana, rese-
THIHU I
nokyc He
BCTa-
HOBJIEHO
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Bignomenns cupoBaTtkoBoi BXE mo cBoix iHTi0iTOpiB JATIO
B OCHOBY METO/IiB BUSBJICHHS aTHIOBHUX BapiaHTIiB IbOTOo ¢ep-
MeHTy. HaiiGinpm rnumbGoko BHBUEHa iHTiOyOdYa Aisl HA HHOTO
nubykainy i ¢ropuny nHatpito. Ctynine npurnidenHs BXE y
BIJCOTKAaX BUPaXXaeThCs, BIAMOBIAHO, TMOYKATHOBUM 1 PTOPHI-
HUM 4guciaoM. llmdppoBi mo3madeHHs nux mnokasHukiB BXE
BIAMOBIIAIOTh BiJICOTKY NMPUTHiIYEeHHs 11 akTuBHOCTI. Tak, mpu
nubykainoBomy uuciai 80 mpurnidenns bXE, ske BUKIHKae po3-
9uH auOykaiHy B KoHmeHtpaimii 1x10° M, cranoBureme 80 %.
CTymiHp TPUTHIYEHHS aKTUBHOCTI (EpMEHTY B CEpPEITOBHIII
(cupoBaTIi) HEe 3aJeXHUTh BijJ HOTO KOHIIEHTpAIii.

Bcebiune reHeTnuyHe BHUBYEHHS 0araTboX pOJAHUH, cepe]
YJaeHiB AKUX OyiauM mpoOaHAM 3 HOPMAalbHOKI 1 MiABUIICHOIO
YyTJUBICTIO JIO JUTHUIIHY, TTOKa3ajno, M0 Pi3HI BapiaHTH aTH-
noBoi BXE ycnaakoBytoThCcs 3a 3akoHamMu Mennens. [CHyoTh
TeHU, SAKi TepemamTh iHPOpMamio OIOA0 BapiaHTIB IHOTO
¢epmenTy. Lli reHn € KOJOMIHAHTHUMHU: KOXHUM 3 HUX MOXKE
OyTH HassBHUM OKPEMO, MEpeaardu HallaJKkaM TOMO3UTOTHICTb
3a TUMOBOIO uHM aTtunmoBoo bXE, abo B moegHaHHI OAWH 3 IHIIHM,
00YMOBJIIOIOYH TETEPO3UTOTHICTH 3a IMIUM (HEPMEHTOM. Y TaKOMY
BUNAaAKy B KpoBi Oyne 3HaxoauTtuch 1aBa Bapiantu bXE.
[Ipuponuo, mo B 0aTbKiB, TOMO3UIOTHHX 3a JBOMa PI3HUMH
BapiantamMu BXE, Bci miTu OyayTh reTepo3uroTHUMH. Y HHX
CHUHTE3Y€E€ThCS OJHOYAcHO JBa BapiaHTu (epmentry. [Ipuuomy
KIJIBKICHE CIIIBBIIHONMIEHHS MIK HHMH MOJXE KOJHUBATHUCHA B
3HAYHUX Mexax. 3BU4aiiHo atunoBoi bXE y rerepo3urorHux
oci6 Oyne 6mu3zpko 30-70 %.

BBaxaroTh, mo TUmoBUH i atunoBuil Bapiantu BXE ycnan-
KOBYIOTBHCsS 4O0THpMa ajeibHuMu TeHamu: E“ E? Elf i Ep°.
Hopmaneny BXE xonye anenbuuit nokyc E . ¥V roMo3surornux
oci6 (E'E ") cupoBarkoBa BXE xapaxktepusyerbcs BUCOKOIO
aKTHBHiCcTIO, n1uOykaiHoBe umcyo ii cranoButh 80, ¢propuaHe —
60 (tadn. 17). I'igponi3z AUTUIIHY 3MiHCHIOETHCS MIBUIKO, TOMY
TpUBAJICTh JAii Horo HeBenauka. Y Tabnuii 17 nmomaHa iHpopMallis
00 TPUBAJOCTI Aii AUTHIIHY y YOJOBIKIiB 3 HOPMAaJIbHOIO I
atunoBoto akTuBHicTIO bXE 3amexHo Bing m03M MiopenakcaHTy.
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Y cupoBartii 0Ci0 3 UM TEHOTHUIIOM €JIeKTPOPOPETUIHO BHU3HA-
yaerbes 4 Bapiantu BXE (C -C)). Isodepment C, nporo ¢ep-
MEHTY KOAyeThcs iHmuM jJokycom (E)%).

Tabauys 17.

TpuBaJjicTh anHoe y 40J0BikiB 3 HopMaabHOIO i aTunoBoo BXE
micjsi 0AHOPa30BOr0 BBEACHHS AMTHJIIHY Y BeHY

CepenHsi TpUBAJICTH alHOE, XB

flosa mpemapary, mr 3 HopMaibHOKW BXE 3 atunosoro bXE
10 0(0-1,3) 13 (11-15)
40 2,2 (1,6-3,2) 31(27-36)
100 4,2 (3,0-5,9) 56 (47-65)
400 10,0 (7,1-14,1) 136 (119-157)

Jlokyc E* konye arunoBy nubykain-pesuctentny bXE. V
rOMO3HMIOTHHUX 3a 1€ o3Hakow oci6 (E ‘E ) depment xapak-
TEPU3YETHCS MOHHMKEHOI TiAPONITHYHOIO aKTHBHICTIO 4Yepe3
3MEHILICHHS CHOPIIHEHOCTI N0 AMTHUIIHY 1 iHIIHX edipiB XOdiHY.
Tyt nubykainoBe ynucino GpepMeHTY cTaHOBUTH mpubiuzno 20,
dbTopuaae — 20-30.

VY OinpmocTi momynsmii, 30KpeMa €BpOMEeNChKUX, 4acToTa
reTepo3UroTHUX 3a aneneM E* atunosoi BXE IHIMWBIAIB HE
nepesumye 2-4 %. KiiHidHO 3HaYyIla 4acToTa TOMO3UTOTHHX
HOCITB y IUX MOMyJSIisiX CTaHOBUTH Onu3bko 1:2500. OnHak B
NEAKUX MOMYJNAIiAX 4acTOTa FE€TEPO3UTOTHUX HOCIIB amens E*
3HAYHO BWINA: CEpeJ 4YeXiB i CIIOBaKiB — mpubanu3Ho 7 %, €BpeiB
Ipany Tta Ipaky — 10 %. YactoTa TOMO3UTOTHUX HOCIiB y HHX
TakoX HabOarato Buma — O0au3nko 1:400.

Oco6u, cupoBatkoBa BXE sxux mae nuOykaiHOBE 4YHCIO
(62+4), cranoBnaTe mpomixuud ¢(enorun (E* E*). Yacrtora
Horo cepea eBpOMEWChKHUX MOMydsuiit mocsrae 3 %. Y Takux
JM0AEH CHUHTE3YETHCS 3pa3y 2 (EepMEHTH: TUIOBHH 1 aTUIOBHUH,
NpUYOMYy HE 3aBXIH B OJHAKOBUX KINBKOCTAX. Y 3B'A3KY 3
THM, 10 y Takux oci® akTuBHicTh TUMoBOI BXE 3amumaerbcs
HOPMaJIbHOIO, YYTJIUBICTHh iX A0 AUTHUIIHY CYTTE€BO HE TOpPY-
myeThesi. SIk i B 0ci0 3 TumoBuM (epMeHTOM, eleKkTpodopes
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CUPOBATKH JIIOACH 3 MPOMIKHUM (PEHOTHIIOM Ja€ MOXKIHUBICTH
BUIIIUTH 4OTUPHU, a He 8 Ppakuiii BXE. MabyTp koxHa 3 HHUX
CKJIaJla€ThCS 13 TUIIOBOTO 1 aTHIIOBOTO BapiaHTiB. BBaxawTs,
oo TYT MYTallisi ypa)kae aKTUBHUNW IEHTp ¢epmeHTy, abdo
TISHKY, SKa 3HaXOMUTHCS 01T HHOTO.

Hactynaum reHeTmuHmM BapianToM cupoBaTtkoBoi BXE
BBAXKalOTh CTIHKMH m0 ¢ropuny Harpiro i3opepmeHt. Bin
xoayerbes anenem E'. YV romosuror (E "E ) cuposarkosa BXE
XapaKTePU3yEThCS  MEHIIOK  TIiAPOJITHYHOK  aKTHBHICTIO
HNOPIBHAHO 3 THUIOBOI, ane Oimpmor Hix E*E * ®ropuane
yuciio il pi3KO 3HHMKEHO, aje JOCUTh BHCOKe nuOyKaiHOBE.
Anenp criiikoi 1o ¢ropuny nartpiro bXE moxke moennyBaTHuCh
3 anensmu E * 1 E*. Tpannserscs BiH AyXke PiaKo.

Icnye me onun anens BXE, ueTBepTuil, sikuil nmepejae moBHY
BIACYTHICTh TiAPOTITUYHOI aKTHBHOCTI IbOTO (EPMEHTY, TakK
3BaHu# "cmurmuuii", "npiMarounit" um "HiMuH" reH (silent). ¥V
roMo3uroTHux oci6 3a num renmom (E° E) TpuBamicte nii
JUTHIIIHY JOCSATA€ JNEKiIbKOX TOJNHMH. [X cupoBaTka xapakTepu-
3y€THCS TOBHOK BIJICYTHICTIO OyTHPHUIXOJIHECTEPa3HOi aKTHB-
HocTi. [lpm mbhOMYy AaKTHUBHICTH aIeTHIXOJIHECTEpa3W 3alu-
MIa€THCS HOPMAIBHOIO.

Y rereposuroT 3a UMM reHoM, Hampuknaxa, E* E® abo E*
E’, aktuBHicTh BXE Oyne HUk40r0, HIXK, BIAMOBITHO, Y EI“EI“i
E *E* cTaHoBis4M B cepeaHboMy 2/3 Bia HuX. BBaxaioTh, mo
us ¢opma ensumomarii BXE € mHacmigkom wmyTamii TeHa-
perynstopa. Ilpm HilH HemoxnuBuil cuHTe3d akTuBHOI BXE
HaBiTh y MiHIMadbHI# KinbkocTi. OJHAK y TUX BUIMAJKaX, KOJIHU
y XBOPUX BU3HAYAKTH 3AJUIIKH TiJPOJTITHYHOT AaKTUBHOCTI
BXE, nonyckalooTh HasgBHICTh MyTalii CTPYKTYpHOTO TEHA.

F'omosuroru E® E® B €BpONEHCHKHX MOMyIANiAX 3yCTpi-
qaroThes nyxke pigko (1:1000000-1:170000), tomi sx B IliBaeHHi#
Inpnii — 2,5 %, cepen eckimociB Ansacku — 1 %, a renorun E"E
-y 25 %.

IcHye Takox psAJ iHIIMX PiAKICHMX BapiaHTiB nokycy E,
30kpema anenb E © (Ha 49ecTh BigomMoro (apMakoreHeTHKa
Kelow). Bin Bu3znauae aktuBHicTh BXE nHa piBHi 70 % HOpM™MH.
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Hemo nisuime onucanui anenp E N, axuii nerepminye BUK-
JIOYHO BUCOKHHU CTyNiHb rajdbMyBaHHsS akTuBHOCTI BXE nuby-
KaiHOM TpH BHUKOPUCTAaHHI B SKOCTiI cyOCTpaTiB CYKIMHIIAHU-
TI0OXO0JiHY 1 OEH301NIXONiHY.

IIpm iHmMIEX piBHUX yMOBaxX HaWOIIbBIOI TpUBAIUK mapamid
CKEJEeTHUX M'S3IB MicAs BBEACHHS MUTHIIHY OyJae y TEHOTHIIIB
E*E® EfEF 1 ocobuIuBO E*E° B MEHIIIH Mipi 1e BUSIB-
nseteea y ECES, ETEf, 1 E'E .

B oci6 3 Hepocrtarnictio BXE 3pocTae 4yTIMBICTh HE TUIBKH
0 OUTHIIIHY, alle 1 1o iHmuX edipiB XOJiHy, 30KpemMa OeH301IXO0-
niny. OgHak pepMEeHTHHUH Tigpoi3 MUX PEYOBHH NOOpEe KOPEIre
B MEXax OJHOro i TOro camoro (eHOTUNy, aje He PIi3HHUX
penorumis. 3okpema, cupopaTka oci6 ¢enoruny E*ES He
rigpoJrizye Hi AUTHUIIH, Hi OEH301JIXOJIiH, TOJI K CHpOBaTKa 0cid
E*E?® E* E® He3nauHo pylHy€ OWTHIIH, al€ B 3HA4YHIA Mipi —
OeH30INXOTiH.

IIpu wHenmocrtatHii akTtuBHOCTI BXE MeHm iHTEHCHBHO,
MOPIBHSHO 3 JUTHUIIIHOM, MeTabO0Ni3y€e€ThCS KUCIOTA aleTulica-
JIIUI0BA 1 HOBOKATH. AJie 1[e¢ CYTTEBO HE BIJIMBAE HA TPUBAIICTh
ix mii.

Oco6nuBO cKiaaHa CUTyalliss BUHUKAE, KOJU IMepea BBEICH-
HSIM IUTHIiIHY XBopi 3 atunoBoto bXE mpuiimMaloTs aHTHXOJi-
HecTepa3Hi 3acobu (Ppi30CTUrMiH, IpPO3EpHUH 1 iH.), ab0 3HaxXO0-
nsTbes B KoHTakTi 3 ®OC. Y HUX "epe3 AyKe BHCOKY UYyTJIH-
BICTh PO3BUBAETHCA Bakka kapTuHa oTpyeHHs ®OC, HaBITH ¥
TaKuX J03aX, AKl He BIUIMBAIOThL Ha drmoaeil 3 tunosorw BbXE.
Tomy mrogeii 3 atunoBoro bXE He MoxHa momyckatu 0 BUPOO-
HuntBa ®OC i pobotu 3 HUMHU. HenouinbHO TakoX MpU3HAYATH
iM aHTUXOJIIHECTEepa3Hi NpenapaTu, OCKIIbKH BOHU HaBITH Yy
TEpPANEeBTHYHUX M103aX BUKJIUKAIOTH AyXKEe HEOE3MedHi HACIIIKH.

Henocrarnicte BXE B kpoBi 3BHYalHO TOETHYETHCS 3
JKAIOTh, MO Ield (epMEHT KPOB1 1 BHYTPIIIHIX OPTaHiB KOJIY€ETh-
Csl OJTHUM 1 TUM CaMHUM JIOKYCOM.

Ilepen 3acTocyBaHHSIM IUTHUIIIHY JTOMIJBHO y XBOPHUX 1 UJICHIB
ponuHU 3i0paTH aHEeMHE3 BITHOCHO YYTIHMBOCTI O IIbOTO Miope-
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y HUX aTHINOBHMX BapiaHTIB BUKOPHUCTAHHS AUTHUIIIHY Hexomyc-
tuMe. MOro ciif 3aMiHMTH iHITMM MiopenakcaHTOM — TyGOKypa-
puHOM TOMIO. JleTalbHE MOSCHEHHS XBOPOMY 1 4JieHAM HOTO
POOWHU TPO HASABHICTH TEHETUYHOTO AcPekTy Oyne CUpUsATH
MOMEePEeKEHHIO YCKIaAHEHb Y MailOyTHbOMY.

Y Bumajgky BUHUKHEHHS TPUBAJOTO almHOE 4Yepe3 BBCACHHS
JUTUIIHY TPOBOISATH WITYYHE NMXaHHS 1 HeraHy iHQy3io y
BeHy CBikoi ogHOTpymHOi abo 1 rpymu KpoBi, B3ATOI y JOHOPIB
3 HopMaJibHOK akTuBHIicTIO BXE. Ili 3axoau HeralHo mpumnu-
HSIOTH JII0 JUTHIIIHY, TOMY IO HassBHa B mepenutiid kposi BXE
pyi#inye #oro. EdpekTuBHO TakoX BBEJAEHHS Y BEHY HOPMAaJIbHOI
CUPOBATKH.

I'emeTnuno 0OyMOBIIEHY aTHIIOBY peakIlil0 Ha TUTHIIH HEO-
OXimHO BiApi3HATH Bija ajepriynoi peakuii Ha mei mpemapar,
npu skii aktuBHicTh BXE 3anuimaerbcs HOPMalbHOIO.

6.2. HenocraTHicTh MIKPOCOMAJBHHUX HUTOXPOM
P-450-3a7eKHUX MOHOOKCHIEHA3

Sk Bke 3a3Hauanock, i pEepMEeHTH, 0COOIUBO Ti,
o0 JIOKali3yloThcd B MeMmMOpaHax TenaTolMTiB, BiAITPamTh
MPOBITHY POJIb y MeTab0di3Mi JIKAPChKHUX 1 IHIHUX TYKOPiTHUX
pedoBuH (KceHoOioTwkiB). BoHm 3a0e3meuyioTp iX OioTpaHc-
dbopmamito cmocoboM TigpokcuinroBaHHA. [lOpiBHSIHO HEIaBHO
olnucaHa crmaJKoBa HEAOCTAaTHICTh HuX pepMmeHTiB. BoHa Bigdu-
BaeThbCcsa Ha MeTaboni3Mmi i aii nudeHiHy, HEmpsSIMHX aHTHKO-
aryJisiHTiB 1 QeHameTuny.

SAx Bimomo, AudeHiH MUPOKO BHKOPHUCTOBYETHCS B SIKOCTI
NPOTHUEIINENTUYHOTO 3ac00y, TOJTOBHUM YHHOM MNPH BEIUKHX
CYIOMHHUX NpHIaAKaX. 3aCTOCOBYETHCS TaKOX HpPH MapoK-
cu3ManbHil Taxikapaii. UyTnuBicTh XBOPUX 10 JU(EHIHY KOIHU-
BA€ThCS y BEIUKHX Mexax. [lepemo3yBaHHsS HOro mpu3BOIHUTH
70 MOSIBU 3allaMOpOYeHHs, 30y )KEHHs, JUXOMAaHKHU, HicTarmy,
TpeMopy, aTtakcii, rimeppediekcii Tomo. Moxe pPO3BHHYTHCH
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rinepririikeMist 3 BiTHOCHOIO rimoiHcyninemieto. CTymiHb MPOSBY
HETaTUBHUX peakui audeHiHy 3HaXOOUTHCS B MNpsAMid 3a-
JeKHOCT1 BiJ KOHUEHTpalii mpemnapaty B KpoBi (puc. 9).

IMcuxiyni mMOpyuIeHHs L
- L 3
ATtaxcis e o:o =
- a
Hictarm ® "*2"%u” « .
00.00 .o . . .
Puc. 9. 3anexHICTP MIXK BMICTOM
e . + . nudeHiny B mia3Mi i nIposiBaMH TOK-
0 10 20 30 40 50 60

cuuHol mii.

Judenin MeTaboIi3y€eThCA TOJTOBHUM YHHOM MIJISIXOM ITapa-
TiIPOKCHUIIOBaHHSA OJHOTO i3 (QEeHINBHUX paguKamiB no (eHii-
S5-mapaokcueHIN-5-TiAaHTOIHY, SIKMHA, B CBOI 4Yepry, KOH'IO-
TY€ThCS 3 TIAIOKYPOHOBOIO KHCJOTOIO, 1 B IIbOMY BUTJSi BUBO-
IUTHCSA 3 cedero. Y HE3MIHEHOMY BUTIAAI BHIIISETHCS JIUIIE
0nu3bko 3 % nennoi mo3u. Bucoki koHmeHTpauii audeHiny B
KpPOBi OKpeMHUX 0Ci0, 3BUYAiHO, MOEJHYIOTHCS 3 HU3BKOIO €KC-
Kpelier BKa3aHOTO MeTadoJiTy, MO CBIAYUTH NMPO HEBUCOKUU
piBEHb MapariJpoKCHIIOBAHHS B MEYiHII.

Onucani BHUNAJIKU JAYXE BHCOKOI POJUHHOI YYTJIMBOCTI 10
IudeHiny y 3B'I3Ky 3 HEIOCTATHICTIO Horo merabonizmy (puc. 10).
[TaparigpokcuiroBaHHs IHIIUX JiKapChKUX 3aC00iB y TaKUX 0cCi0
3aJIMIIAETHCS HOpMajbHUM. MaOyTh 1le OOYMOBJIEHO THUM, IO
napariipokcuiaroBaHHs AuGEeHIHY 3IIHCHIOETHCS  OJHHUMHU
bepMeHTaMU NUTOIIA3MATUYHOTO PETUKYJIYyMY, a, HAlPUKIA],
¢enobapOitany abo Qeninananiny — iHmuMH. BBaxawTsb, 1m0
ned ¢apMakoreHeTHYHHH JaeQeKT ycHaJgKOBYEThCS 3a aBTO-
COMHO-AOMIHAHTHUM THUIIOM, XO0Y HE BUKJIOYAETHCS 1 MOJITCHHE
ycrnaaKyBaHHS.
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Puc. 10. PopgoBix HemocTaTHOCTI ma-

parigpoKCcHIIOBaHHS AUDCHIHY, SKUH

npoctexeHnud y xsoporo W.Y., iioro
TY opara (C.Y.) i marepi (E.Y.).

PY

VY Bumajaky BUHHUKHEHHS NPOSIBIB IHTOKCHKaILii y 3B'SI3KYy 3
npuiiMaHHsIM AUQEHIHY B HEBEJIUKHX J03aX CIiJ 3aMi03pUTH
HEJIOCTATHICTh WOTO MapariipoKcuiroBaHHsA. Toal He CIia Bif-
MIHATH TIpemapar, a JIUIIe 3MEHIIUTH 03y, IpH SAKIA PpapMako-
JNOTIYHUNA e(eKT 3aJUMUTHCS BUCOKHUM, a MOOiIYHI peakiii He
NPOSBISITHCS.

UyTAauBiCTh NIOJEH 10 HEUPSIMUX AHTUKOATyJISHTIB KyMapu-
HOBOTO psAAy (DuKyMapuHy, HEOAUKYMapHHY, Bap(apuHy)
TaKOX KOJIMBA€THCS B 3HAYHUX Mexax. ToMy 3acTocyBaHHS iX
MOBUHHO MPOBOJIUTHUCH MiJl 000B'I3KOBUM KOHTPOJIEM 3a BMiCTOM
npoTpoMOiHy 1 iHKUX (QaKTOpPiB 3ropTaibHOi CUCTEMH KPOBI.

[linBumena 4yTAWBICTh OPTaHi3My JO KYMapHHOBHUX aHTHU-
KOArynsiHTiB BUHUKae mpu Aedinurti Bitaminy K, mpuckopeHoMy
000poOTi MpOTEiHIB MJIa3MHU, 3aXBOPIOBAHHAX MEUYIHKHU, NMPHU AKHUX
NOPYUIYEThCSI CHHTE3 MPOTPOMOiIHY, MPOKOHBEPTHHY, IHIIHX
(dhaxTopiB 3ropTaHHS KpoBi. BoHa 3pocTae Mmia BIUIUBOM IEIKUX
JiKapChKUX 3aco00iB, SKi BUKIWUKAOTHh nedinmut BiTaminy K,
HampuKIajJ, y 3B'A3Ky 3 NPUTHIYCHHSAM MiKpOo(dJIOpHU KUIICYHHKA
(aHTHOIOTHKHM IIHPOKOTrO chekTpa Aii, cynbdaHimamiau i iH.),
ypaXXeHHSIM IMe4YiHKH (Hampukiaj, NHHXOpeHOM) abo BHHHK-
HEHHSIM XOJIECTATMYHOI'O TFeNaTUTy 4epe3 NpUMMaHHSA MOXiOHHUX
(eHoTHA3WHY, aHAOONIYHUX CTEPOIiNiB, €CTPOTEHIB.

[Ipy moegHaHHI HENPAMHX AHTHKOAryJsHTiB 3 OapOiry-
paramu, ocobauBo (eHOOapOiTANOM, HACTAE MOCTYMOBE 3MEH-
mEeHHA X mpoTpoMOiHOTeHHOT Aii, MO 3BUYafHO KOMIEHCYETHCS
30inpmeHHsaM 1n03u. BigMina B Takiil curyarnii ¢enobapobitary,
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K NMPaBUI0, MOXKE MPU3BECTU O Pi3KOI0 3HUIKEHHS 3r0pTallb-
HOCTI KpOBi, MOSBH HEOE3MEUHUX KPOBOTEY.

OnucaHi BUMAJKKA CHAJKOBOI MiABUIIEHOT YyTJIMBOCTI opra-
Hi3My [0 mpemapariB rpynu kymapuny. [IpaBaa, BoHM Tpar-
JNSIOTHCS IyXKEe PiaKo.

deHaNEeTHH y 3M0pPOBUX 0CiO, THM OiNbIIe B TEPaNeBTHIHUX
n03ax, HE BIJIMBA€ Ha MeTreMorinobinoyTBopeHHs. Ilpuiimanus
HOro OJHOKPAaTHO B 1031 2 I MPU3BOAUTH A0 OKHUCIECHHS JHILIE
npubauszno 2,8 % remorno6iny. Kpim Toro, iHIyKyBaHHs MiKpo-
COMHHMX (epMeHTIB mneuiHku ¢eHoOapOiTamoM HE NiJBUILYE
METTeMOTJI00iHOYTBOPIOBAIbHY aKTHBHICTH IOTO Ipemapary.
Onnak B 0ci0 31 CXHIBbHICTIO 70 (EHAIETHHOBOI METTEMOTIIO-
OineMii nis ¢eHameTHHY Ha 1€ MpoIlec Pi3KO 3pOCTae: BHHUKAE
3HaYHa MeTremMorio0iHemis, ska nepebirae Ha (GoHI 3HAUHHX
HEBPOJIOTIYHUX MPOSIBiB.

BBaxaioTh, moO NEPBUHHUM AePEKTOM, SIKHH MPU3BOIHUTH
10 (GeHameTHHOBOT METreMorjo0iHeMii, € HeIOCTaTHICTh
MEYIHKOBUX MIKPOCOMAJNbHUX TiIpOKcHIa3, 30kpemMa O-me30K-
cuiazu — QepMeHTy, SIKUW 3a0e3neuye ne3eTUNIIOBaHHS (eHale-
THHY B aueramMizodgeHos. 3aMicTh IbOTO HACTA€ TiAPOKCHUIIO-
BaHHs (EeHALETHUHY B OKCU-2-(QEHETHAUH 1 OKCH-2-(QeHaleTHH,
AKi MalTh METTeMOTJI06iHOyTBOPIOBANbHI BIacTHBOCTI. MMmo-
BIpHO, 3 TAPOKCUIBLOBAHMX MeTa0OINITiB (eHalleTUHY HaHOLIbII
3HAYHAa METTeMOTJI00IHOYTBOPIOBAIbHA aKTHUBHICTh XapaKTepHA
IUIsL OKCHU-2-(pEeHETUAUHY.

[Ipodinaktuka penaneTnHoBOi MeTreMorio0inemii momnsirae
B a0COJIOTHOMY MPOTHINOKa3aHHI JO MNPU3HAYCHHS IHOTO
npemnapaTty ocobaM 3 BHCOKOIO YYTIHBICTIO 0 HBOTO.

6.3. ®eninkeToHypisa (peHinmipoBuHorpagHa
oJiiropenis)

Ile 3axBOpIOBaHHS, B OCHOBI SIKOTO JIEKHUTh IMOPY-
meHHs MeTabonizMy ¢eHinaraniny. Ilig BunuBoM QeHiTamaHiH-
ripokcuiia3u ¢GpeHinanaHiH TiIIPOKCUIIOETHCS B THPO3HUH, SKHU
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€ TIOTIEPEeAHUKOM MeJlaHIHy, TOPMOHIB HMIUTOMOAI0OHOT 3a5103W i
MO3KOBOTO HIapy HaJIHUPKOBUX 3ano3. lLleil mpomec 3aiiic-
HIOETHCS B MITOXOHJIPIsIX IenaToUuTiB. TUPO3UH WIIAXOM AeKap-
OOKCHIIIOBAaHHS TMEPETBOPIOETHCS B THUPAMiH — BHXIJHHH TpoO-
IYKT IUISI CHHTE3y aIpeHaNiHy 1 HOpaJapeHaliHy, 3 OJMHOTO OOKY,
i B quioATHpO3uH, 3 iHmoro. KpiMm Toro, BHaciigok MeTabomizmMy
¢eHinananiny yTBOpIO€Thcsl MenaHiH (puc. 11).

Tuposun
Deninananiun OH Tupamin
~ ‘lbe:i:{liila_ | Anpenanin
Y rigpo-
Kcujaasa \
H2 ICH2 ?Hz
CH-NH, CH-NH , ?Hz
COOH NH,
Menanin
CH H
[ i 2 Puc. 11. Cxema cuHTeE3y al-
HoN 2 HoNE CHAIlIHy, THPOKCHHY 1 Me
COOH COOH p . Y p y
AUHOATHPO3HH 3.4 — nuokcu(eHinananin JIAaHIHY.

MerabonizM (QeHiganaHiHy MNOPYMYEThCS Yy 3B'S3Ky 3
HEJIOCTATHICTIO aKTUBHOCTI (eHLTamaHiHTiApokcuiaa3u (rimepde-
Hinana"inemis | tumy, abo kiacuuHa (peHIIIKETOHYpiA), HEIOC-
TATHICTIO aKTUBHOCTI IHUTiIpoOionTepuauH-peaykTasu (rimepde-
Hinananinemis II 1 III tumiB), a Takox udepe3 mopyueHHs Oio-
CUHTE3y nurigpobiontepuny (rimepdenimamaniaemis IV 1 V
TumiB). [Hmi THOU rinepdeHimamaHiHeMii TPAMIAIOTHCS TyXKe
pinko (tabu. 18).

[Ipu renernuyHo oOyMOBIEeHiH HemocTaTHOCTI (eninanu-
HIHT1IPOKCHUIIa3W Pi3KO MOPYIIYETHCS OKUCIEHHS (eHINTanaHiHy
B TUPO3WH. Y 3B'SI3Ky 3 IHUM, piBEHb WOTO y KPOBi 1 CTUHHO-
MO3KOBil piaAMHI 3pocTae, TUPO3UHY — 3MEHIIYETHCA. 3POCTAE
TaKOX BMICT y KpoBi 1 ceui Takux mMertabouiTiB, Ik QeHin-
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MipOBHHOTpagHA KHCcIO0Ta (MPOAYKT He3aMiHyBaHHS ¢deHima-
JMaHiHy), eHIIMOJI04YHa KUclIoTa (MPOAYKT BiHOBICHHS (DeHiN-
MipOBUHOTPAJHOI KUCIOTH) 1 (EHIJIONTOBA KUCIOTa — MPOIYKT
JIeKapOOKCHUIIOBAHHS 1 OKHCIEHHS (EeHINMipOBUHOTPAAHOT KHC-
notu (B. Pomyenm, 1993).

Tabauys 18

Tunu rinepgeniiiananinemii, npUYMHN 3aXBOPIOBAHHS i MeTOAU

JiKyBaHHS

Tumn.
Ha3zsa xBopoou

Hpuyuna xBopoou

Metoa JikyBaHHs

[. deninkeToHYpis

BincyTHICT aKTHBHOCTI

JlieTa 3 HU3bKUM BMiCTOM

(DKY) (eHimaNaHIHriAPOKCH-  |peHiTaIaHiHy
nasu
[1. Crifika rinepgeninana-|3amkends akTuBHocTi  |[CocTepeskeHHs abo
HiHEMis (eninananin- Mepi0ANYHA JTi€TOTepaIis
[1ApOKCHITIAa3H

[1I. KopoTkouacHa nerka
rinepdeHiIanaHiHeMis

Husbka akTHBHICTB
(heHinamaHiHriApOKCHITa-
3W B TIepi0]] pO3BUTKY

CroctepexenHs abo
Mepi0ANYHA JTi€TOTEepaIis

V. HemocrarHicTs

[ToBHa a00 YacTKOBa

JIODA, 5-rigpoxcuTpw-

AQKTHBHOCTI BiICYTHICTh aKTUBHOCTI |To(haH, kap6i-[JJODA

TUTip OTITE P H- T Ip ONITepU T HH -

pentykTasu penykrasu

V. HenopMmasbha GyHk- [[lopymienns B cuctemi  [JIODA, 5-rigpokcutpu-

List quripodionTepuHy  [cMHTE3y nrodan, kapoi-JODA
rinpobionTepuny

V1. Criiika rinep deHina-
naniHeMist 1 THpO3UHEMIst

Katabosti3M THPO3HHY

JlieTa 3 HU3BKHM BMICT-
oM (eHiTaNaHiny

[VII. KopoTkouacHa THpO-
BHHEMIsl Y HOBOHApOIKe-
IHUX

[HriOyBaHHS M-T1IPOKCH-
(heHITTPyBaTOKCHIA3U

Bitamin C

VIII. CriagxoBa THPO3H-
HeMis

HenocTaTHs akTHBHICTh
rigpokcudeHis-
[1ipyBaTIHOKCUTEHA3H,-
[IUTOTIIa3MATHYHOT
TUpO3MHAMIHOTpaHC(e-
[pa3u, HEIOCTaTHICTH Py-

MapWIageToalcTaTy

JlieTa 3 HU3BKHM BMICT-
OM THPO3UHY + 1H’ €Ki
[IIyTaTiOHY
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QeHinKeTOHYPisS BiAPI3HAETHCS 3HAYHUM KIIHIYHUM TMOJi-
Mop¢izmom. HaiiGinpm Baxkka ¢opma — tunoBa DPKVY (tun
1A). ¥V xBopux piBeHb rinepdeninananinemii gocsrae 30 % i
Oinpme. Bigmivaerbcs TinubOoOKe BijJCTaBaHHS Yy PO3YMOBOMY
po3BUTKY (HmXk4Ye 70 6amiB 3a CTaHZAPTHUM TECTOM IJISI TIiTEH
crapmoro Biky). P.A. IOparimoBa (1976) BusiBuna aBa KpaiHix
THIH PO3JaJiB MOBEAIHKH XBOPHUX 1 psAA "NPOMIXKHHUX" CHHAPO-
MiB. AtunoBa ®KVY (tun IIB) xapakTepus3yeTbCcs 4acTKOBUM
nedinuToM QeHiNanaHIHTIAPOKCUIa31u, HE3HAYHUM BiJCTaBaH-
HSIM PO3yMOBOTO PO3BHUTKY, HEBHCOKOIO TinmepdeHitagaHiHeMi€I0
1 HOpMaiabpHOIO THpo3uHeMiero. JlareHTHa dopma (tun 1C) Moxke
OyTH CIpPOBOKOBaHa HaBaHTAXCHHAM (eHinanaHiHy abo IHIIUMH
¢dakTopaMu. Y YacTHHH XBOPUX MOXKYTh CHOCTEpIraTH poO3yMO-
By Bijcramicts. Y HOoBOHapo ukeHux (tumn II) moxke BigmiuaTucs
MMOpYIIEHHS TpaHcaMiHyBaHHSA (eHimamaniny. 3aXBOPIOBaHHS
MPOSBASETHCSI abo Jerkoro rimepderinaranineMmiero 6e3 KV i
0e3 mopyuieHHsT po3ymMoBOro po3BuTKy (tum I[A), abo y Burmsmi
3ami3HEeHHS y JA03piBaHHI (QeHiITpaHcaMiHa3 1 THUMYacoBOi
rinepdpeninananinemii. Tun III ®KY cnocrepiraerbcs y HOBOHa-
POIUKEHUX HiTeH. Y HUX MOPYIIEHO OKHCJICHHS THPO3WHY. B
Mipy pOCTy OHTHHH Il NeeKT MOCTYyIMOBO 3HHKAE.

Kniniunuéi  nonimopdizm @OKY obymoBinenuir rerepo-
FEHHICTIO MOHOJIOKYCHUX MYTallill reHa, IKHH KOAYE CTPYKTYPY
¢eninananinrigpokcunasu. [liATBepIKEHHIM I[BOTO € ATUIIOBI
TOMO- i TeTepo3uroTHi Hocii reHa @KY 3 He3HAYHUM MOHMIKCH-
HSIM aKTHBHOCTI (DEpMEHTY.

Yactora ®KVY cepen nHacenenHs He nepesumye 1:7000-
17000, rereposurotrHoro HocidictBa — 1:50. 3axBoproBaHHS
YCTHaJKOBYETHCS 32 aBTOCOMHO-PEIIECUBHUM THIIOM.

[Ipu deninkeToHypii pi3Ko 3pocTae YYTIAUBICTH aapeHOpE-
LENTOpiB CyIWH A0 KaTexoJIaMiHIB (aJpeHaNiHy, HOpajapeHa-
niny). Y 310poBHX 0Ci0 iH'€KLis y BEHY PO3UYMHY aJpeHAIiHY
rigpoxaopuny y nmo3i 0,25 Mr 3BUYalHO NPU3BOAUTH M0
MiJBUIEHHS apTepiaJbHOro THCKY B cepennbomy Ha 30 % Bix
BuxigHoro. Y xBopux Ha (eHinkeronypito AT 3poctae B 3 pasu.
Uepes 1e mpu BiAMOBIMHUX MOKa3aHHAX aJpeHaiH 4H HOpazape-
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HaJIiH XBOPUM Ha (PEHITKETOHYpiI0 MPU3HAYAIOTh y MIHIMAJIbHUX
no3ax. Y Mipy yCyBaHHS KJIIHIYHMX NPOSBIB 3aXBOPIOBAHHS
HIIXOM JI€TUYHOTO JIKYyBaHHS peakiiss CyIHMH Ha IIi 3aco0wu
HopMmami3dyeThes. [lpu panHbomy usikyBaHHI nposisu DKV
MOXXYTh HE PO3BUHYTHUCK. [Iporpecyroduil po3BUTOK PO3yMOBOI
HEJIOCTATHOCTI y JiTeH TMONMepeKyeThCs JI€TO 3 JyXKe
HU3bKUM BMicTOM (eHinananiny. Koau nitu gocararwoTh 6-TU
pPOKiB, TaKy Ii€ETYy MOXHa BiIMiHUTH, 0O 3 IOTO 4Yacy ITiJBHINCHA
KOHIIeHTpanis ¢QeHimananiny i Horo MeraboliTiB TepecTae
MPOSBIATH Bil'€MHHUH BIINB Ha MO30K. [[03UTHBHI pe3yiabTaTtu
MOXYTh OyTH AOCATHYTI 3aCTOCYBaHHSM aHaOOJNIYHHUX CTEPOiMmiB.
Tax, BBeACHHS XBOPHUM AITSAM peradoiiny y M'si3u mo 25-75 mr
Ha THXJCHb 1 METaHAPOCTEHOJONY Mo 4 Mr Ha H00y MpPOTATOM
2 pOKiB MOXeE CHpHUATH HopMaii3amii BMicTy QeHinalaHiHy i
THPO3UHY y KPOBi, 0 MOKPAIIEHHS MCHXOHEBPOJOTIYHOI'O CTaHY.

6.4. HenocratHicTh rinokcantTuH-gpochopudo3uni-
TpaHcdepasu

l'imokcarntuH-PpochopubdozunTpanchepaza € MpoBig-
HUM (epMeHTOM MypHHOBOTO 0OMiHy. BiH 3a0e3meuye meper-
BOpPEHHs TyaHiHY i TIIOKCAaHTHUHY Yy BiANMOBiAHI HykieoTuau. bepe
y4acTh TaKOX y MeTa0o0Jdi3Mi MEpKaNTONypUHY U a3aTionmpuHy
1 aJIONMyPHUHOIY.

HenocratHicTs rimokcaHTuH-pochopubosunrpanchepasu
Tpanngetsea y 0,5 % XBopuX Ha mojarpy, a TakoXX Ha CHHAPOM
Jlem-Hixana. [lpm mbOMYy CHHIPOMI BHUSBISIETHCS HYJIbOBA
AKTUBHICTH (pEPMEHTY, a IpHU mojaarpi BoHa He mepeBuinye 1 %
Big HopManbHOro piBHs. Lleit nedexr, MaOyThb, yCIaAKOBYETHCS
K 34eryieHa 3 X-XpOMOCOMOIO pellecCHBHa O3HaKa.

I[lpu  HemocTaTHOCTI  TinmokcaHTUH-(PocPopubdO3UITpaH-
dbepa3um IiKyBaHHSI XBOPHX Ha MOJArpy ajloNypHUHOJIOM HeOe3-
NEeYHO 4Yepe3 MOJXKJIMBE YTBOPEHHS KCaHTHHOBUX KaMmeHiB. Lle
00yMOBJIEHO THUM, W0 uepe3 30inpmeHHs iHriOyouoi mii
AlIONypPHUHOJIy Ha KCAaHTHHOKCHIA3y TallbMYEThCS OKHUCICHHS
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KCaHTHHY. BHacmigok mporo BMicT HOro B KpOBi i cedi 3pocTae
0 piBHSI, IPU SKOMY MOXIJIHMBE BUIAJlaHHS KCAHTHHY B Ocaj y
ce4yi 3 HACTYNHUM YTBOpPEHHSIM KaMeHiB. Tomy XBOopHUM Ha
CMaJKOBY HEJIOCTATHICTh IbOTO (PEPMEHTY NPHU3HAUCHHS ajio-
NYypPUHOIY TPOTUIIOKA3aHE.

6.5. lucaBroHomiss poaunHa (cunapom Paiini-/les)

e cmagkoBe 3aXBOpPIOBaHHS, SIKE XapaKTEPU3YEThb-
Csl pI3HUMH HEPBOBUMHU MPOSIBAMH, MPUTHIUYEHHSIM CeKpemii
CIII3HUX 3aJi03, BUPA3KaMH POTIBKH, MITIUBICTIO TOMO. Y XBOPHUX
MOPYUIYEThCS TEPMOPETYIsALisl, 3HUXKYETbCA OOJILOBA YYTIH-
BicTbh, KOoOpaWHaUis pyxiB. Tpamnserscss y AesKuX paloHax
CximHoi €Bpomnu, ypa)aruu NEpeBa)XHO €BPEHCHhKI POJUHM.
YcnaakoByeThCs 3a aBTOCOMHO-PEIIECUBHUM THUIIOM.

XBOpi Ha AWCABTOHOMIIO MPOSBIAIOTH BUCOKY YYTIHBICTH
no iHransuiiiHux 3acob0iB — groporany i meTtokcupaypaHy, a
TaKoX J0 XoJiHOMiMeTuka MmMeTaxoidiHy. CyTp uporo gapma-
KOJOT14HOTO e(eKTy 3aiuinaeTrhcs He3po3dyminoto. Peakmis Ha
METaxoJdiH Ay)Ke Harajaye peakxiliio JeHEepBOBAHWX OpPTaHiB Ha
M0 ameTHAXOoJiHy. BBakamTh, MO MPH MbOMY 3aXBOPIOBAHHI
MeTaboi3M METaxoJIiHy He CIIOBIIBHIOETHCS, a Pi3KO 3pOCTaE
qyTIUBiCTE M-XOJNIHOpPEUENTOPiB OPraHiB i CHCTEM JO XOJiHO-
MiMeTuKiB. Y 3B'sI3Ky 3 IIMM, 3Ha4HO 3pocTae (papmMakojoridyHa
niss GTopoTaHy, MeTOoKcupnypaHy i Meraxoliny. ToMmy nerko
BHHHUKa€ iX mepeno3yBaHHsA. Hapko3 y Takux XBopux HeOe3-
MeYHUI Yepe3 eMOIliifHY HeCTiHKiCTbh, TinmepcaliBaiilo, MOXKIUBY
acuipamii CIWHU, OJOBaHHS TOIIO. [Ipu 3MiHI MOJOXKEHHS Tijia
4acTO PO3BUBAETHCS OPTOCTATHYHHMH KOJAINC, HaBiTh 3yNHHKA
cepusi. HeratuBHi peakirii 3 60Ky BereTaTUBHOI HEPBOBOI CHCTE-
MU, SKi BUHHUKAIOTH ITiCJISI BBEICHHS METAaxXOJiHY, 3am00iraroThcs
a00 3HIMAKTHCS ATPOIIHOM i aHATIPHIIHOM.
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7. 'eHeTH4HI MOPYLIEHHA, IPH SAKUX i
JiKapcbKUX 3ac00iB 3MeHIIYEThcsA a00
He MPOSIBJSIETHCA

7.1. Axarauaa3sis

Ile cmankoBe 3aXBOPIOBAHHS, NMPHU SAKOMY i KaTa-

Ja3u He MPOSIBISETHCS Yepe3 BiACYTHICTh il aKTHBHOCTI B KpOBI,
IHIIUX piiMHaxX Ta B opraHax. Kartamaza — oguH 3 IaBHO BiZOMHX
¢depmentiB. Y 1818 poui BiH OyB onmHMCaHWil miJ Ha3BOIO remasa
1 cymepokcupasa. SIK reMomnpoTeis, CKIaga€eTbcsi 3 TEPMOCTa-
O0inpHOTO KOQepMeHTy TeMiHy 1 TepMoyabinbHOTO crenupivHOTO
Oinka i3 18 amimokucnor. BimHocHa Momekyisapua maca — 248000.
Karama3za MiCTHTBCS Maifke y BCiX opraHax i piIKHX cepemo-
BHIIaX JIOJWHY, TBApUH 1 pocnuH. OcoOnauBo OaraTto ii B mediHIl,
MEHIIE B HUpPKax, epurpouurax. OyHKUis UbOT0 (EpMEHTY IO-
JsAra€ y po3LICNJICHHI MEePOKCHAIB, 5IKi YTBOPIOIOTHCS B OpraHizmi
B mpoleci oOMiHy pedoBHUH abo0 MiA Ji€l0 €K30TeHHUX (aKTOPiB.

2 HO, 2 HO +0,.

KaTalia3za

VY pe3ynbTaTi Takoi peakiiii yTBOPHOETHCS BEJIMYE3HA Kijb-
KicTh APIOHWUX TYXHUPIIB MOJEKYISIPHOTO KHCHIO. Ha HbOMY
IPYHTYETHCA BHUKOPHCTAHHS PO3YMHIB NEPOKCUIY BOJHIO Y
MEIMYHIM MpakTHIi, 30KpeMa, s oOpoOKM THIMHUX paH, BUpa-
30K TOLIO.

Karana3a — oaun 3 Haii0inem akTuBHUX QepmeHTiB. OqHA
MoJeKyna ii Jerko pyWHye 5 MIH. MOJEKYJ NMEPOKCHAY BOIHIO
3a 1 xB. Taka mBUAKICTH Ii€i peakiii Mae Bemuke (Qiziosoriune
(3axucHe) 3HAYEHHA. 30KpeMa, HPH HOPMalbHIH aKTHUBHOCTI
KaTaja3W €HJO0- UM €K30TCHHI MEePOKCUIHM HE BCTUTAIOTh OKHC-
JIOBATH Pi3HI PEYOBHHH, K HANPHUKIAI, TeMOriobiH, iHmi 6iono-
riuyao akTuBHiI cnoayku. Kpim mepokcuaiB, kartamaza Oepe
y49acTh Yy MeTa0o0JIi3Mi €TUJIOBOTO i METHJIOBOTO CIHUPTIB.

Ha akTuBHiCTH KaTalla3Ww BILUIMBAIOTH pi3HiI (pakTOpu 1OB-
Kinns: piera, Oinku, neski Bitaminu (B,,, ¢omieBa xuciora),
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JmiKapchKi ¥ iHIII XiMiuHI pedoBWHH (cynbdaHimaMminu, mpemna-
patu pTyTi, CHONYyKM MHUII'AKY). loHi3yloua pagiamiss Takox
raJjbMy€ akKTHBHICTh (pepMeHTY. AKTUBHICTh HOTO MOHUXKEHA
npu TyO0epKyiabo3i, neskux ¢opmax nelko3dy. OqHaK CTYHiHb
MIPUTHIYEHHS HIKOJW HE 3HWKYETHCS IO MATOJOTIYHOTO PIiBHS.
TuMyacoBa HeZOCTaTHICTh AKTUBHOCTI KaTajga3W MOXKe OyTH
HAacIiJKOM He3pinocTi GepMeHTy Y HOBOHAPOJIKEHHUX AiTEH.

[lepmnii BUagoK YypoAXeHOI HEIOCTaTHOCTI KaTala3u OyB
ONMUCAaHUM sMOHCHKMUMHU ngociigHukamu Takahara i Mijamoto B
1948 p. XBoporw BusBmiaack |1-TiTHS AiBYMHKA-SIMOHKA, SKa
MaJila TAaHTPEHO3HY TPaHyJIboOMY CHHYyca Hoca. Ilicias BiAmoBimHOTO
XipypriyHoro BTpydYaHHsS JAis PO3UYUHY HEPOKCHAY BOJIHIO,
HaHECeHOTO Ha paHy, He CYyNpOBOJXYBajlach YTBOPECHHSM
NyXHPIiB KUCHIO. AJle 3MillyBaHHSI HOro 3 KpoB'to miei XxBopoi
MIPU3BOAMIIO IO OKHCIIOBAHHS TEMOTJI00iHY B METTeMOTJIOOIH.
Komip xpoBi HaOyBaB KOpPHUYHEBO-YOPHOTO BiATiHKY. BuHHKIO
NpUIYIIEHHS NP0 HAsBHICTh HEJAOCTATHOCTI aKTUBHOCTI KaTa-
na3u. JlomaTkoBi AOCHIJ)KEHHSI BKa3alk Ha BIJCYTHICTh IIbOTO
(dhepMeHTy He TiJIbKH B KPOBIi, ajie ¥ B CIU30Biil 000J0HII poTa
1 HOCca, MediHIli, KiCTKOBOMY MO3Ky. lle 3axBoproBaHHS Oyi0
Ha3BaHO akaTaiasie (XBopobOoro Takarapa).

HeBnoB3i AMOHCHKI JOCHIAHUKH 3 8 THUC. OOCTEKEHUX BHSI-
Bunu 60 oci® 3 maranoriero karanasu. Cepes HuUX Oyiau ocoOu 3
BiJicyTHicTIO hepMeHTY (akaTtanas3Hi) i 0COOHM 3 MOHHMKEHOIO Ha
50 % axTuBHICTIO (TiMOKaTaga3Hi).

CrapaHHUH TeHETUYHUH aHaNi3 25 ciMel, B AKUX Oyiau ocobwu
3 nuMHu GopMaMM MaToJOrii Karanasu, Mokasas, IO aKaTalaszis
€ aBTOCOMHO-pELECHBHE 3aXBOPIOBAHHS, SIKE& BUKIHKAETHCS
peuecHBHUM ajelieM aBTOCOMHOTro reHa. Yacrime e 3axBo-
PIOBAHHS TPAIIAETHCS B CIM'SIX 3 €MUHOKPOBHUMH IIITI0O0aMHU.
VY 0arpkiB, AKi TEHETUYHO 370POBi, 3aBXKIN HAPOIKYIOTHCS AITH
3 HOPMallbHOIO AKTHUBHICTIO KaTaja3W: SKIIO B OJAHOTO 3 HHX
aKTHBHICTH 1i HOpMaJbHA, @ B 1HIIOTO MOHW)KEHA, TO MOXKJIUBE
HapOJDKEHHS JiTe 370poBUX 1 rimokartana3znux. [Ipu 3mopoBomy
1 akaTamazHoMy OaThkax BCi IiTH OyayTh TilmoKaTala3zHUMH. Y
TOMY BHNAJKy, KOJM YOJOBIK 1 XiHKa MalOTh MOHUXXEHY aKTHUB-
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HICTh KaTalla3W, TOOTO € TimoKaTalla3HUMH, IX JiTH MOXYTh
OyTH akaTaJa3HUMH, TiMMOKaTala3HUMH 1 3[I0POBUMH. SIKIIO OMUH
3 0aTbKiB XBOpi€ Ha rimokaranasilo, a iIHIIMKA Ha akaTaiasiio, y
iX giTed MOXJMBa akaTajasis 1 rimokarana3isi; HapOJ KCHHS
3J0POBUX AITEH BHUKIIOYAETHCH.

OTxe, maTojoris KaTaja3w BUHUKAE JHIIE MPH HASIBHOCTI
B OJHOTO YU B 000X 0aThKiB MyTaHTHUX TEHIB, SKi BITIOBIIaIOTh
3a cuHTe3 epMeHTy. SKIo MyTalis reHa € JHIIEe B OJHOTO 3
HUX — MOXJIMBE HApPOJKCHHS JiTeH 3 rimokarajaszierw. Skimo i
0aTpKO, 1 MaTH € HOCISIMH MYTaHTHHUX TEHIB, TO HE BHKJIIOUCHE
HapOJUKEHHS JiTeH 3 akaTajasi€ro.

VY niteparypi € JaHi mpo Te, L0 aKaTajlas3ilo MOXYTb 3yMOB-
JIOBATH SK MYTalil CTPYKTYPHHUX, TaKi PeryJsTOPHUX TEHIB.
BBaxawTh, 110 HACHIIKaMU MyTalii [UX T'eHIB MOXE OyTH MOB-
Ha BIJICYTHICTh KaTayla3W, CHHTE3 Karaja3u 3 MOHWKEHOIO aKTHUB-
HICTIO 1 aTHMIOBOI HEaKTHBHOI KaTalasu.

Axaranasis, 3BUYaliHO, BUHUKA€E B IiJIiTKOBOMY Bili. Cepen
ATOHLIB BOHA iCHY€ B TPhOX KJIiHIYHHUX (popmax: Jerkii, moMipHiH
1 pi3ko BHpaxeHil (3mosikicHii). Jlerka Gopma mposiBIsIeThCS
BUpa3KaMM SICeH, MOMipHAa — HasBHICTIO aJbBEOJISIPHOI TaHTPEHH,
3705IKiCHa — PO3MOBCIOJ)KEHHSIM TaHTPEHHW Ha M'AKi TKaHWUHU
mienen, arpodier anbBEOJSIPHUX BiIPOCTKIB 3 OTOJKBaHHAM
muiiku 3y0iB, iX BTpaToto. [Ipomec Moxxe pPO3MOBCIOIKYBATHCH
Ha CJIM30BY O00OJOHKY HOCa 1 JIOJATKOBI MOPOKHUHU BEPXHBOT
menend. Mo)ke BUHUKHYTH CETICUC, PO3BHHYTHUCH TINMONIMiAESMis
yepe3 3HIKEHUW CHHTE3 JIiMimiB y mediHmi. 3HaYHUX 3MiH 3
OOKYy epUTpONUTIB He HacTae, 00 AePiUUT KaTaaa3u KOMIECH-
CYETHCS 1HIIMMH (QepMeHTaMH.

AKaranazis TpaiuIsIETbCS HE TIIBKH y HaceleHHsS Ha Jlamexo-
My Cxomi, 30kpema B SAmonii i Kopei, ane i B €spomi. Y IlIBeiina-
pii, Hampukmana, npu odbctexeHHi 18 459 oci6 Oymo BusiBiIeHO 2
pOAWHU, cepela YJeHIB sKUX y 8 Oyya BHUSBICHA akaralasis, a
y 30 — rimokaranasis. [Ipu oGctexenni 73 661 mpoO kpoBi,
B3SITUX y NMPH30BHUKIB MIBeHIapchkoi apwmii, mume y 3, mpax-
TUYHO 310pOBHX, Oyna BUsBIEeHa akaraiasig. bymo BcTaHOB-
JICHO TaKO’K, IO IMBEHMapIi 3 akaTajaa3i€i BiApi3HIIOTHCS Bix
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KaTaJa3HUX SIOHIIB TUM, [0 Y HUX MOBHOI BiICYTHOCTI Kartama-
3M B TKaHMHaxX 1 pigumHax opraHizmy He OyBae. Llum, malyTs,
MOSICHIOETHCS TOW (haKT, IO SIMOHIII 3 akKaTajxa3i€w YacTo
XBOpIIOTH Ha 3amalibHi 3aXBOPIOBAHHS CIM30BOT OOOJIOHKH pOTa,
HOCa, MOMOMDKHHX IMa3yX, Yy HAUX 1HKOJU OyBa€ HaBIiTh CEIICHC.
Takux cympoBiIHHX 3aXBOpPIOBAaHb y MIBEWIApIiB 3BUYAWHO HE
OyBae. lle 3ymMOBIEHO THM, IO Yy TOMO3HUTOT-SAMOHIIIB AaKTUBHICTH
KaTala3u ny>Ke HHU3bKa, B cepeaHbomy He mepeBuinye 0,23 %
BijJ HOpMaybHOI, y mBednapiis — B 3 pasu Buie (0,57 %). YV
TeTEPO3UTOTHUX HOCIIB BOHA MPH SAMOHCHKOMY THII AeDEKTY
craHoBUTh O0nm3bko 50 %, a mpm mBeinapcekomy — 65-85 %.
Ha HasiBHiCTH BIAMIHHOCTI MiXX HUMH (GOpMaMU TEHETUUYHOI
MaTojorii BKa3yloTh TAaKOX OCOOJMBOCTI KIHETUUYHHX BIIACTH-
BocTed (epmeHTy. 30KpeMa, Y TeTepO3UroT MPH SIMOHCHKOMY
THUT1 TepMOCTa0iINBHICTh KaTalla3W BHUABUJIACH 3HAYHO BHUIIOIO.

JliarHocTuka akaraiasii TPyHTyeThCAd Ha JAaHUX aHaMHe3y i
pe3yinbTaTax BIiINOBiAHHUX JabopaTOpHUX pgociimkeHb. Cuin
BPaxOBYBAaTH HAasiBHICTb y MHUHYJIOMY YacTHUX 3amalbHHUX MPO-
[eciB y MOPOXKHHUHI poTa, 3aXBOPIOBaHb sICEH 1 3y0iB, BUPA3oOK,
albBEONSIPHOT TAHTPEHU MPH OTJISAJI.

HeoOxinHO TakoX BpaxOBYBaTH, IO OCOOM 3 TilMOKaTala3i€ro
1 0c00JMBO 3 akaTajla3i€l0 BiAPIZHAIOTHCS BUCOKOIO YYTIUBICTIO
70 aJKOTOJBHHUX HamNoiB Yepe3 3MEHIICHHs MBUJIKOCTI OKUCIICH-
Hs eTunoBoro cnupty. [lopsa i3 muMm, B oci® 3 akaTanasi€r
HACHiKH OTPYEHHS METAaHOJIOM (METHJIOBUM CHHUPTOM) OyAyTh
MEHII BUpaxeHWMH. lle 3yMOBIE€HO THM, MO y Takux O0cCi0
MeTaHOJ MeTaboJi3yeThCsl MEHII iHTEHCUBHO. TomMy B opranismi
BMICT TOKCHYHOTO (GOpManbaerily — HPOMIXXHOTO MPOAYKTY
OKHCIICHHS IIOTO CITUPTY — HE JO0CSITae BUCOKOTO PiBHI.

BiacyTHicTh kKaTama3uw B KpOBI 1 TKaHWHAX TPH AOCIHIIKCHHI
Oynb-AKUMH METOJaMH CBiIYWTH MPO HASIBHICTH akaTaiasii.
HalimpocTimuM MeTOAOM € JO0JaBaHHS PO3YUHY IMEPOKCUAY
BOJHIO A0 KpPOBi 00CTEXYyBaHOTO XBOpOTo. TeMHO-KOpHUYHEBE
3a0apBieHHs, MO 3'ABISETHCS NPU [BOMY, BKa3ye Ha HasBHICTb
TeHEeTUYHOTO AedeKkTy. Uepe3 MiBrogWHW BOHO 3HUKAE 1 BHIAJac
B Oimo-xoBTHHl ocan. lle — menarypoBanuii OinmoK.
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Crnenudivnoro nmikyBaHHs akaTtanasii He icHye. bymu cripoOum
BUKOPHCTAHHS B SIKOCTI 3aMicHOi Teparmii karcyn 3 Karala3olo.
[Ipn HasgBHOCTI 3amalbHUX BOTHUIL BHUKOPUCTOBYIOTHCS aHTHU-
O0ioTuku, cynpdaninamigHi mpemapatu. MicieBo 3aCTOCOBYIOTH
antucentuku. Ciix BYacHO JIIKBiIOBYBaTH THIWHO-3amajibHI
BOrHuina: BHAAIATH ypanceHi SYGI/I, MUT JAaJIUKU, PO3THHATHU
abcmecu Tomo. [IpodimakTuka moasrae B JOTPUMaHHI TiTl€HU
poTa, HOca, HOCOTJIOTKH. [IporHos akaramasii CIIPHUATIUBUIM.
[lepeBakHO 3 HaCTaHHSIM CTaTeBOI 3PIJIOCTI O3HAKH 3aXBO-
pIOBaHHS 3HUKAIOTh.

7.2. CnagkoBa TOJIEPAHTHICTH A0 Npenaparis
KYMapuHy

[HKONMM TpamasilOTbCA BUIAAKH, KOJIH 3aCTOCYBAHHS
AHTHKOATryJSIHTIB TPyNH KyMapuHy (OMKyMapuHY, HEOJUKyMa-
puHy, BapdapuHy) B TEpalmeBTUUYHUX J03aX 3aJUIIAETHCS HE-
epekTuBHUM. Pi3ka TONEpaHTHICTH OpPraHi3My OO IHX Mpermapa-
TiB MOX€ MaTH CHaJKOBE IOXOJKECHHS. Bmepiie reHEeTHYHO
3aJeXKHYy CTiHKicTh A0 Bapdapuny onucano O Reilly i cniBaBTO-
pamu (1964). ¥V yonoBika BikoM 71 poKy micisi mepeHEceHOoTo
iHpapkTy Miokapaa med mpemapar B A031 20 Mr Ha AeHb HeE
BIIJINBAB Ha piBeHb MPOTPOMOIHY B KpoOBi, Tomi sk y 105 iHmmx
XBOpHUX BiH B 1031 (6,5+2,8) Mr BUKJIWKaB YiTKy aHTUKOAry-
JSHTHY nito. Jlumie npu 30inbumieHHi go3u Bapdapuny go 145
MT/JeHb BJAJIOCh JIKBiAyBaTH rinepuporpomOinemito. CTIHKICTh
J10 1IbOTO 3aco0y Oyja BHSBJIECHA Ile y YJCHIB TPhOX IMOKOJIHb
POINMHU ILOTO XBOPOTO — YOJOBIKiIB 1 kiHOK (pumc. 12). bymo
TaKO BCTAHOBJICHO, IO BCi BOHM NPOSBJISIIN BUCOKY CTIHKICTB
HE TUIBKM A0 BapdapuHy, aje W 10 IHIIUX NOpernapaTtiB I'Pynu
KyMapuHy, a TakoX 10 (QeHUIiHy — moxXigHomy iHgaHauoHy. Ilpu
NbOMY YYTIHMBICTH JIO TemapuHy He mnopymyBaiack. OTxke,
crocTepiraizachk TOJEPAHTHICTh JHIIE OO HENPSIMUX aHTHKOA-
TYJISHTIB, NMPUYOMY MMOXIJHHUX JBOX pPI3HUX XIMIUHHX TpYII.
[Mopsin i3 muMm, B 00CTeXyBalbHUX 0cCi0 BHUSBIECHAa BHCOKA
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puHY.

gyyTnuBicTh A0 (imoxinonis (Bitaminmy K). Ix mporpom6inocTu-
MYJIOBadbHa Jig WPOSBIsJIach y TaKUX J03aX, NPH SKHX Y
340pOBUX 0Ci0 HIsIKUX 3MiH He OyIo.

JlocmimkeHHs, mMpoBeaeHI Ha 0co0ax 31 CIMaJKOBOIO TOJEPAHT-
HICTIO 10 Bap(dapuHy, OKa3aju, 110 B HUX HE BHUSBICHO XOJHHUX
nopyuesp 3 00Ky iX (apMakoKiHETHKH — BCMOKTYBaHHS B
HITYHKOBO-KUIIKOBOMY TpakTi, 3B's3yBaHHS 3 anbOyMiHaMu
I1a3MH, KOHIIEHTpaIlii B KpoBi, MeTabomi3My 1 exkckpemnii. Ma-
OyTh, nedexrt, sKMi BH3HAYA€ CIAJKOBY TOJEPAHTHICTH opra-
HI3MYy 10 HENpsIMHUX aHTUKOAryJsSHTIB, JIOKali3ye€ThCsl B pelel-
TOpax renaToIMTIB, 3 SKUMH BOHU B3a€EMOJIIOTH 1 3 BIKACOJIOM.
[IpugomMy crmopigHEHICTh MUX PEHENTOPHHUX CTPYKTYp IMEUYiHKHU
no (iToXiHOHIB, K JO MPUPOJHUX areHTiB, HEOOXIAHUX JJIs
cunresy II, VII, IX i X ¢akropiB 3ropTaHHs KpoOBi, 3pOCTae,
ale 3HWXKYETHCS JIO HENPSMUX AHTHKOAryJsHTIB, TOOTO 10
aHTaroHicTiB (iTOXiHOHIB. YCHagKOBYEThCA I O3HaKa 3a
ABTOCOMHO-PELECUBHUM THUIIOM.

TonepaHTHICTh OpPraHi3My [0 HENPSIMUX aHTHUKOATyJISHTIB
MOX€ BHABUTHUCS HE TUIBKM AK CMAJKOBa O3HaKa, aje i Tmpu
psmi 3aXBOpIOBaHb 1 cTaHiB. [IporpoMOiHOTIEHIUHA i MUX 3aCO0-
0iB 1HKONH 3MEHIIYETHhCS MPH BATiTHOCTI, XPOHIUHIN HemxoCTaT-
HOCTi cepusi, AeSAKUX XBOpoOax MEYiHKH, IPHU JIKyBaHHI XBOPHX
3 TinepQyHKIi€0 MHUTOMOAIOHOT 3aJI03U NPOMIITIOyPAIHIOM.
TonepaHTHICTh A0 TpemnapariB KyMapuHOBOTO pPsiy B OCHOB-
HOMY 3pOCTa€ MpH MOEJHAHOMY X 3aCTOCYBaHHI 3 JIIKapChKUMU
3acobamu, SKi € IHIAYKTOpaMH MIiKpOoCOMaldbHUX (EpMEHTIB:
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¢enobapOiTamom, rpizeopyrbBiHOM, HOKCUPOHOM, XJIOPAaJTiJI-
patoM Tomo. B Takux BHUMNAagKaX 3pOCTa€ IHTCHCUBHICTH
MeTaboNi3My KYMapUHOBHX aHTHUKOATyJSHTIB, IO MEPEIIKO-
JUKa€ JOCSATHEHHIO HEOOXiHOT KOHIIEHTpalii 1X B OpraHi3mi.

7.3. CnaakoBi TiaMiHO3a/1e5KHI 3aXBOPIOBAHHS

Tiamin y Burasai rtiaminomonodocdary (TMOD),
tiaminogudocdary (THD) 1 Ttiaminorpudocdary (TTD)
BUKOPHUCTOBYETHCSI OPraHi3MOM JUISl CUHTE3y 0aratbox (epMeH-
TiB, sKi 0epyTh ydacTh B OOMiHI BYTJIEBOMIB, OiNKIB 1 KHPIiB.
®epmentu, kopepmernToM skux € TD, 3a0e3meuyr0Th OKHCIIO-
BajbHE JACKapOOKCUIIOBAHHS NipOBUHOTPaAHOI, O-KETOrjayTa-
poBOi 1 TakMX KETOKHUCIOT, sIK O-KeToi3oBalepiaHoBa, O-
KeTOMeTHJIBajiepiaHoBa 1 O-KeToizokampoHoBa (puc. 13).

T'moko-6-docdar AMiHOKI/lCHOTI/II
T'nikoniz

B-okucnenns
IpOBHHOTpaHA KHCIIOT: KHPHUX KHCIOT

B |

Oxcanoamnerar utpat

IMenTo30-
dbocharauit
MIIAX

OCHOBM

Cyxuunar Kertoriayrapar

oty

ATD

Hykneorunu
Hyxkneinosi
KHCIOTH

Puc. 13. Ponp peakmiii, sxi xaranizyroTbcsa TAdD-3anexxaumMu pepmeH-
Tamu, B 00MiHI pedoBuH (B.€. Crupuues, F0.U. bapamaes, 1977).

1 — oxucnroBajgbHE NEKAPOOKCUIIOBAHHS MIPOBUHOTPATHOI KHCIOTH; 2 — OKUCIIO-
BaJbHE IeKapOOKCHIIOBAHHSA O-KeTarlyTapoBOi KHMCJIOTH; 3 — TPaHCKETOJIa3Ha
peaxitis.
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3o0kpeMa, mipyBaTaerigporeHasa BXOIHUTH A0 CKJIAAy Mipy-
BaTJETripOTeHa3HOTO KOMIIJIEKCY, KUK 3a0e3medye OKHCIIO-
BaJbHE JEKapOOKCHIIOBAHHS MiPpOBUHOTPAAHOT KHCIOTH — OJAHi€l
3 KJIOYOBUX peakiiid B oOMiHiI ByrieBoniB. [loganbiie okucieHHS
NpOAYKTiB i1 3M1HCHIOETHCS B LHUKJII TPUKAapOOHOBHX KHCIOT, a
anetuia-KoA, sxkuil npu ObOMY YTBOPIOETHCS, CTAE€ JOHATOPOM
OLITOBOT KHUCJIOTU Jais OIOCHHTE3y XHPHUX KHUCIOT, (ocdo-
NinigiB, XOJECTEepHHYy, CTEepoinHuUX ropmoHiB. PepmeHT O-
KeTorJyTapaTlieriporenasa Karaji3y€ OKHCIIOBaJbHE JeKap-
OOKCUIIOBAHHS O-KETOTJIYyTapoBOi KHUCIOTH B IHKJII TpukapOo-
HOBAaHUX KHCIOT, /i€ 3M1HCHIOETHCS TiIAPOKCUIIOBAHHS MPOIAYKTIB
pO3IIenaeHHs XupiB, OiNKiB 1 ByrieBomiB. Tpanckeranaza Oepe
y4acTh y TEHTO030-pochaTHOMY MHUKII PO3MEMICHHS BYTJIE-
BOJIIB, SKUH € OCHOBHHUM JI)KE€PEIIOM BiJHOBJIEHOTO HA,Z[xH2 i
pu6o30-5-bochary. B csow uepry HAJIxH, sk nonartop enex-
TPOHIB 1 BOJHIO BUKOPUCTOBYETHCS B 0araTboX OKHCIIOBAJIbHO-
BIIHOBHHUX peakKUisfAX CUHTE3y 1 posmaay, a pubo3o-5-¢ocdar
BXOJHUTH 10 CKJIAay HYKJICOTUHIB, sIKi BUKOPUCTOBYIOTHCS Ha
YTBOPEHHS HYKJIECIHOBHX KHCIOT 1 O1JIKiB.

BaxxnuBy poisib B 0OMiHI pedyoBHH i (yHKI[IOHyBaHHI HEpBOBOI
TKaHUHH BiJirparoTh GepMeHTH, KopakTopoM sikux € TTO.

Hedinur TtiamMiHy HOPU3BOAUTH JO BaXKHUX HACHIIAKIB,
0co0nmBO 3 00Ky HEPBOBOI, CEPIIEBO-CYIMHHOI 1 TPaBHOI CHCTEM.
[Topsim i3 muM, icHYe psSa CHagKOBUX 3aXBOpPIOBaHb, SKi €
HacHigkoM pAedinmuTy MAeSIKUX TiaMiHO3aleXHUX (EpMEHTIB,
30KpeMa MiArocTpa HEKpOoTHU3ykdYa eHIedamoMienonaris,
nedeKT mipyBaTAeriiporeHa3Horo KOMINUIEKCY, TiaMiHO3aleXHa
¢dbopma xBopobuU "ceua i3 3amaxoM KJIEHOBOTO cupomy".

Hinrocrpa HekpoTusymoua enuedanomiesonarisa (xBopooda
Jles). CyTHiCTh HIBOTO CIAJKOBOIO 3aXBOPHOBAHHS, MOMKIHUBO
IPYNH 3aXBOPIOBaHb, IKi BIAPI3HSAIOTHCS 3a MEPBUHHHUM O10XiMid-
HUM naedexTomM abo ix kKoMmOiHAmisMH, IMe HE BCTAaHOBJCHA.
[IpumyckaroTh, OO0 MIATOCTPA HEKPOTH3yIOUa eHIedaIoMiero-
rmaTis BUHHKA€E y 3B'SI3Ky 3 NpPUNUHEHHSAM cuHTe3ly TTD. V¥V
3I0pOBUX OCi0 el QakTop Bigirpae BaXIWBY pojb y 3a0e3-
MEeYEeHH]I NPOBEJCHHS HEPBOBUX IMIYJIbCiB HIISIXOM BIUIMBY Ha
NPOHUKHICT, MeMOpaH HEpBOBHX KIITHH abo Ha TpaHCHOPT
4yepe3 HUX 10HIB Harpito i1 kamnito. YTBopeHHss TT® 3aificHIOETHCS
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B MITOXOHIPiSX MO3KY, MEe4iHKHA Ta iHmuX opraHiB 3 THD mig
BruiuBoM  pepmenty THDP-ATD-dochorpanchepasu. Ilpu
NbOMY 3aXBOPIOBaHHI TaKM{ NpoOIEC Y MO3Ky He BiZOyBa€eThbCs
y 3B'3Ky 3 MOSIBOIO (AKTOPY, KU MPUTHIYYE WOr0 aKTHUBHICTD.

IcHye iHma Toyka 30py. BBaxkaroTe, mo miAroctpa HeEKpo-
TH3yloua eHuedantoMienonaTis — e 3aXBOPIOBAaHHS, 3yMOBJICHE
nedinuroM mipyBaTkapOOKCHIAa3M, sIKa KaTali3ye MepeTBO-
pPEHHS MipOBHHOTPATHOI KHCIOTH B IIABJIEBO-OLTOBY. Y 3B'SI3KYy
3 IUM, HacTae HAKONMHMYEHHS B KPOBI 1 TKaHMHAX XBOPHX
nipyBaty, JakTaTy i ajaHiHy SIK OJHOTO 13 MONEpPEeIHHUKIB Mipo-
BUHOTpagHOl KucioTu. [lpaBaa, Taki mMOpyHICHHS BUSBISIOTHCS
HE Yy BCiX XBOPHUX.

[Mligroctpa HekpoTulyrua eHIedamoMmienonaris ycnamako-
BY€ThCS, MabyTh, 32 aBTOCOMHO-AOMIHAHTHUM THIIOM. 3aXBOPIO-
BaHHS MPOSBISAETHCSA IMPOTATOM MEPIIUX 2 POKIB KHUTTIA. Y
XBOPUX JdiTel 3HHUKA€ aleTHT, BUHHUKAE OJIOBaHHS, YTpPYH-
HIOETHCS NMXAHHS, CMOKTaHHS Ta KOBTAaHHs, BTpayaeTbCs 37aT-
HICTh TPUMAaTH TOJIBKY, CHIITH, CTOSTH, mepecyBaTtucs. Mox-
JHUB1 MOpPYWIEHHS 30pYy, CIyXy, rojocy, cynomu. Ha ypaxeHHs
cToBOypa TOJOBHOTO MO3KY Ta IHIIMX HOTO BiAAiJNiB BKa3ymOTh
HicTarMm, aHi30KOpis, MTO3 BEPXHHOI MOBIKH, Mapajiaid JHUIEBOTO
HepBa, aTpodis 30poBOTO HEpBa TOIIO.

BaxanBoio 0cOOMHMBICTIO MiATOCTPOi HEKPOTU3YIOUOT EHIIE-
¢danomiesnonarii € BUCOKa TOJIEPAHTHICTh 10 IpenapariB TiamiHy.
Ha TumuacoBe mominiueHHs KJIHIYHOTO CTaHy XBOPHX MOXHa
pO3paxoByBaTH JHIIE MPU 3aCTOCYBaHHI 1X B JAyXKe BEIUKHX
(Tak 3BaHMX MeraBiTaMiHHHX) 033X, B cepeguboMy g0 1500 mr
Ha mo0y. Pemicig Moke mpomoBXKYyBaTHCS Bif 3 MICAMiB 10 2
pokiB. Y mporeci JiKyBaHHS 3HUXKYETHCS BMICT MipyBaTy 1 JaK-
TaTy, aje 3pOCTa€ BMICT LIABIEBO-OLTOBOi KHUCIOTH 1 [3-0KcH-
OyTupaTty B KpOBI.

He 3Baxatoum Ha akTHBHE JIIKyBaHHS TiaMiHOM, Yy MO3KY
xBopux He 3'sBuseTbess TT®, xoua i3 ceui 3HHKAE 1HTIOITOP
THD-ATD-bpochorpanchepasu. Madbytp, cumenudigna QyH-
kit TT® TuMYacoBO 3aMiHIOETHCS i€ IHMHUX (HaKTOPiB,
3okpema TP i TM®, xoHIeHTpalis SKHX B TKaHWUHI MO3KY
MiJ BIUIMBOM TiaMiHY 3pOCTa€ B AECSATKH pa3siB.
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VY 3B'SI3Ky 3 HasiBHUM NPUCKOPEHHSIM OKHMCIIOBAaJIBHOI'O Je-
KapOOKCHIIOBaHHS NiPOBUHOTPAaAHOI KHUCIOTH 3 HACTYNHOIO
HOpMaJji3ali€lo BMICTy HipyBaTy i JakTaTy B KpOBi, JesiKi xoc-
JNiTHUKY OCHOBHHUM Y JiKyBaJbHIH Nii TiaMiHy BBaXalOTbh ITiJBH-
IIEHHS aKTHBHOCTI MipyBaTAEriJporeHa3zHoro Komiiekcy. BiH,
SK BXE 3a3Havajoch, HOpMaiizye OOMiH MipOBUHOTPaJHOI KHC-
JOTH MIJASXOM OKHCIIOBaJIILHOTO JeKapOOKCUIIOBaHHS. Bax-
JTUBUM (PEPMEHTOM ILOTO KOMIIJIEKCY € IMipyBaTIeTiaporeHasa.
JoBeneHo, MmO y XBOPHUX 3 HEKPOTH3YIOUO0I0 eHIedanomiesno-
MaTi€ro MijJ BIJIMBOM METaBiTaMiHHUX 103 TiaMiHY Pi3KO 3pocTae
Bmict TA®. Lle#t ¢pakTop ranbmye nmepeTBOpeHHs GpepMEHTY B
HEaKTUBHY (ocopuiiboBany Qopmy.

[MominmieHHsI CTaHy XBOPHUX MOXE€ OYTH JOCSATHYTO TaKOX
nmikyBaHHsIM L-rmyramatom (mo 150 mr xoxHi 3 rox) i mepu-
nokcuHOM (1o 25 Mr 4 pa3w Ha JeHb) HNPOTITOM 2 THXKHIB.

HedinuT mipyBaTAeriiporeHa3Horo KOMIIIEKCY — CIaJKOBE
3aXBOpPIOBAaHHS, 3YMOBJICHE PI3KMM rajJbMyBaHHSM 3B'S3aHOTO
3 TiaMiHOM OKHCJIIOBAaJbHOTO NeKapOOKCHIIOBAHHS MiPOBUHOT-
panHoOi KUCIOTH. 3HMKEHHSI IHTEHCHUBHOCTI IILOTO MPOIECY MOXKeE
HacTymnaTH 4depes pizke 3MeHmeHHs akTuBHOCTI T/ d-3amexnoi
mipyBatAeriaporesasu, abo mimoametuatpancdepasu, To0TO 3
IBOX TEPIIUX KOMIOHCHTIB MipyBaTAETiAPOTCHA3HOTO KOM-
miekcy (puc. 13). MabyTb, mpu 1IbOMY 3aXBOPIOBaHHI BiCyTHiH
OJWH 3 i30epMeHTIB mipyBaTaerigporeHasu. OyHKIIOHyBaHHS
LUKy TPUKAPpOOHOBUX KHCIOT HE HOPYIIYEThCS. Y 3B'A3KY 3
yHOOBUILHEHHSIM MeTabo0Ji3My MipOBHHOTPaAHOI KHUCIOTH, BMICT
il y KpoBi 1 eKCKpelis 3 cedero 3pocTaloTh. YacTuHa Hakomuue-
HOTO MipyBaTy MEpPETBOPIOETHCS B JAKTAT, TOMY KOHIICHTpAIis
Horo B KpoOBi i1 amaHiHy — MoONepeaHUKa MiPOBUHOTPATHOI KHUCIOTH
3pocrae. JlepekT mipyBaTaeTriaporeHa3HOT0 KOMILIEKCY ycHam-
KOBYETBHCS 3a AaBTOCOMHO-PELECUBHUM THUIIOM.

OCHOBHMMH KJIHIYHUMH NpOsBaMHu IepeKTy mipyBaTaerigpo-
FeHa3HOTO KOMIUIEKCY € MepeMidKHa aTakcis i aTpodis 30pOoBHX
HEpBiB, a 3 0IOXIMIYHUX MOKA3HUKIB — 3HAYHE MiJBUIICHHS BMICTY
MMPOBUHOTPAIHOT KUCIOTH, JTAKTATy 1 alaHiHy B KpOBI i cedi.

[Ipn mpomy 3axBOproBaHHI AedimuTy TiamiHy 1 #Horo ¢oc-
¢opuaux edipiB (TTD, TAD i TM®D) He Binmivaersces. Llmsaxom
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NpU3HAYEHHS TiaMiHy XJopuay y Benukux npozax (300-600 mr
Ha 100y) BIAETHCS MOJINIIATH K OOMIH MipOBUHOTPAIHOI KHC-
JOTH, TaK 1 NCUXOMOTOPHUH pPO3BUTOK XBopux Aited. Ilpwm
ObOMY MOHUIXKXYETHCS BMICT WipyBaTy, JakTaTy 1 ajaHiHy B
KpoBi 1 cedi, HAsIBHUI AePeKT MipyBaTAEriApOreHa3HOro KOM-
MIeKCY He YCyBaeTbcs. MalOyTh, SIK 1 TpU MiATOCTPid HEKPOTH-
3ytouiil eHnedanomienonarii, Tak i TyT MijJ 4ac JIKyBaHHs TiaMiHY
XJOPHAOM TajJbMy€eThCs 1HAKTUBaIis (epMeHTIB TipyBartje-
TiAPOTEHA3HOTO KOMIIJICKCY.

Tiamino3ajexxkna popma xBopooOu '"ceua i3 3amaxom KJIeHO-
BOro cupomy'" (IeWIIMHO3) — BaXKe CMaJKOBE 3aXBOPIOBAHHS,
FeHETUYHO reTeporeHHe. Po3pi3HAIOTH KIAaCHYHY, MEPEMiKHY i
npomixkany ¢opmu. OnucaHa TakoX Tak 3BaHa TiaMiHO3aJeXHa
¢dopma, mpu sKid Bci 610XIMiYHI MOpyWIEHHS Pi3KO MociabdIio-
I0ThCS TiJ BINIMBOM IpenapartiB Tiaminy. Bix iHmux us gopma
3aXBOPIOBAaHHS BiAPI3HAETHCS OiNbII M'AKUM KIIHIYHUM Tepe-
0iroM 1 MEHIIOIO TIHOWHOIO XIMIYHHX MOPYIICHB.

[Ipn mpoMy 3aXBOpIOBaHHI MeTaOONMIUHHUNA NEePEKT MOJIsATAE
B rajJbMyBaHHI OKHCIIOBAJbHOTO eKapOOKCHIIIOBAHHS NMPOIYKTIB
Jle3aMiHyBaHHS BalliHy, 130JeHIUHY 1 JeHIUHY, TOOTO O-KEeTOi-
30BajepiaHoBOi, O-KEeTOMETHJIBajJepiaHoBOi i O -KeToi30Kampo-
HOBOI KHUCJHOT. Y 3B'SI3Ky i3 IIUM, 3pOCTa€ iX BMICT y KpOBi #
cedi. BBaxaroTh, m0 NpU UHOMY HE NHOPYIYETHCS CHUHTE3 1
3B'I3yBaHHS BIJINOBIIHUX KOpepMeHTiIB. MadyTb, TOPYIIYETHCS
cUHTE3 OiNKiB, SKi BXOAATH Yy CTPYKTYypy (HEpMEHTHUX KOM-
TUICKCiB, MO 3a0e3MeuyloTh OKUCITIOBAJIbHE AEKapOOKCUITIOBAHHS
BKa3aHUX KETOKHUCIOT.

YcnaakoByeThesi JEHUMHO3 32 aBTOCOMHO-PELECHBHUM
tunoM. Lle 3aXBOprOBaHHS MPOSIBISIETHCS BXKE B TMEPIIi JHI Micis
HapOJUKEHHSI JUTHHU 1 HEPIAKO 3aKiHUYETHCS JIETAIbHO B IEpIIi
THXHI KUTTS. Y HOBOHApPOJXKEHUX BHUHUKAE OJIIOBaHHA,
perigHicTh M'sA3iB, KJOHIYHI 1 TOHIYHI CYJAOMH, OIICTOTOHYC,
NOpYIWIYETHCS AUXAaHHS, PO3BUBAETHCS LiaHO3. XapaKTEepHUH
3amax ceui. Bin Haragye "3amax kieHoBoro cupony". CMepTh
XBOPHX 3YMOBIIOETHCS MPOTPECYIOYUMH AUCTPOPIUHUMH 3MiHa-
MH TOJOBHOTO MO3Ky. OmNHCaHWUW BapiaHT TiaMiHO3aJeXHOI
dbopmu neinuHo3y y nopocioi moaunu. [lix BmuimBoM NniKyBaHHS
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TiaMiHOM y Bedukux no3ax (50-100 mMr Ha moOy) HEBIOB3i HOpMa-
J3y€ThCS BMICT aMiHOKHCJIOT Y KPOBi, 3MEHIIYIOThCS HEBPOJIO-
Ti4HI MPOSIBU, 3HUKAE XapaKTEepHUHU 3amax cedi. 3aCTOCyBaHHS
TP, nimoeBoi xucmotu, KoA, HAJ[, ®AJl BusBuioch Heedek-
TuBHUM. [lodinmmeHHs CcTaHy XBOPHX HACTA€ IiJ BILIUBOM
3aMiHHHUX TEpeNMBaHb KPOBi, MEPUTOHEATHHOTO Aiami3y i JTi€TH.

7.4. CnaakoBi NipUuI0OKCHMHO3aJIeKHI CHHIPOMHU

[lipunokcun y BUTAAAl KOoepMEeHTY MipUI0KCAIb-
5-bocdhaTy BXOAHWTH IO CKJAAy MipUAOKcaleBUX (GepMeHTIB,
sSKi OepyTh ydacTh B OOMIiHI aMIiHOKHCIOT 1 JAESIKHX IHIIUX
a30TUCTHX CHOJYyK. BoHm 3a0e3meuyroTh peakmii mepeamiHy-
BaHHsS 1 JeKapOOKCUIIIOBAHHS aMIHOKHCJIOT, YTBOPEHHS -
aMIHOJIEBYJIHOBOT KHCJIOTH, CHHTE3 1 po3maja IMCTaTiOHIHY,
MeTaboIIi3M KiHypeHiHy 1 3-OKCHKiIHypeHiHYy Tommo. CXxeMaTHIHO
ponb nux (epmMeHTIB B oOMiHI TpuntodaHy i CipKOBMiCHHUX
aMiHOKHCIIOT MojJaHa Ha pucyHkax 14-15.

Tpuntodan

DopMminKiHypeHiH

Kinypenosa < Kisypesin : > AnTpaHinoBa

KHCJIOTa KHCJIOTa
1
B | 1 + By, 2
1

Kcantypenosa . . OKcuaHTpaHiIoBa
44— 3-oxcukiHypeHiH |——+P>
KHCJIOTa . KHCJIOTa

. . B, XiHoJliHOBa
Hixotunamiy €————

Kucjiora

N-MeTHIHIKOTHHAMI

N-MmeTwImi puIoH

Puc. 14. OO6Min TpunrtodaHy i yyacTb y HbOMY HipHAOKcaneBUX (ep-
MCHTIB: 1- TpaHcaminasza KiHypeHiHy, 2 — KiHypeHiHa3a.

115



Cepun
TTOK

MetioHin
S-ageHo3uI-

N, N- METiOHIH
/,E[I/IMBTI/IH-
. TIIHH 1 CH,

Xoniu

5
\ Berai S-aneno3un- *
erain .
remouucrein N-METHI-
J HIKOTHHAMI ][
iiH.
AneHo3uH

Cepun

Tminun

5,10-metunen-TTOK

N-metun-TI ®K

o = ——
HCTaTiOHiH
LL[_ - -

By 4 T'omocepun

I'omouucTun

2
Cynbdar

Puc. 15. OOMiH CipKOBMICHHUX aMiHOKHCIOT:

1 — peakiiisi TPAaHCMETHIIIOBAHHS 32 y4acTIO S-a/IecHO3MIMETIOHIHY; 2 — TiApoJi3
S-ameHo3UNITOMOIUCTEiHY; 3 — NUCTATIOHIHCHHTA3a; 4 — HUCTAaTiOHa3a; 5 —
Oerain-romonucreinMermiTpancpepasa; 6 — N-metmn-TI @K-romonucreinme-
Tii-Tpancdepasa; 7 — cepun-TI @K-oxcumerunrpancdepasa. 3amTpuxoBaHUM
MPSMOKYTHHKOM TOKa3aHO Micle (pepMEHTATHBHOTO OJOKA MPU TOMOIMCTHHYPII.
VY cyuinbHi paMKu IOMIiIIeHI peYOBHHH, SIKI HATPOMAKYIOThCS depe3 OJIOK, a
NYHKTUPHI — MeTaboJiTH, YTBOPEHHS SIKMX MOPYIICHO.

llle me Bimomi cmankoBi medexTH, MpU SKUX MOBHICTIO BUK-
JIoYanuck 0u Bci QYHKINIT MipUAOKCHHY B OOMiHI PEYOBUH, HAIl-
pUKIa;, y 3B'3KYy 3 HEMOXKJHBICTIO BCMOKTYBaHHS Horo, mnepe-
TBOpPEHHS B KopepMeHTHY popmy. MabyTh, Taki nedeKTu Hecy-
MicHI 3 kuUTTIM. OmHaK ommcaHo 0arato CTaHIB, TaK 3BaHHUX
HNipUJIOKCHHO3AJIEC)KHUX CUHIPOMIB, SIKi XapaKTEepHU3YIOThCS dac-
TKOBUM a00 MOBHUM BHNAJaHHAM JIMIIE OKpeMHUX (QYHKIIH 1Hbo-
ro BiTamMiHy B 0OMiHI peuoBUH. KokeH Takuii CUHIPOM BHUHHKAE
Ha (hoH1 HOpMaTbHOI 3a0€3MEYeHOCTI OpPraHi3My MipUIOKCHHOM,
Mae CBOIO 0i0XiMiUHY 1 KJIiHIYHY crnenudiky mposBiB.

[lipugokcuHO3adeXKHI CHUHAPOMH — HACIHIOK CHAaJIKOBHX
nedeKTiB BIAMOBINHUX MipuJoKcaneBUX ¢pepmeHTiB. Cepen HUX
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PO3PI3HIIOTH MIPUAOKCHHO3ATEKHI I MIPUTOKCHHOPE3UCTEHTHI
cTaHH. Y XBOPHUX 3 MiIPUAOKCHHO3aJIEKHOIO (HOPMOIO 3aXBOPIO-
BaHHs JePEeKT BIAMOBIAHOrO (EepMEHTY Ma€ HEMOBHHI XapakTep
a00 TPOSIBISETHCS B YaCTKOBOMY 3HMKEHHI CIIOpiJHEHOCTI OiJ-
KOBOi YacTWHH HOTO 1m0 MipumoKcaidb-S5-pocdary. Y Takomy
BUMAJKy 0i0XiMi4HI 1 KIIHIYHI TPOABY MiAJAIOTHCS MOBHIN abo
YaCTKOBIM KOpeKuii mipuAOKCHHOM 4YH MipuAoKcaib-5-pocpartom
y BEIHUKHX A03aX. Y XBOPHX 3 MipUIOKCHHOPE3UCTCHTHOIO (op-
MOIO JIIKYBaHHSI MipUJOKCHHOM 3aBXau HeehekTuBHe. Lle 00y-
MOBJEHO THM, I[IO Y HHX TEHETHYHHH Ae(PEKT 3yMOBIIOE
YTBOPEHHS TOBHICTIO HEAKTUBHOTO (PEePMEHTY.

Haii0inbm BHBYEHMMH € HAacTyNHI NipUAOKCHHO3aJEXKHI
CMaJKOBI CHHAPOMH: TOMOLIMCTHHYpis, LHUCTaTiOHIHYDif,
KCaHTypeHypisd, MipUJOKCcalb3aJICKHUH CYJTOMHUH CHHIPOM 1
CUIepoaxpecTHUIHA aHEMid.

FomonucTunypiss. 3aiexHO BiJg NPUPOAH TEPBUHHOTO
dbepMeHTHOTO aAedeKTy PO3PI3HIITh JAeKiabka (GOopM LBOTO
3axBoptoBanHsi. OgHa 3 HUX 3yMOBJEHA Je(EKTOM I[UCTATiOH-
B-cunTazu — depmeHTy, sKkHil 3a0e3medye yTBOPEHHS LHCTa-
TIOHIHY TIIAXOM KOHJIEHCaIlil TOMOIUCTEiHY 1 cepuny (puc. 15).
VY 3B's3ky 3 OmokoM 1iei peakmii TOMOUMCTEIH HAKOMUYYETHCS
B TKaHMHaX 1 KpoBi. 3pocTae HOro eKCKpelis 3 cedyero MepeBaKHO
y BUIJISIAI TOMOUMCTHHY. BMicT mucrationy B KpoBi i cedi pi3ko
3HUXKYEThCS, aX JO HYJIbOBUX IMO3HAYOK. Y cedi B 3HaYHHX
KIJTbKOCTSX BH3HAYaIOTHCS aHOMAaJbHI MPOAYKTH OOMIHY CipKO-
BMICHUX aMiHOKHCIOT, 3MilIaHi AuCyAb(ian TOMOUHUCTEiHY i
nucTeiny, S-aJeHo3mI-ToMouucTeiHy Ta iH. Jyke xapakTepHHUM
IJsT IOTO 3aXBOPIOBAHHS € 301MbIICHHS BMIiCTy METIOHIHY B
OpraHizMi 4epe3 MiJACHICHHS MPOIEeCy MEePEeTBOPEHHS YaCTHHH
TOMOIIMCTEIHY B I[I0 aMiHOKHCIOTY. llicas mepopalbHOTO UYH
BHYTpPIIIHHPOBEHHOTO HAaBaHTAXXEHHS METIOHIHOM MiJABUIIEHUH
BMICT HOro B KpOBi 3ailMIIaeThbCcs mpoTsAroMm 3 1 Oinbme nio,
TOJ1 SIK Yy 3J0pOBHX 0ci0 — Onu3bKo 100H.

KninidHO 3aXBOpPIOBaHHS BHUSBISETHCS B JUTIYOMY UM IIijI-
POCTKOBOMY BiIli. YpakaeThCs OpraH 30py: MiIABUBHX KPHIITA-
KA, MOXE€ PO3BHHYTHCH KaTapakTa, arpodis 30poBOTO HepBa,
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BiAmapyBaHHSA CITKiBKH, MiomaTis TOmo. Y 0araTboX XBOPHX
PO3BHBAETHCS TeHEpPali30BaHUN OCTEOmnopo3, Kihockonios, 3poc-
Ta€ JaMKIiCTh KiCTOK, AepeKTu 3y0iB, "damiiHchka" MOCTaHOB-
Ka HIr 1 iH. Y JIesKuX JiTed YHIOBUIBHIOETHCS NMCUXOMOTOPHUM
PO3BUTOK, BUHHKAIOTh CYJAOMHI Hanmagu. JlOCUTh MKIJIUBUMH
MposiBAMH TOMOIMCTUHYPIl € apTepialbHi i BEHO3HI TPOMOO3H.

BukopucTaHHs MipUOOKCHHY y BEJIHMKHX J03aX IJs JiKy-
BaHHA XBOPUX Ha TOMOUMCTHHYPIiIO, SiIKa 3yMOBIEeHa HeHOC-
TaTHICTIO aKTHBHOCTI IUCTAaTiOHIH-B-CHUHTA3H, CIPHAIO BHII-
JICHHIO IBOX ()OPM IIHOTO 3aXBOPIOBAHHS: MiPUTOKCHHO3AIEKHOL
1 MIPUTOKCHHOPE3UCTEHTHOI. Y XBOPUX Ha IMIPUIOKCHHO3AJIEKHY
dbopMy npuiiMaHHS NIPUIOKCHHY y BeIHKuUX npozax (250-500
MT 1 Oinpmie Ha 700y) MPHU3BOAUTH MO HOpMaii3amii mopyueHux
010XIMIYHHX TPOIECIB: 3HUIKYETHCA 200 MOBHICTIO 3HUKAE TOMO-
IUCTHUH 3 KPOBi 1 cedi, BIAHOBIIOETHCS HOPMAJTbLHUN PIBEHb METIO-
HiHY B KpOBi i iH. Y HHX MiJ BINIMBOM ITipUIOKCUHY aKTHUBHICTH
NUCTATIOHIH-B-CHHTAa3W 3pOCTae B CepeHbLOMY B 4 pasw.

[Ipu3HayeHHs BOTO BiTaMiHy XBOPUM Ha MipUIOKCHHOpE-
3UCTEHTHY (Qopmy romouucTunypii (HaBiTh B m03i 1000-1200
MT Ha 00y TpWBajIWil Yac) HE IMOJIINITyE CTaHy 1 HE HOpMaIi3ye
O0ioximMiuni mpomecu. Ilpum pOMy BHUSABUTH HAasIBHICTH aKTHBHOI
UCTATIOHIH-[3-CHHTa3U B TOMOIEHAaTaX MEYiHKU HE BJAETHCA.

BBaxkaloTh, M0 NpHU MiIpUJOKCHHOPE3UCTEHTHIM TOMOIHMC-
THHYPil TeHETUYHUUN NeeKT MpOSBISETHCS B MOBHIW BiJICYT-
HOCTI amodepMeHTy HucTaTioHiH-B-cuHTasum abo B Takiil 3MiHi
Horo CTPyKTypH, IpH kil BiH crae HeakTuBHUM (B.b. Cmipides,
10.1. bapamues, 1977).

[lipugokcuHo3anexHa, sIK 1 NIPUAOKCUHOPE3UCTEHTHA (OPMHU
TOMOIMCTUHYPIT YCHaJIKOBYETHCS SIK aBTOCOMHO-pEICCHBHA
03HakKa. Y reTepo3uroTHUX HOCITB MYTAaHTHOTO T'eHa TOMOIMC-
TUHYpii, He AWBIAYNCH HAa 3HWKEHY aKTHUBHICTH IIHUCTATIOHIH-
B-cunrtazu (B cepenmupomy no 20-40 %), BMIiCT METIOHIHY y KpPOBi
3HaXOJHUTHCS B MeXaX HOPMH, a TOMOLUHMCTUH KpOBi 1 ceui He
BU3HAYAIOTHCS.

OCHOBHHUM METOJIOM JIIKyBaHHS ITiPUIOKCUHO3ATIEKHOI GOopMHU
TOMONKMCTHHYPii € IpU3HAaUYCHHS MiPUIOKCUHY TiIpoxiopuny (25-
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250 Mmr i Oinmpme Ha m00y, TpuBano). HaBiTh 0e3 oOMexXeHHS
METiIOHIHY B JI€Ti Take JiKyBaHHsS B 0araTboX BUMAAKaX MPH3-
BOJHTH /0 3HAYHOI'O 3HMIKCHHS PiBHS, a00 3HMKHEHHSI TOMOLIMC-
THHY 3 KpOBI i cedi, MiJBUIICHHS IHUCTUHY, 3MEHIICHHS KOHIICH-
Tparii MeTioHiHy B KpoBi. KiiHidHE MOJINMIICHHS 3aJIC)KUTH BiJ
CTPOKiB movaTKy JikyBaHHA. HaiOinem edexTuBHE BOHO 0e3-
MOCepeIHbO Micias HapoJ KeHHs aitei. Tepamis x y 3piaomy
BiIll CYTTEBO HE BiJOOpaxaeThcs Ha IHTEICKTyaJbHOMY pPO3-
BUTKY XBOPOT'O, NOJINIIEHHS 30py, TUM OifblIie HE YCyBae
nedopwmarii ckemera. Ilicias nNpUNUHEHHS TPUHUMaHHS MIPUTOK-
CHUHY CTaH XBOPHMX HOTipLIyeThCH.

JlikyBaHHSI XBOPHUX Ha MNIPHUAOKCHHOPE3UCTEHTHY Gopmy
FOMOUMCTHHYPIi moysirae B 3MEHIIEHHI BMIiCTY METIOHIHY B Ai€Ti
no 20-40 mr wa 1 kr Macu Tina i mpu3HadeHHs L-uuctuny (mo
150 Mr/KT Ha JEHB).

VY neskux XBOPUX HAa TOMOLUCTHHYPiIO PE3UCTEHTHICTH A0
NipUIOKCUHY 3yMOBJIEHA HasBHUM JediuuToM (oisieBoi Kucio-
TH. Y TakuX BHIAJKaxX JIKBiJalis bOro Ae(IilUTy JOCATAETHCS
npu3HadeHHsAM (OIEBOI KHUCIOTH, [0 CTBOPKE YMOBHU IS
[OAAJbLIOr0 JIIKyBaHHS MNipUOOKCHHOM. Pe3ynpTaTtu Takoro
JMIKyBaHHS MOJIMIIYIOTHCS MiJ BIUIUBOM I[iaHOKOOalmaMiHYy.

HucraTtioninypis. lle 3axBoproBaHHS 3yMOBJIEHE HEAOCTAT-
HiCTIO aKTHUBHOCTI nucratrioHasu. LlucrtaTioHiH B opraizmi
YTBOPIOETHCS MUIAXOM KOHJACHCAIii TOMOIMCTEIHY 3 CEpPUHOM.
[lin BrutMBOM mUCTaTiOHA3W, KOGEPMEHTOM SIKOi € MipUIOKCATh-
5-pocdar, HacTae po3mIeTNIEHHS IIHUCTATiOHY Ha IHUCTEIH i
romocepuH (puc. 15). V 3B's3Ky 3 UM, y 3I0pOBHUX OCi0 mucra-
TiOHIH y cedi He BUABIIETHC. [Ipn HegOCTATHOCTI aKTHBHOCTI
HUCTATIOHA3W BiJOYBA€ThCS HAKOMMYCHHS IUCTATIOHIHY B opra-
Hi3Mi, BUHUKA€E MUCTATIOHIHYpis — MpoBigHA OioXiMidHA O3HaKa
nuCcTaTioHiHypii. 3 KpOBi MUCTATIOHIH BUBOAUTHCS BUIBHO, TOMY
LHHUCTATIOHIHEeMis HiKoIW He OyBae 3HauHOw. llopsa i3 nuMm, nemo
3HMXKYETHCSA BMICT HUCTEIHY B KPOBi1 1 3MEHIIYETHCS €KCKpPELis
HeopraHiuHoro Qocdopy 3 ceucro.

BropurHa mnHCTaTiOHIHYpisS BiAMIYaeTbhCsS TPH TEMATHTI,
remaToMi, MUpPo3i MEYiHKH, MEXaHIUYHIH JKOBTAHHIII, a TaKOX
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IpU TajxakTo3eMii, HelipoOsacTomMax, THPO3WHO31, JEHIIHHO3I,
rinepsitaminosi J[, nedinuri Bitaminy B,. IlucraTioHinypis mnpu
OHUX 3aXBOPIOBAHHSX JIETKO YCYBA€ThCs (i310JO0TIYHUMHU JO3aMH
nipua0KcuHy. Ha BiIMiHY BiJl HBOTO CIaJKOBa IUCTATIOHIHYPIs
pPO3BUBAETHCA Ha (POHI HOPMAJIBHOTO 3a0E3TMEUCHHS OPTraHi3My
MipUIOKCHHOM 1 JNIKBIAYETHCS JHINE ITiCIAS NPHUHMaHHSA IIHOTO
npemnapaTty B BEIHMKHUX go3ax — mo 25-400 mr i Oinpme Ha g00y.

Cepen XBOpPUX Ha CHaJAKOBY IIMCTATIOHIHYpPilO € ocoOH, He
YyTIUBI 00 MipUAOKCHHY, HaBITh 10 IYXe BEIUKHX HOro 103.
3BiJicH BUHHUKIA JYMKa MMPO iCHYBaHHS JABOX GOpM XBOpoOH —
nipupokcuHo3anexHoi (cuaapom Kramma) 1 mipuJoKCHHOpPE3HUC-
TeHTHOI (cuaapoM KompoBepa). BBaxkarmTh, 110 B OCHOBI mepmioi
JEeXUTh O0OYMOBJEHE TCHHOIO MYyTali€l Take MOPYHICHHS
CTPYKTYpH amodepMeHTy LHUCTaTioOHa3u, IJs SKOT0 Xapak-
TepHE pi3Ke YTpYIHEHHs B3aeMojii 3 mipuaokcaib-S-pocdarom.
VY cBOIO uepry, IpU MipUAOKcadbpe3ucTeHTHIH popmi, MabyTs,
CHHTE3 ano(epMEeHTy B3araji He BiOyBa€eThCsi a00 CHHTE3YETh-
csi 010K aHOMAaJbHOI CTPYKTYpPH, SKMH HE Ma€ KaTadiTHYHOI
AKTUBHOCTI 1 aHTUTC€HHUX BJIACTUBOCTEH LUCTATIOHA3H.

[lippgokcuHO3aNMe)KHa 1 MIPHIOKCHHOPE3WCTEHTHA IHMCTAa-
TIOHIHYpif ycHaAKOBY€ETHCS 32 aBTOCOMHO-PELECUBHUM THIIOM.
VY reTepo3uroTHUX HOCIIB MYTAaHTHOTI'O TeHa O0i0XiMiYHHX MOpY-
IIeHb B OOMIiHI CIpKOBMICHHX aMiHOKHCJIOT HE BiJIMI4a€eThCs, ajie
Ha BIJMIHY BiJ 3JIOpOBHX JIFOJICH IiCJII HABAHTAXXCHHS METiIOHI-
HoM (100 Mr Ha 1 kKT MacH) 3pocTae eKCKpellis IUCTATIOHIHY 3
cedero, B CepemHbOMY M0 2 T Ha 100y, 1 MIABHITYETHCS KOHIICH-
Tpaiis MetioHiHy B kpoBi 3 0,3-0,6 mMoas/nm go 1,4 MMoab/i.

HeoOxignicTe y ¢apmakoTepanii XBOpHX Ha HMUCTHTIOHI-
HYpIiIO MOMINAETHCA He BciMa gociimHukamu. [lpu mipuaokcuHo-
3ajexHii Gopmi 3aXBOpIOBaHHS, HE AMBISYHCH HAa BHUCOKY TOJIe-
pPaHTHICTH A0 MIPUAOKCUHY, Ileil mpenapar y go3zax 40-400 mr
Ha 100y MOXe JIKBilyBaTH XapaKTepHi1 O010XiMiuHI MOpPYLICHHS.
3pocTae TakoX aKTUBHICTH nucTaTioHa3u. KuiHIYHI XK TpOsBH,
sIKi, HMOBIPHO, € HACIIAKOM IMOE€THAHHS MUCTATIOHIHYPIi 3 IHITUMH
3aXBOPIOBaHIMH, 3alumalThcs 0e3 3MiH. [Ipm mpomy 3axBo-
pIOBaHHI PEKOMEHIYETHCSH TAKOXK OOMEXKEHHS B JI€TI MPOAYKTIB,
0araTux Ha METIOHIH.
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Kcantypenypisa (cuanpom Kuanma-KompoBepa) — cmagkoBa
HEJIOCTAaTHICTh aKTUBHOCTI KiHypeHiHa3u. lleli depmeHT Oepe
ydacTh B 0OMiHI TpunrodaHy, 3a0e3neuylodd NepeTBOPEHHS
MIPOAYKTIB OOMiHY, 30KpeMa KiHYpPEHIHY 1 OKCHKIHypEHIiHY,
BIAMOBITHO B aHTPaHIJIOBY i OKCHMAaHTPaHINOBY KHUCIOTH (pHC.
14). Kodakxtopom KiHypeHiHa3u € mipunokcaib-S-¢ocoart. [Ipu
CMaJIKOBIM KCaHTYpeHypii BUKOPHCTAaHHS HOTO [JIsI CUHTE3Y
KiHypeHiIHA3W YTPYIHEHO, TOMY aKTHUBHICTH 11 3HHXKXYETHCSI B
3-6 pasiB. Y KpoBi i TKaHWHAaX HAKOMHYYETHCS KiHYpPEHIH 1 OKCH-
KiHypeHiH, 3 SIKHX BHACJIiJOK Ae3aMiHyBaHHS OOKOBOTrO JIaHI[IOTA
YTBOPIOETHCS, BIAMOBIHO, KIHypEHOBA 1 KCAHTYPEHOBA KHCIOTH.
B mamMipHHX KiTBKOCTSIX BOHH BHIIIAIOTHCI HHUpKamu. Ilpwu
LUbOMY TalIbMYEThCS TaKOX TMEPETBOPEHHS TpuntopaHy B
HIKOTUHOBY KHCJOTY Yy 3B'SI3KYy 3 HEIOCTaTHICTIO YTBOPEHHS
OKCHaHTpaHiIoBOI KucioTu (puc. 14).

3HUIKEHHS aKTUBHOCTI KiHYpeHiHa3W BiJMI4a€ThCAd TaKOXK
npu aediuuTi mipuaIOKCUHY, pAaHHBOMY TOKCHKO31 BariTHOCTI,
JeSIKUX 3aXBOPIOBAHHAX Me4YiHKHU 1 iH. [Ipu3HayeHHsI TaKUM XBO-
pPUM MipUIOKCUHY, HaBITh y HEBEIUKHUX m03ax (2,5-15 Mmr/meHn),
MPU3BOJAUTH 0 NIBUJIKOTO 3HHUKHEHHS KIIHIYHUX MPOSBIB nedi-
UuTy BiTaMiny B, HOpManizauii akTHBHOCTI KiHYpEHiHa3u TOMIO.

[lpu cmankoBili KcaHTypeHypii OioCHHTE3 MipHAOKCATb-5-
dbocharty He 3MiHIOETHCSA. HaamumkoBi KibKOCTI H#OTO, BBEICHI
B TOMOrE€HAaTH TMEYiHKH XBOPHUX, CHPHAIOTH HOpMamizauii
AKTUBHOCTI KiHypeHiHa3u. MaOyTb, TMOHWXEHHS aKTHUBHOCTI
nboro GepMeHTy MpH KCAaHTypeHYpil € HACHIJKOM MOPYyUICHHS
CTPYKTYpH amopepMeHTy, Yy 3B'SI3Ky 3 UYHM YTPYAHIOETHCS
npouec B3aeMoJii Horo 3 mipuaokcanb-5-pocharom. He BuKIIo-
Ya€THhCs 1 3MCHIINEHHS CTaOlILHOCTI O1IKOBOT YaCTHHH KiHype-
HiHAa3W B YyMOBaX HHU3BKOTO BMIiCTy Ko(daKkTOopa B CEpeIOBHUIIAX
OpTaHi3my.

[Ipy mipUAOKCHUHOPE3UCTEHTHIW (GOpMi 3aXBOPIOBAHHS
AKTUBHICTh KiHypEHIHA3W HE BUSBISAETHCS, MalkKe MOBHICTIO
3MIHIOETHCS CHIOTCHHUH CHHTE3 HIKOTHHOBOI KHUCJIOTH i3 TPHII-
todany. [Ipu3HayeHHs MipUAOKCUHY HE NMPHU3BOAUTH 10 BiJHOB-
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JICHHS MOPYIIEeHbh 0i0XIMIYHUX MpoleciB oOMiHy TpunrodaHy i
MNOJIINIIEHHIO CTaHy XBOPHUX.

Kninika cmangkoBoi kcaHTypeHypii ayxke moximopdHua. Jus
Hei XapakTepHO MOEIHAHHSA NMCHUXOHEBPOJOTIYHHUX pO3NaliB 3
SBUINAMHU aneprii. ¥ XBOPHUX MOPYUIYETHCS IHTENEKT, BiaMmi-
Yae€ThCs CXUIBHICTH JO ICTEPUYHUX peakIliif, HamajiB MCUXOMO-
TOpHOro 30yJIKeHHs, cyaoMiB Tomo. Hepigko po3BUBa€THCS
cebopeiiHuit nepmatut, (GoToaepMaTUT, €K3eMa, CTOMATHT,
rI0CUT, Xello3, OpoHXiallbHAa acTMa. 3HaYHA KCaHTypeHYpis
MOXE TPAIUIATHCSA 1 B MPAKTUIHO 3IOPOBUX 0Ci0.

[TomimmeHHs, HaBITh NOBHE 3HUKHEHHS KJIIHIYHUX 1 010XiMidY-
HUX NOPYUIEHb, AOCITAETHCS LIISIXOM NPHU3HAYEHHS XBOPUM
Ha cuHApoM KHamnma mipuJOKCUHY y BEJIHMKHX J103aX, B CEPEIHBO-
My Big 60 mo 120 mr Ha noOy. binbm edpekTuBHUM 3acoboM €
nipunokcanb-pochar (Bix 3 mr mo 30 mr mHa n00y). Ilicnsa BimmiHU
WX MpenapaTiB CTaH XBOPUX MOYWHAE MOTIPHIYBATHUCH.

XBopuM Ha cuHApOoM KoMmpoBepa moLiIbHO 3aCTOCOBYBATH
HIKOTHHaMIJI TaKOX Yy BEJIMKUX J03ax (B cepeaHbomy Oins 50
MT Ha no0y). Take JikyBaHHS HE CYIPOBOJIKYETHCS HOpMai3a-
miero oOMiHy TpuntodaHy, aje CTaH XBOPHUX MOJIMIIY€ETHCS.

HipuaokcuHo3ade:KHUH CYIOMHMI CHHIPOM — CIAaJKOBE
3aXBOpIOBaHHS, 3yMmoBJieHe nedextom depmeHTy riyTa-
MaTnekapOoKcuiaaszu, SKHH 3a0e3nedye JAeKapOOKCHUIIOBAHHS
TIyTaMiHOBOI KHCIOTH 1 yTBOpeHHS Y-amiHomacisHoi. OcTaHHS
MpOSIBIISI€ TAIbMIBHUAIM BIJIWB HAa HEPBOBY CHCTEMY. Y BHUAAKY
cnagkoBoro AedekTy TiayTamaraekapOOKcuiia3uw CHHTE3 Ii€l
KUCIOTH YTPYAHIOETHCS, IO MPU3BOAUTH 10 MiABHUIIEHHS 30y/-
JIMBOCTI IEHTPaJbHOI HEPBOBOI cucTeMH. BHaciiok 1bOro y
IITE BUHHUKAE CXHIBHICTHL A0 HalallB KIOHIYHUX 1 TOHIYHHX
cyaomM. Ha BiaMiHy Bix cyaoM, 3yMOBIEHHUX Je(iluTOM
MipUIOKCHHY, BOHU PO3BHBAIOTHCS Ha (DOHI HOpMaIbHOTO 3a0e3-
MEYCHHS OPTaHi3My IIMM BITAaMIHOM 1 HE 3HUKAKOTH IIiJ[ BILITUBOM
MNPOTUCYJTOMHHUX 3ac00iB, ajie¢ MBHUJIKO 3HUKAKTh MiCJs NPHUIi-
MaHHS TIPUAOKCUHY Yy BEJIUKUX J03ax. MalOyTh, mpu 1iii nmaro-
morii medinuT monsArae B Pi3KOMY 3HHUKEHHI CIOPiIJHEHOCTI
anmopepMeHTy 3 Mmipumokcainb-S-pochaTom.

122



KniHiuHI MposBU MipUAOKCHHO3AJIEKHOTO CYIOMHOTO CHH-
OPOMY BUSABISIIOTBCS B Mepuli JHI, HABITh TOAMHH, MiCIs HApPO-
JoKeHHs auTuHu. CrocTepiraeTbcs mporpecyrmda pyxosa 30yi-
JIUBICTH 1 MiJBHUINCHA YyTJIUBICTH A0 AOTHKY 1 3BYKIB, BUHUKAE
HicTarMm, CIMHOTEYa, IMiaHO3, amHoe. be3 miKyBaHHS XBOpi, fK
MpPaBUIO, BMUPAIOTh.

JlixBinyBaTu cyaoMu W iHIII TPOSBU 3aXBOPIOBAHHS MOXKIH-
BO TUTBKU MIPUAOKCUHOM, SIKMH NMPU3HAYAETHCS y BEIHUKHX J03aX
B cepennboMy o 10-80 mr Ha noOy. [licinst mpunuHeHHs pery-
JSIPHOTO TpHHUMaHHS [BOTO INpernapaTy BUHUKAE PEIUJIUB.

CnaakoBa cujaepoaxpecTuyHa aHemisi. [Ipu npomy 3axBopro-
BaHHI BCTAHOBJEHA HEJAOCTATHICTh AKTUBHOCTI O-aMiHOJEBY-
JNUHAT-CUHTa3U, KOPEepPMEHTOM SIKOI € mipuaokcalb-5-pocdar.
Ieit ¢pepment 3abe3medye CUHTE3 O-aMiHOJEBYJIIHOBOI KHUCIOTH
3 TIINUHY 1 cyKOuHII-KOA y MITOXOHIPIAX. Y MOmANbIIOMY
BOHA BHKOPHCTOBYETHCSA AJSI CHHTE3Y MOPQipHUHIB.

IMpu cnaakoBiif HEIOCTATHOCTI KATANITHYHOT AaKTUBHOCTI O-
aMiHOJIEBYJIHATCHUHTA3W NPUTHIYYEThCA CUHTE3 NOpdipuHiB,
BHACIIJIOK YOT'0 PO3BHUBAETHCS CTifiKa MIKpOIMTapHA TiMOXpPOMHA
aHeMisl IMPU BHCOKOMY BMICTi 3ajiza B KpoBi. 3aili30 B 3HAYHUX
KUIBKOCTSAX HAKOMUYYETHCS B €PUTPOIHUTAX KiCTKOBOTO MO3KY,
a y ¢opmi remocumepuHy — B Miokapnai, HUpKax, cele3iHui,
MiANUIYHKOBIN 321031, 1HIIUX opraHax. Taka aHeMis He MiJJIa€Th-
cs JNIKYBaHHIO IpernaparamMu 3aliza, KUCIOTH (oJieBOl 1 miaHO-
kobamxaMiHOM, aje BHUJIIKOBYEThCS MIpUAOKCHHOM. ['emMoTpaH-
cy3ii mposABIASIIOTH JNHUIIEe TUMYACOBUHN e(deKT. YchmaaKyBaHHS
peuecuBHe, 34eIIeHe 3 X-XPOMOCOMOIO.

[lipuokCUH TpH3HAYAETHCS XBOPUM Y BEJIHMKUX J103aX,
nopocauMm B cepenapbomMy — mo 300-800 mMr Ha moOy mpoTsarom
2-3 TwXKHIB, 3BMYaliHO B KoMOinanii 3 Bitraminom B, (200 mxr/
no0y). Kypc Takoro mikyBaHHS MPHU3BOIHUTH O PO3BUTKY PETH-
KYJIOLMUTAPHOIO KPU3Yy 1 remMaToioriyHoi pemicii. 3akpiniaoeTnes
NOCSATHYTUH e(peKT MIATPUMYIOUOI0 Tepamieio, OaxaHo mipu-
JnoKcanb-5-pochaTom.
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7.5. CnaakoBi mopymeHHsi 00MiHYy HIKOTHHOBOI
KHCJI0TH

HixoTnHoBa kucnora y Burasai kopepmertisB HAJ|
i HAJI® BxoauTth J0 ckiany 0araThbox JAeriiporeHas, siki 0epyTh
y4acTh B OKHCJIEHHI PiI3HOMAaHITHHX YYXOPIAHUX PEUYOBHH, a
TaKOX aMiHOKHCJIOT, BYTJIEBOMIB, MimiAiB i iH. Lli kopepmenTn e
MPOMIKHAUMH aKIEIITOPAMH CJICKTPOHIB 1 BOIHIO.

CnaakoBi mopyuieHHs 0OMiHYy i (DyHKIIT HIKOTHHOBOI KHCIOTH
pi3HOMaHITHI, WO MNOSICHIOETHCS OaraTbMma npuunHamu. Ilo-
nepue, HAJl- i HA/I®-3anexHi ¢pepMeHTH 301HCHIOIOTH CBOIO
¢yHKIiI0O y TicHOMY 3B'SI3Ky 3 IHIIUMH JeTijgporeHa3amMmu,
Hanpuknan, 3 [6DJI. Tomy eH3mMonaTii CyTTEBO BIAOWBAIOTHCS
Ha (YHKIIT HIKOTHHaAMIZHUX JErigporeHa3, Mpo Imo Ime Oynue
ckazaHno. [lo-gpyre, oOMiH HIKOTHHOBOI KHCIOTH TiCHO IMMOB's3a-
HUM 3 0OMiHOM TpunTodany, 3 SIKOTO B OPTaHi3Mi CHHTE3YEThCS
3HaYHa KUIBKICTh HiKOTHHaMiny — Bitaminy PP (puc. 14). Lle
NPHU3BOJUTE 10 TOTO, IO MPH CHAJKOBHX MOPYUIEHHSX OOMIiHY
Tpuntodany BUHUKaE aedinmut BiTaminy PP depes pizke rampmy-
BaHHs Horo cuHrte3y. Taki HaclaiAKM XapaKTEpHi AJs HELOCTaT-
HOCT1 KiHypeHiHa3H, TpunrodaHnipposasn Ta iHIHUX (PEPMEHTIB.
[To-TpeTe, OiocuHTE3 HIKOTHHOBOI KHCIOTH 13 Tpuntodany
MOpYUIYETHCSI TaKOX NMpU XBOopoOi XapTHyrma.

XBopo0a XapTHyna — CIaJKOBE 3aXBOPIOBAHHS, 00yMOBIJIEHE
rajbMyBaHHSIM BCMOKTYBAHHsS TPUNTO(aHy B KMIIEUYHUKY, II0
B 3HAYHIM Mipi 0OMeXye eHIOreHHUH CHUHTE3 HIKOTHHOBOI KHC-
notu. TpunrodaH, MmO HE BCMOKTYETHCS, MiJ BIJIUBOM MiKpoO-
OpraHi3MiB PO3UICIIIOETHCS 3 YTBOPEHHSIM CEpHHY 1 1HAOJIBHUX
cnonyk (iHmumKaHy, iHmomn-3-omToBoi kKucimoTu). Lli cmonyku
MPOSIBAAIOTh TOKCUYHY Jif0 Ha TMPOKCUMAadbHI HUPKOBI KaHANBIII.
VY 3B'S3Ky 3 UMM, MiJCHIIOETHCS EKCKpELisl CepuHy, FCTHUAUHY,
acmapariny, riayTaminy, JIeHUMHY, 130JeHIIUHY, TUPO3UHY, a Ta-
KOX TpHUITO(aHy.

[Ipn HaBaHTa)XeHH1 opraHi3My TpuntodaHoM BTpaTa amiHO-
KHCJIOT 3 CEYCI0 3pOCTa€, aje 3HUXKYEThCA €KCKpellis KiHepeKiHa
i N-meTunHikKOoTHHaMina. Bunginenus 3 cedero iHAWUKAaHY, iHJIO-
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JIONTOBOT 1 1HAOJIMOJOYHOI KHCIIOT, aleTrAyTaMiHy 1 iHJOJiTaK-
poiArIinMHY 3pOcCTae.

YcnaakoByeTbcss XxBopoOa XapTHyma 3a aBTOCOMHO-pele-
cuBHUM THnoM. KiiHiuHi mposiBu i mepedir il pizHOMAaHITHI.
YactumMu oO3HakKaMH (CXOXHMMH Ha Tejarpy) € JIepMaTHTH,
nmepioguUHi Hamaad MO30YKOBOI aTakcii, MCUXIYHI PO3JaaH,
3aTpUMKa pPO3yMOBOTO PO3BUTKY, TillepaMiHOAMMUAYPis 1 MiABU-
IMeHa EKCKpeIis 3 cedelo IHIAONLHHX cIonyk. llpu3sHadeHHS
AHTHOIOTHUKIB IMUPOKOTO crekTpa Aii abo HEOMIUWHY MpPHU3-
BOJHUTBH 1O Pi3KOro 3MEHIICHHS eKCKpeuii 1HJOJIbHUX PEUYOBHUH 3
opraHi3My i 30iJbIIeHHS BUBEACHHS TpUntodany 3 kajgom. [Hmi
NpOsiIBU, 30KpeMa JepMaTUTH, HE 3HUKAIOTh.

OcHoBHUM 3acobom dapmakoTepamnii xBopoou XapTHyna €
KHCJIOTA HIKOTHHOBA abo 1i aminx (Bitamin PP). Ongnak y 3B's3Ky
3 IOCHTh BUPaXEHOI TOJIEPAHTHICTIO XBOPUX A0 IHUX Ipemna-
patiB mpU3HAYAOTh IX y Beaumkux mo3ax (mo 40-200 Mr Ha
n00y). Ilig BNauBOM HIKOTHHOBOI KHCIOTH TMOJIMIIYETHCS 3araib-
HUH CTaH XBOPHUX 1 3HUKAIOTh CHUMITOMHU 3aXBOPIOBaHHS. Y
nepioj; 3arocTpeHHs BAAIOTHCS O MPU3HAYCHHS IHIINX BITaMiHIB
rpynu B, ocoOnuBo mipuaoKCcUHy, SIKWH Bilirpae BakJIHBY DPOJIb
B 00MmiHI Tpuntodany. Ilpu3HadeHHS NOXiAHUX Tigpa3unay
130HIKOTHHOBOT KUCIOTH MPOTHIIOKa3aHO, 00 BOHM € aHTaroHic-
TaMU HIKOTHHOBOI KHCJIOTH.

7.6. CnaakoBi nopyumeHHsi 00MiHy ¢oJ1ieBOI KHCI0TH

®douieBa KHMCIOTa BXOAUTH OO CKiaay Oaratbox ¢ep-
MEHTIB, sIKi 0epyTh yuyacTh B OOMiHI CepuHY, INIIIUHY 1 TiCTUIUHY,
a TakoXX y OlocuHTE31 METiIOHIHY, NYPUHOBHUX 1 MipUMIJUHOBHX
PEYOBUH.
Onuncano OeKiIbKa CIMaIKOBUX 3aXBOPIOBaHBb, AJS JIKYBaHHS
AKUX (OJI€BY KHCIOTY NMPH3HAYAIOTh B AYyXKE€ BEIUKHX 103aX.
[Ipy cnagkoBOMY HOpYyHIEHHI BCMOKTYBaHHsS (oJaTiB y
TOHKOMY KHMIICYHUKY BUHUKa€ Aediuut QonieBoi KuCIOTH, SKHUH
NPOSIBIASETHCS KapTHHOIO (oiaTto3aliexxHoi merano0iacTUUHOL
aHeMmii. Y jgiTedl Bke B MepIIi MiCAIi XUTTS BigMidaeTbCs OJi-
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IiCTh MIKipW, Aiapesi, CTOMAaTHT, TIIOCUT, 3aTPUMKa POCTY, MaK-
pomuTapHa MmerajgoOiiacTudHa aHeMis. BmicT ¢domariB y mmazmi
3MeHIyeTbes 3 20-50 mxr/m nmo 2,5-4,7 mMkr/n. BBaxaioTb, 10
y 3B'A3Ky 3 BTParoro cneuudivHoro MexaHi3My aKTHBHOTO TpaH-
cnopTy (onieBoi KMCIOTH B KHUIIKaxX MpU3HAYeHHsS ii B g03aXx,
o BiAMOBiAar0Th (izionoriudii morpedi opranizmy (100-200
MKT/JICHb), HE TIPU3BOJUTH JI0 KIiHIYHOTO edekTy. BiH mocsraers-
Csl NWIe TPH BBEJEHHI Ii€l KUCIOTH BHYTPIMIHLOM'30BO a0
Bcepeanny B mo3ax 10-40 mr/mensp. MabOyTh, B TaKHX yMOBax
nedinut i ycyBaeThcs 3a paxyHOK macuBHOi nudysii. Hupkoso-
MCHUXIYHI po3lalyl TPH IHOMY 3aXBOpPIOBaHHI MOXYTh OyTH
nomnepeaXeHi JHUIIie B TOMY BUNAAKY, KOJH IepopajbHe MpPUM-
MaHHs Ipenapary KOMOiHYeTbCSl 3 MEPIOAMYHUMHU BHYTPIINIHBO-
M's30BUMU iH'eKIisiMU. MeranoOiacTU4Ha aHEMis MPU CHAJKO-
BOMY TOPYIIEHHI BCMOKTYBaHHS (OJIaTiB y TOHKHUX KHIIKaX He
miggaeTbcsl Tepanii miaHoKoOagaMiHOM.

7.7. CnaakoBi mopyumeHHss oOMiHy 0iOTHHY

[MpomionaTamuaemMis — 3aXBOpPIOBAHHS, SKE 3yMOBJIC-
He cmaJkoBUM JedextoMm mpomioHin-KoA-kapbokcunasu — 0Gio-
THUHO3AJICKHOTO (EPMEHTY, SKHH KaTalli3ye MEPETBOPEHHS IPO-
nmioHin-KoA B mermnmanonin-KoA. [lpu gedexrti nporo dpepmeHty
HacTae 3HaYHE (B COTHI pa3iB) MIABHUINECHHS BMICTY MPOIiOHOBOI
KHCJIOTH B KpOBi, a TaKOX YTBOPEHHS aHOMAaJIbHUX KUPHUX
KHUCJIOT 3 HEMapHUM YHCJIOM aTOMIB BYTJICIIO y 3B'S3KY 3 THM, IO
HaUTMIIKOBUN TpomnioHaT-KOA BKIHOYAEThCS B CHHTE3 >KUPHHUX
KUCJIOT, 3aMicTh anetui-KoA. B ceui XBOpUX BHHUKAKThH Taki
JIOBrOJIAHI[IOTOBI KETOHHU, SIK OyTaHOH, MIEHTAHOH 1 TeKCAaHOH.

Ile 3axBOpIOBaHHS BUSBISETHCS BXE B IMEpIIi JHI-THXKHI
KUTTsSI HOBOHAPOJKCHUX JiTed. BuHukae Ot0BaHHS, TIMOTOHIS,
COHJWBICTh, KOMATO3HHW CcTaH, OOE3BOJHEHHS OPTaHI3MY.
[lepionmuHi Hamaaum KEeTOANMI03Y MPOBOKYIOTHCS NPUHMAaHHAM
OaraToi Ha OiJOK 1Ki, a TaKOXX METIOHIHOM, TPEOHIHOM, Ieii-
HUHOM, i30JCHIIMHOM 1 BaliHOM. 3aTPUMYETHCS NCUXIYHUN PO3-
BUTOK, BiJIMI4a€ThCs CXUIBHICTh JIO CYJOM TOILIO.
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Jnst 3aXBOpIOBaHHS XapaKTepHa TaKOX BUCOKA TOJEPaHT-
HiCTH OpraHizMy a0 OioTuHy. Po3pi3HSAIOTH OiOTHHO3ANEXKHY 1
OioTHHOpE3UCTEHTHY (Qopmu 3axBoproBaHHs. [Ipuiimanus 0io-
THHY B MiIBUIICHUX A03aX (HAMpHUKIaI, MO 5 MT 2 pa3u IOACHHO
NpOTArOM 5 [HIB) NPU3BOJUTH JO HOpMaiizamii 0i0XiMI4HHX
MOKAa3HHUKIB 1 AEAKOTO TMOJIMIIEHHS KJIIHIYHOTO cTaHy. MabyTs,
y TaKWX XBOPHX Pi3Ke 3HIKEHHS KaTaJiTHIHOI aKTUBHOCTI TpO-
nioHin-KoA-kapOokcuiia3u 3yMOBJICHO YTPYAHEHHSAM BKJIOYCH-
HS OIOTMHY B aKTHBHHUU HEHTP (PepMeHTY uepe3 AePeKT Bija-
noBigHoi OioTUHIIra3m abo 3MiHOIO CTPYKTYpHu amodepMeHrty,
10 YTPYJHIOE B3a€EMOJIIF0 HOro 3 KOGepMEeHTOM.

Y xBopux Ha OioTHHOpE3WCTEHTHY (opMy mpomioHaTa-
nunemii O10THH HE CTHMYJIOE€ aKTHUBHICTH mpomioHinT-KoA-kap-
OokcuIa3W 1 He MOJINMIIye iX cTaH. MaOyTh, y HUX BIACYTHIH
amoepmeHnT npomnioHin-KoA-kokapOokcunazu abo pi3ko mopy-
mieHa Horo CTpyKTypa 3 MOBHOIO BTPAaTOI KaTaliTUYHOI aKTHUB-
HOCTI.

B-MeTHAKPOTOHOIATIINMHYPist — ClIaJKOBE 3aXBOPIOBaHHS,
ssKe 3yMOBJIeHE JAe(EKTOM aKTHBHOCTI METHIKPOTOHOII-KOA-
kapOokcumasu. Lleit pepmenTt Gepe yuacTh B 0OMiHI JEeUIIHHY,
3a0e3meuyoun KapOOKCHIIOBAaHHS B-metunarayratonin-KoA
(puc. 15). Bin € 6iotmHO3anexHuM (GepmeHTom. Yepes medinut
MeTHI-KpoToHOIN-KoA-kapOokcunasu po3BUBaeThCs wMeTabo-
JITHUH KEeTOoanuao3. Y cedi XBOPUX JiTeH BUHUKAIOTh TaKi aHO-
MasibHiI MeTabositu [-meruinkporonoin-KoA, sk [B-okcuizoBa-
nJepiaHoBa KucioTta i B-MeTmakporoHoinrmimue Tomo. Ceua
HabyBae 3amaxy "koTs4yoi ceui". BuHUKae cTiike ONfOBaHHS,
TSOKKUM MeTaOoJIIluHMN anumo3, 4acTe AUXaHHs, Pi3KO 3pOCTaE
eKCKpelis [-MeTHIKPOTOHOIITIIIUHY.

JlikyBaHHS [3-METHUIKPOTOHOUITIIIUHYPii OIOTHHOM y BeJH-
kux go3ax (10 Mr/geHs) NpU3BOAUTH JO MIBUJIKOTO IMOJIMIICHHS
cTaHy XBOpHX 1 Hopmanizanii 610XiMi4YHHUX MOPYIICHB.

MabyTts, mupu OioTHHO3aJNEXHIH QopMi 3axBOPIOBAHHS
HEIOCTATHICTh Y CHHTE31 METHIKPOTOHOIT-KOoA-KkapOokcuiaaszu
3yMOBJI€Ha MOPYIIEHHSAM Yy B3aeMoAii 0ioTHHY 3 anmodepMeHTOM.
JlonyckaeTbcsl icHyBaHHS 1 OiOTMHOpe3MCTEHTHOI Gopmu [3-
METHUJIKPOTOHOUITIINUHYPii.
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7.8. CnaakoBi mopymenHns o0Miny i pynkuii
XoJaeKajabuudeposry

[Mopsn i3 3MiHaMu, SIKi BUHHKAKOTh 4Yepe3 ajiMeH-
TapHUi aAediguT Kanbuudepoay, TPamIAOTbCI TEHETHYHO
JeTepMiHOBaHI MopymieHHs oOMiHy 1 QyHKUil ObOr0 BiTaMiHy.
TaxuMu 3aXBOpPIOBaHHSMHU €: CHAaAKOBHU rimodochareMiuHni
Bitamin J[-pesucTeHTHHI paxirt, Tioko3zaminodocdaraiader i
rinodocdarasiga. Jnsg HUX XapakTepHiI He TIIbKH MOAIOHICTH
KJIIHIYHUX TPOSABIB, ajie W y TiH 4M 1HIIINA Mipl TOJEPaHTHICTH
0 TpemaparTiB, AKi MICTATh HAaTypaJdbHI BiTaMiHH (EpTOKalb-
¢depox i xomexanpuudepon) adbo IX CHHTETUYHI aHAJOTH.
l'inogocharemiunmii Bitamin /[-pe3ucrentHmii paxirt (Poc-
¢arpiadet). Ilpu npOoMy 3aXBOpPIOBAHHI € TEHETUYHO ACTEPMiHO-
BaHUW nedinuT peabcopOuii HeopraHiunux ¢ocdaTiB y NpokcH-
MajJbHUX HUPKOBUX KaHalbIAX, IO TPHU3BOAUTH 10 PO3BUTKY
rinopocdaremii. MabyThb, MOpymIyeThCS CTPYKTYpa TUX OINKiB,
aKki 3a0e3neuyloTh aKTUBHUU TpaHcnopt ¢ocdarie B emirte-
MianpHUX KIITHHAX HUPKOBUX KaHANbBIiB. llpum mpomy BMICT
Kanpudeponay B KpoBi i TKaHWHAX, YTBOPEHHA B MNEYiHI i
HUpKax HOro akTHBHUX MeTaboxiTiB, TOOTO 25-Trigpoxole-
kansuudepony i 1,25-pgurigpoxosnexkanpbuudepony, AK i iHMI
JAaHKH HOro oOMiHYy, HE 3MIHIOIOTBHCS.

[MpoBignum OioximMiynuM mposiBoMm Qocdargiadbery €
rinogocdaremis. Y AesSKUX XBOPUX BOHA MOXKE 3aJIUIIATHCS
€IJMHUM CUMIITOMOM 3axBOproBaHHs. [Ipu KiiHIYHIA KapTHHI (oc-
¢darmiaber monibHM mo BitTaminy J-medinmuTHOro paxity. OmHAaK,
MpOIecH OCTEeOimHOI Timeprrasii, sIK 1 ocTeomansAmii, B Hai-
OimpuIi Mipi BHpakeHi B KiCTKaX HWKHIX KiHI[IBOK. Y JEAKHX
0ci0 akTHUBHICTH JyXHOi pocdarazm Moxke 3pocTtaTu B 2-4 pasu.

VY nopocinux cnaakoBa rinogocgareMis MOXKe MOEIHYBATUCS
3 octeoMansuniero. KiaiHiY4HO BOHa TPOSIBISAETHCS OojJeM Yy
KicTKax, M'si3aXx, 3MEHIICHHSIM POCTY uyepe3 37aBiIOBaHHS Xpeo-
niB. PiBeHb Kalblil0 Yy KPOBI HE MOPYHIYEThCS, aje HAasIBHUH
Big'emMHUU Kanpiii-pochopuuit Oamanc.

Po3BuTox ¢ocdarniabety BH3HAYAETHCH JOMIHAHTHUM
FeHOM, 3YelJeHUM 3 X-XpOMOCOMOIO. ['eTepO3UTOTHI KIHKH
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nepenawTh JnepekTHy X-XpOMOCOMY IIOJNOBHHI CBOIX miTeit
HE3aJIe)KHO BIJ 1X CTaTi, TOAl K F€MO3UTOTHI YOJOBIKU — TiJbKHU
niTsM KiHOYol cTaTi. Y 4osoBikiB ¢ocdar-giaber nepedirae
3HAYHO Ba)kde. Y HHX rimodocdareMis nmepeBakHO MOEIHYETHCS
3 paxiToM 1 ocTeoMaAIi€lo. Y TETEPO3ZUTOTHHUX JKIHOK 3aXBOPIO-
BaHHS TPOSABISAE€TbCA numie rinodgocdaremicto. Tiapku y ToMo-
3UTOTHHUX 32 MYTAHTHHUM T€HOM JKIHOK, LI0 TPAIISIEThCS Y¥Ke
piAKo, 3aXBOplOBaHHS mepebirae Tak camo BaXkKO, SIK 1 y 40JO0-
BiKiB.

I[Ipu cmankoBomy rimodocdaremivnomy BiTamin Jl-pesmuc-
TEHTHOMY paxiTi BiZIMida€eThCs pi3kKa TOJEPAHTHICTH IO Tpema-
patiB eprokanpiudepony. [IpusHadenns ix B jo3ax, IO BiAmoO-
BiaroTh ¢izionoriunHiid morpedi, abo SKi BUKOPUCTOBYIOTHCS IS
JNiKyBaHHS paxiTy, oOyMoBieHOTro aAediuuTOM BiTaMiHy, HeE
NPU3BOAUTH Hi N0 MiABULIEHHS BMicTy ¢ocdariB y KpoBi, Hi 70
3MEHUICHHS KJIiHIYHHX MPOSBIB paxiTy 4u octeomansimii. Tomy
st rikyBaHHs  (Gocdaraiabery  HEOOXiIHO TpH3HAYATH
eprokairpnudepos y BeIuKux mo3ax (B cepeaubomy mo 30000-
100000 MO 1 6inpme Ha mo0Oy). Pi3HuMi B e(heKTUBHOCTI XOJIe-
kanpiudepony i eprokanpbOuPeposry Ipu MbOMY 3aXBOPIOBaHHI
He BHUABJIEHO. MOXHa BUKOPUCTOBYBAaTH AUTriApOTaxicTepon y
nmo3ax 0,5-1,5 Mr Ha JO€HB.

VY mpomeci NiKyBaHHS LHMH NpenaparaMd HiABUIIYETHCS
pe3opOIlisi KanbIlil0 B KHUIIKAX, MOJINIIYEThCS OallaHC KallbIliio
i Qocdopy, 3MeHIIYETHCS aKTUBHICTH JyxXHOI Qocdarasu,
MaOyTh BHACIHIJIOK 1HTiIOyI04Uoi Jii BEJUKUX J103 BKa3aHUX Iperna-
partiB. Y 3B'A3Ky 3 mUM, TNpOSABH paxiTy 1 ocTeomansguii 3aTu-
xaroTh. OmHak ekckpernis GocdariB i3 cedero HE 3MEHITYETHCH.
Tomy piBeHB iX y KpOBi 3aJUMIAE€THCS 3HMIKEHUM, a PICT XBOPHUX
HE HOPMali3yeThCH.

SkicTe nikyBaHHS XBOpuUX ¢ocharaiabeToM BEITHUKUMHU
03aMHU €prokanbIudeposly 4Yd AeTifpoTaxicTepoily Bapiloe Bij
JOCHUTH BHPaXEHOTO KJIIHIYHOTO ePeKTy A0 Maiie MOBHOT HOro
BigcyTHOCTi. TOMy BaXJIMBOIO YMOBOI €(EKTHBHOTO JIIKyBaHHS
CIIiJI BBaXKaTH IHAUBIAyasi3alliio JO3yBaHHS IUX Ipernaparis,
SIK 1 palnioHaJbHE MOETHAHHS iX 3 IHIMUMH 3ac00aMH, 0COOJIHBO
3 consamu (HochOpHOT KHCIOTH.
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3i coneit docPopHOI KMCIOTH ANA JTIKYBaHHS XBOPHUX Ha
dbocharniaber HaWOINBm JOIIJIBHE 3aCTOCYBaHHS OJHO- 1
nBoszaMminuux Na- i K-pocdariB y MonsipHOMy CHiBBIAHOMIECHHI
1:4. 3acTtocoByrThCcs BOHM jgocepeaunu no 0,25-0,5 r 4-6 pasis
Ha AeHb. llpum TakoMy JiKyBaHHI B MO€THAHHI 3 €PTOKAJIBIH-
¢deponoM abo AUTIAPOTAXiCTEPOIOM y BEIUKHX J03aX BIAETHCA
NiJBUIIUTH PiBeHb QocdaTiB y KpOBi, YyCYHYTH NPOSIBU paxiTy
abo octeoMmansanii i HopmanizyBaTu pict agiteil. EQexTuBnumMu
€ TaKOX TaKi aKTUBHI MeTa0oNiTH eprokainbiudepory, sk 25-
rizpoxonekanpunudepon 1 1,25-murigpoxonekanbuudepo.
[IpoTre ui mpemapaTm He Mal0Th IepeBar mepeln XoJeKalb-
nupeponoM, eprokaabuudepoaoM i IUTiAPOTaxXiCTEPOIOM.

IceBnoaepinnTanii Bitamin /J-3anexunnii paxirt. [lepun-
HAM MeTaboJiTHUM Je()EeKTOM IBOr0 CHaJKOBOTO 3aXBOPIOBAHHS,
Ma0yTh, € OPYIICHHS YTBOPEHHS B HHpKax |,25-murimpoxoie-
Kanmpudepony — MpoBimAHOI akTUBHOI (GOpPMH eproKaibIu-
¢epony. Y TOHKOMY KHIICYHUKY TaJbMy€ThCS BCMOKTYBaHHS
kanbplito i pochopy. Po3BuBaeThes rimokanbliemis, sika MpHU3BO-
JUTHh 1O BTOPUHHOTO TimeprnapaTupeo3y 1 TreHepalizoBaHOI
rimepaminoanuaypii. Bmict ¢ocdartiB y KpoBi mopymyeThcs B
MeHIi# Mipi. MoXe 3HHXYBaTHUCh piBeHb HEOPTaHIIHUX
¢dochariB 3a paxyHOK HEJOCTATHHOTO HAJIXOJ)KEHHS B OPTaHI3M
1 migBUIIeHOT eKcKpernii 3 ceuero. EKCkpenis KaubIil0 3MEH-
myeThest. BigMiuaeTbcs MOCTifiHE pi3Ke MiJABHUINCHHS aKTHBHOCTI
nyxHoi ¢ocdarasu.

3a KJIIHIYHOI 1 PEHTTEHOJOTIYHOK KapTHUHOIO, a TaKOX
010XIMIYHUMH NPOSIBAMH 1€ 3aXBOPIOBAHHS Harajaye KIacHYHUN
paxiT, mo po3BUBAETHCS yepe3 AedinuT kKanbuudepony. 3Bu-
YailHO BHUSBISETHCS MPOTITOM NEPIIOTO POKY KHUTTS, 1HKOIH
— mi3Hime.

Ile 3axBOpIOBaHHS YCHNAJKOBYETHCS 3a aBTOCOMHO-pelle-
CHBHUM TUNOM. BU3HA4YanbHOIO aKTHUBHICTIO CHAJKOBOTO ICEBIO-
nepinuTHOTO BiTaMiH J[-3aleXHOro paxiTy € BHUCOKa €(EeKTHUB-
HICTh JIIKyBaHHS BEIMKUMH JI0O3aMH €prokajiblupepomy.
IanuBinyanpHa YyTIUBICTH XBOpPHUX A0 JI-BiTaMiHHHX Tpema-
paTiB KOJUBAETHCS B JAYXKE BEIUKUX Mexax. Tomy IiKyBaHHS
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HUMH MOYUHAETHCSA 3 MOPIBHIAHO HeBeawkux m03 (5000-10000
MO), moctynoBo migBumyrwun ix iHkonu no 150000 MO/nens.
VY mporeci JIiKyBaHHS 3HHUKAKTh PEHTTCHOJIOTIUHI, O10XiMIiUHI 1
KJIiHIYHI TpPOSIBU 3aXBOPIOBAaHHS, HOPMali3y€ThCsl PICT 1 po3-
BUTOK HITEH.

I'nwko3zaminodocharaiadber (cunapom Jle Towni-Iebpe-
@ankoni) Lle cmankoBe 3aXxBOPIOBaHHS, HPH SIKOMY HOpYyILICHA
peabcopOuiss amiHOKHCIOT, Kaiito, ¢ocdatiB, OikapOoHaTy i
III0OKO3W B 3BHBUCTUX HHUPKOBHUX KaHalbIsAX. BinmidaeTbcs
rinepdocdarypis, raokKo3ypis 1 rinepaMinoanuaypis. MadyThb
NepBUHHUN Je(GeKT B3HaXOJUTHCS B CUCTeMi OIJNKIB, SKi
3IHCHIOIOTh AKTUBHHH TPaHCHOPT IIUX PEYOBUH Y HUPKOBHX
KaHaJlbIIX.

VY 3B'A3Ky 31 3Ha4HOIO BTpatoi QocdariB 3 ceder 1 amu-
JI030M PO3BUBAETHCA paxiT abo ocreoMmansiis, rinodgocdaremis.
AxTHUBHICTB JNy)kHOI Pocdarasu 3poctae. Ha neske momimmeHHs
CTaHy XBOPHUX, K 1 010XIMIYHMX MOKa3HHKiIB, MOXHa PO3paxo-
BYBAaTH JIMIIE MPH JIIKYBaHHI MpemapaTtaMu eprokaibludepoy
y Benukux no3zax (50000-400000 MO/nenn). EQextuBHicTh MUX
ImpemapariB 3poCTae MPU MOETHAHHI iX 3 NMpUUMaHHAM COJCH
dhochopHOi KUCITOTH 1 KalbIilO.

l'inodocdarazia — cnagkoBe 3aXBOpPIOBAaHHS, IKE XapaKTe-
pHU3YyEThCS Pi3KUM MOpPYLIEHHSIM MiHepasizanii kictok. Binwmi-
Ya€eThCS YaCTKOBE 3HMIKEHHS aKTHBHOCTI JyxHOI (ocdaTazu
aXk J10 MOBHOI BIZCYTHOCTI i B PIAKMX CEPENOBHUINAX I TKAHUHAX
opraniamy. Y 1mia3mi i cedi migBUINYeThCs BMicT (ocdoera-
HoNaMiHy. Moye PpO3BUHYTHCH TimepKanbiiemMis 1 Hedpo-
KaJIbLLUHO3, MOJXJIHUBO, y 3B'SI3Ky 3 PO3BUTKOM BTOPHHHOTO
rimepnapaTtupeosy.

[MopymenHs miHepami3anii KicTKOBOT TKaHMHH OO0YMOBIIEHO,
MabyTbh, AedinuTOM akTUBHOCTI JyXHOI ¢ocdartazu abo iHmHX
dbepmeHTiB, sAKi OepyTh y4acTh y 31iHCHEHHI BIJUBY €prokajb-
nudepoay Ha MPOLECH BiAKIaJaHHs KaJlbIil0 B KiCTKax.

BaxiauBow ocoOnuBicTio rinodocdarasii € pizka Toie-
PAaHTHICTH OpTaHi3My a0 eprokambuudepony. IlpuzHaueHas Horo
HaBiTh Yy Iy)Xe€ BEJIHUKHX [103aX He cHpusie BUAyXKaHHIO. Ilpu
ILOMY JIETKO PO3BUBAETHCA TimepBiTamiHO3 /.
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7.9. Cnaakosi 3aXBOPIOBAHHS, IPH AKUX NPOSBIAETHCS
TOJIEPAHTHICTH /10 TOPMOHAJIBHHUX NpenapariB

Jo miei reHeTnyHoi maToyorii BiTHOCATHCS, TMEPII
3a BCe, IICEBAOTINONapaTUpeoigu3M 1 TOJIEPaHTHICTh A0 KOPTUKO-
TPOTIiHY.

IlceBporinomapaTupeoigu3M — 3aXBOPIOBAHHS, MPH SKOMY
BiIMIYa€ThCSI BUCOKA PE3UCTCHTHICTh OpPTaHi3My A0 MapaTrOPMOHY
— OCHOBHOT'O TOPMOHY MapaniuTonoi0OHUX 3ai03. BBegeHHs #oro
XBOPUM Ha I[ICEBAOTIMONapaTHPEOiAu3M HE HNPU3BOAUTH M0
BUHUKHEHHS (ocdaTypii BHACHIJOK BTpAaTH HUPKOBUMH KaHaJb-
ISIMU 3JaTHOCTI pearyBaTH Ha iH'€KI[I}0 MapaTHPEOIIUHY.

Mexani3Mm 11i€i maToNorii 3aJdUIIaeThCs HE 3PO3YMIJHM.
OyHKIIS TapalluTONOAIOHUX 347103 3aJUMIAETHCS HOPMAaIbHOIO
a0o HaBiTH MiABUIIYETHCSA. Uepes3 3aTpUMKy B OpraHi3Mi KalbI[if0
i pocdariB HacTae xKampuu@pikaLis WKipH 1 MiAMWKIPHOT KIAITKO-
BUHH, BUHUKAIOTh €K30CTO3HM, BKOPOUYCHHS MeTaTap3albHUX a0o
MeTaKkapmaJbHUX KICTOK TOIIO. XBOpi CKapXaThCs HaA HYacTi
TOHIYHI CyJOMH KiHIIBOK, 3BHYaiHO, 0€3 BTPAaTH CBITOMOCTI.
XapakTepHa HaJMipHA BrOJOBaHICTh, KOPOTKI KiHI[IBKH, OKPYT-
JicTh JUIS i3 30iHEHOK MIMIKOK, JBOCTOPOHHS KaTapakTa,
NiJBUINEH] CYXOXHJIKOBI pedIeKcu, NO3UTUBHI CUMITOMH
XBocTteka, Tpyco. MabyTb, pe3UCTEHTHICTh JI0 TapaTTOPMOHY
MIpU TICEBAOTIMOMapaTUpeo3i € HaCIiAKOM Timokamiemii, ska
BUHHKA€ Yepe3 IiABUIIEHHS BiAKIaAaHHSA Kalbiito 1 Gocdopy
B KicTKax 1 mkipi mpu rinepdocdaremii.

JlixyBaHHSI XBOpHX Ha IICEBAOTINONapaTUPEOiIu3M mpemnapa-
TaMU MapamMUTONOJAIOHUX 32103 He e(EeKTUBHE, TOHl sK -
rigpoxojekanpiudepon abo 1,25-auriapokanbuudepos crpu-
SIOTH HOPMai3aiii BMICTY KaJlbI[if0 B KPOBi, 3HUKHCHHIO CYJIOM-
HHUX HamnajgiB i IHIIUX TPOSIBIB XBOPOOH.

TonepanTHicTh 10 KopTHKOTpPONiHy (AKTI'). Onucano psan
ciMel, cepejl 4WICHIB SKHX BigMiuanach CIaJKOBa HEUYTJIUBICTh
KOpY HAJHUPKOBUX 3aJI03 JIO KOPTUKOTPOMiHY. Y TaKUX XBOPHUX
YTBOPEHHS TIIKOKOPTUKOCTEPOINAiB 3MIHCHIOETHCS B HEIOCTATHIN
Mipi IpM HOPMaJbHOMY PiBHI CHHTE3y ajbJOCTEpOHY. Y Biamo-
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BiZb Ha iH'€KIiI0 KOPTUKOTPOMIHY IiJABUIIEHHS eKckpemii 17-
OKCHUKOPTHKOCTEpOiNiB abo piBHSA TJIIKOKOPTHKOCTEPOiAiB He
BinmiuaeTbcs. [Ipu npomy cexpenist AKTI B mepeaniii yactuni
rino¢iza 3aJIUIIAE€THCS MIJABUINCHOW, IHKOJIU — B JCKiJIbKa pa3iB.

TonepaHTHICTE A0 KOPTUKOTPOIIHY BUHHUKAE BXKE B MEPiof
HOBOHapOKeHOCTi. BigMmivaeThes 3puryBanHsa, ONOBaHHS, CYI0-
MHu. TUOBUM TPOSABOM 3aXBOPIOBaHHS BBaXKalOTh TinmepHirMeH-
Talii MIKipH.

JlikyloTh XBOpHX TJIIKOKOPTUKOCTEPOIJHUMHU NIpenapaTamu
TpUBAJIUNA Hac.

7.10. IHmi reHeTHYHI MOPYIIEHHSA

TonepaHTHICTH OpraHizMy A0 BIANOBIAHUX JiKapcCh-
KHAX 3aC00iB BIJAMIYa€ThCS TAKOXK NP CHAJKOBIM MiABUINCHIH
AKTUBHOCTI CHPOBATKOBOI OYTHUPHIXOJiIHECTEpPa3U, HEJOCTATHIN
aKTHBHOCTI TimokcaHTHH-pochopubo3untpanchepasu, Hedpo-
MeraJibHOMY TJiKOT€HO031 TOIIO.

[Ipn mnigBuUIIEHI aKTHUBHOCTI CHPOBATKOBOI OyTHPHUIXO-
ninectepasu (Bapiant Cinthiana) meTaboni3M JUTHIIHY, AK 1
iHmuX edipiB X0NiHY, Pi3KO HNpPHUCKOpIOeThCcsa. [Ipu nmpomy Ba-
piaHTI aKTHUBHICTH BKa3zaHOro (epMEHTY B 3 pa3u BUIIA, HIXK Yy
30pPOBUX OCi0.

dapmakosoriyHa i JAESAKHX JiKapChKHUX 3ac00iB 3yMOB-
JIOEThCA HE iX MOJEKYJsipHOIO (GOpPMOI0, a BiANOBIAHUMH
MeTaboniTaMH, $SKi YTBOPIOIOThCS B OpraHiaMi B mpoueci
O0iorpancdopmanii. Ile, 30kpeMa, BITHOCUTBHCS A0 MEPKAINTOIY-
pUHY 1 a3aTiompHHY, SKi 3aCTOCOBYIOTHCS B OHKOJOTIUHIN i
TpaHCIUJIAaHTANIHHINA MpPaKTHILI. Ix nis MPOSBISETHCS JHUIIE TiCIs
TOTO, KOJM BOHM B OpraHi3Mi MEpeTBOPIOIOTHCSI B CBOI MeTa-
Oomitu. Ili MeTaboJyiuHi nporecH 3AIHCHIOOTHCS MiJ] BILIUBOM
rinokcanTuH-pochopubozunrpancdepazu. I[lpu  cnaakosiii
HEJTOCTAaTHOCTI 1boTro (epmeHTy (apMakoJOTidyHO aKTUBHHU
MEpKaTONMYPHUH-PHOOHYKICOTUI HE YTBOPIOETHCS, TOMY Tepa-
NeBTUYHA [if He MNposABIse€TbCA. B momynsanii 3HaXogUTHCS
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6sm3bk0 0,3 % 0ci® 3 BiACYTHICTIO aKTMBHOCTI LbOTO (PEPMEHTY,
11 % maiors npomixHy i 88 % — BHCOKY akTHBHICTH. YcHajko-
BYETHCS 32 aBTOCOMHO-MOHOTEHHUM THUIIOM 3 KOJOMIHYBaHHSM
anejgeil HU3bKOI aKTHMBHOCTI.

IIpum HeppomerampHOMYy TIiKOTeHO31 (TaikoreHosi 1 Twumy,
xBopo0Oi ['ipke) mopymyerbcss mpolec BiAINIENJIEHHS BiIbHOI
TII0KO3M BiJ TIIOK030-6-ocdaTy uepe3 HenocTaTHICTH abo
MOBHY BIJICYTHICTh TIIIOK030-6-pocharaszu. Yepes ne Bigdy-
BAE€THCS HAKOIMYECHHS TIIKOTEHY B IMEUiHIl 1 HUPKaxX, a TJIF0K030-
6-pochary — B epurponutax. BUHUKAE TIMOTIIKEMis, 0COOIUBO
HaTIe, ale 30UIbIIY€EThCS BMICT JiMiAiB, XOJIECTEePUHY 1 CEYOBOI
KucIoTH B KpoBi. Ilpu npomy eHepreruuHa morpeba opranizmy
3aJI0BOJIBHSETHCS 32 PAXYHOK O1bII €HEPriHHOTO MeTabomi3My
xupiB. lle mpu3BOAUTH HE TINBKM JIO TimepJimigemii, amxe U g0
KHUPOBOT AUCTpOdii MeIiHKU, HUPOK 1 KCAHTOMATO3Y.

3aXBOPIOBAHHS YCHAJKOBYETHCS 32 aBTOCOMHO-PEIECUBHUM
tunoM. Ilpm romMo3UroTHOCTI 3a MYTAaHTHHUM TE€HOM BOHO
NPOSBISIETHCS 0€3MOCepelHbO MiCsl HApOJKEHHS ado y HEeMOB-
naT. Y XBOPUX 3HUKAE alleTUT, BUHUKAE ONIOBaHHS, TINOTJiKe-
MI9HI CYJOMH, IHKOJIH TSKKUH almumg03, )KOBTSHHISA, YITOBIIb-
HIOETBCS pICT. BigMidaeThcss CXHIBHICTH MO OXKHUPIHHSA, aHEMIi,
rAKo3ypii, amiHoanuaypii. ¥ retepo3uroTHUx oci® KiIiHidHI
O03HAKU 3aXBOPIOBAHHS BIACYTHI. Y XBOpHX Ha HeppoOMeTalbHHH
rJIKOTEHO03 micys iH'ekIii ajpeHaliHy YW TJIOKaroHy rimep-
TIiKeMis He pO3BHBAETHCA. Lle 3yMOBIIOETHCS THUM, IO TpPHU
HEJIOCTATHOCTI TI0K030-6-pocdaraszn He BimOyBaeThCs BifmIen-
JeHHS TIIOKO3HM BiJ TII0K030-6-pocdaTy, SAKHUH yTBOPIOETHCS
npu po3mnani riaikoreny. HaBaHTaXeHHS TalaKkTO30l0 TaKOX HE
npu3BOAUTH Jo Trimepriaikemii. Ha niii dapmakoreHeTuuHiH
0COOJIMBOCTI OCHOBAHO BUKOPHCTAHHS aJpCcHANiHY, TIIOKAaroHy
1 TaJgakTO3W SAK TECTIB IS MiaTrHOCTHKH HEPpOMETaIbHOTO
raikoreHo3y. ['imormikemis, 10 BUHUKAE Npu HeppoMeraaibHOMY
TJIIKOTeHO031, MOMEePeKY€EThCS IIISIXOM 4acTOTO MpUHAMaHHS 1XkKi
1 BBEJEHHSAM TJIIOKO3W HE TIABKH BJICHL, aje W BHOYI. AIMI03
MOTIEePEIKYETHCS HATPilO TiZpoKapOOHATOM.
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8. I'eHeTH4Hi MOpyLIEHHA, IPH SIKUX 3POCTAE
TOKCHYHICTH JIIKAPCHLKHUX 3ac00iB

[Ipu GararboX cHagKOBHX 3aXBOPIOBAHHSIX MOXYTb
BUHHUKATHU aTUIIOBI, MEPEeBaXHO HETaTUBHI, peakilii opraHizmy
Ha JiKapcbhbki 3aco0U. ATHIOBICTh TaKUX PEAKIIA MPOSIBIAIETHCS
B nBOX BapianTtax. [lo-mepme, mpu 30epe)eHHI XapaKTepHOi
(apMakonqMHaAMIKU 3HAaYHO 3pPOCTA€ TOKCHYHICTh, HABITH NPH
3aCTOCYBaHHI iX y MiHIMaJbHUX TepameBTHYHUX npo3ax. [lo-
apyre, JiKapcbKi 3aco0M MOXXYTbh BHUKJIMKATH 3arOCTPEHHS Craj-
KOBOTO 3aXBOPIOBAaHHS, AK€ 10 NPUMMaHHS IX MaJlo JIATEHTHUU
abo B'siumit mepebir. Takuii XapakTep HeraTHUBHOTO e(dexTy
MEIUKAMEHTO3HOTO 3ac00y HaMHW BU3HAYCHHHU SK "MPOBOKyOYa
i nikiB".

VY 3HauHIA Mipi 3pocTae TOKCHYHICTH JIKApPChKHX 3ac00iB
MpH CMaJKOBIH HEJTOCTATHOCTI TIOK030-6-pocdartaerizporeHasu
(IF'6dM1), ToOTO MpU reMoONITHYHIN aHEeMii 3 reMorIo0iHypi€to,
¢daBizmi, XpoHiuHIN (HecPepounTapHiil) reMoOJiTHUHIN aHeMii, a
TaKOXX NpPH CHAaJIKOBI HEJZOCTATHOCTI TJIYTaTIOHPEAYKTa3H,
HecTabiIpHUX TeMoTino0ino3ax Tomo (Tadm. 3).

8.1. CnaakoBa HegocTaTHicTh aKTUBHOCTI '6M /]

Ile cagkoBe 3aXBOpPIHOBaHHS, MPHU SIKOMY NMpUHMaHHSI
JIKapChKUX TpernapariB 3 BUCOKHUM OKHCJIOBAJIbHUM IOTEH-
iaJloM CIPUYUHSIE MacUBHE PyHHYBaHHS CPUTPOIHUTIB (TreMoOJIi-
TUYHI KPU3HU) Yepe3 CYTTEBE 3MEHIICHHS BMICTY B HHX BiJHOB-
JIEHOTO TIyTaTioHy i1 gecrtabimizarmito ix memOpaH. BigHocuthcs
0 HalOLIBII MOMMUPEHUX SH3UMHHUX aHOMalill mrogei. Hocismu
LbOTO reHeTH4YHoro nedexty € nmonax 100 maH., moxuuBo 200-
300 MiIH. YOJNOBIK.

I'6®/] Bigirpae mpoBiJHY POJib B OKHUCJIKBaJIbHO-BITHOBHUX
peakmisx. 30KpeMa, BoHa 3a0e3medye OKHCICHHS TII0K030-06-
dbochary B 6-dpochormokoHaT. ATOMU BOJIHIO, SKi IPH HBOMY
BUJIIIAOTHCS, BiTHOBIOW0OTE HAJID vy HAJIDxH,. OcTaHHIH, SK
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JIOHATOp BOJXHIO, 3abe3medyye BIJAHOBJIEHHS TJIYTaTiOHY,
MeTreMornobiny i 0araTboX iHIIMX PEUYOBHUH, 30KpeMa JiKapcChb-
KUX TpemnapariB i ix meraboumitiB. Y 3B'sa3ky 3 uum, [6D]J] y
KOMIUIEKCI 3 1HIMUMH (pepMeHTaMu (TJITaTIOHPEAYKTa3010,
METTeMOTI00IHPEAYKTA3010, PSAAOM TiOJNOBUX (EpPMEHTIB) 1
TIyTaTioHOM 3a0e3rnedye MPOHUKHICTh MEeMOpaH €pPHUTPOIUTIB
Ha HOpMajJbHOMY piBHI.

I'6d]J] epuTpouuTiB JIOJUHN ICHY€E B TeTpaMepHIii, THUMEPHIH
1 HEaKTUBHIM MOHOMepHiIH dopmax, MOJIEKYIsIpHA Maca SIKUX
CTAaHOBHUTH, BiAmoBiguo, 205 000, 102 000 i 51 000. 3a pe3ynan-
TaTaMHW EJeKTPOHHOI Mikpockomii, MoHoMepHa ¢opma ['6D/]
ABJIsIE 0000 BUTATHYTUHM NalM4YKOMOAiOHMN yTBip, AiaMeTp
akoro jpocsrae 34-68A, numepna ¢opma Mae V-noniOny
KOH(]irypamito, a TeTpaMepHa — TeTpaeqpuuyny. TerpamepHa
dbopma depMeHTYy MOXE IHUCOIIIOBATH Ha JOBI JAUMEpHI, a
IUMepHa — Ha JBI MOHOMepHi cyOoawmHmii. Ha B3aemomeper-
BopeHHsI nux ¢opm I'6D/] BnnusaroTs pH, ioHHMI ckian BHYT-
pimHbOoro cepenosuma, Bmict HAJI® y wmikpocomax, cmiB-
BigHomenHsa B HUX HAJI® i HAL®xH, i inmi ¢akropwu.

I'6d]J| xapakTepus3yeThCcs BeIUKHM moiimMopdizmom. Mo
1970 poxy Bxe Oymo Bimomo Omu3bko 30 BapiaHTIB IBOTO
¢depmenty, g0 1980 p. — Oinpme 150. Yepe3 cTpyKTypHi 3MiHHK
Bapiantu ['6®DJ] Bigpi3HAIOTHCS OJWH BiJl OJHOTO 32 KIHCTHYHUMHU
BJIACTHUBOCTSAMHU, TEPMOCTAOIIbHICTIO, KATAJTITUYHOK aKTUBHICTIO.
Hopmansaumu Bapiantamu ['6DJ[ epuTponuTiB BBaXamwTh BT,
A*, Medison, Baltimore (C*) ta Ibadan-Austin. Hatigacrtimie
TpamisiioThes nmepii aa. KatamiTuuHa akTUBHICTH iX HeoaHa-
koBa: B oci0 3 Bapiantamu B i Medison BoHna HatiBuma (100 %),
3 A" — 88-100 %, C" — 75 % 1 Ibadan-Austin — 72 %. He
OUBJISTYMCH Ha L€, YYTIMUBICTh 3J0POBUX JIOAEH 0 JIKAaPChKUX
3ac00iB 3 BHCOKHM OKHCIIOBAJIbHUM TOTEHIIIaJIOM, B 3arajlbHOMY,
oxHakoBa. IIpaBna, BcTaHOBIIEHO, 110 Yy HOciiB BapianTa Ibadan-
Austin vactime OyBae HecnenudiyHa aHeMis.

Just hapMakoreHEeTUKH 0COOJIMBO BaXKJIMBUMHU € Ti BapiaHTH
I'6d/], sxi TpamiasIIOTHCS YacTime 1 XapaKTepU3yIOTHCS 3HAU-
HOIO HEIOCTAaTHICTIO KaTaliTHYHHUX BiacTuBocTei. Lle, mepm
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3a Bce, Bapiantu A-, B, Canton, Uhicago, oco6muBo A~ i B-.
BapiaaT A" (adpuxaHChKHU) JyKe TOMUPEHUN y HACEICHHS
paiioniB, mo npuasramTh Ao Caxapu, a TaKOX cepea HErpis
CIIA (6ims 10-11 %). [dns HBOro xapaKTepHa BHCOKa
eNICKTpoopeTUYHa PYXJHMBICTh;, KaTaliTHYHA aKTUBHICTH
3HHXKEHa, 0COOJMBO B CTApUX EpPUTpONHUTAxX. Y KpOBI BOHA
nocsrae 8-20 % Big mopmu. Cepea OeIKUX TPYN HaCEIEHHS
Adpuku nel BapiaHT TPamIA€ETHCS y KOXHOI'O YETBEPTOTO
xwutens. Bapiant B- (abo cepen3eMHOMOPCHKHN) BUSBISETHCS
cepen >xurteniB miBaHs Itamii, Capaunii, rpekiB i cXigHUX €BpeiB.
depMeHT Mae HOpMalbHY elNeKTpoQOopeTHYHy pyXJIHBICTh, aje
Jy’)Ke HU3bKY KaTaliTH4YHY aKTHBHICTH (B cepenHbomy 0-4 %).

BBaxaioTp, mo JIOKYC, SKHH KOHTPOJIOE aKTUBHICTH ['6D/I,
3HAXOMUTHCSI B X-XpPOMOCOMIi, B OMHIA 3 KIHIIEBUX MIMIHOK i1,
mopsAA 3 JIOKycaMmu, 1o 0e3nocepelHbO BU3HAYAIOTh KOJIIp ouei
i remodiniro A. Llpomy reny BiamoBijae cucTeMa YHUCICHHHX
ajeiiB, sIKI KOHTPOJIOIOTH cuHTe3 pizHuX hopm ['6D/l. 3okpema,
amenp CPO KOHTpONIOE CHHTE3 BapiaHTy B 3 HOpMaibHOO
aKTUBHICTIO, ajeiap CAO JeTepMiHYE CTBOPEHHS BapiaHTy A 3
Maiixe HOpMaJbHOIO akTuBHICTIO (90 % akTHUBHOCTI BapiaHTa
B), amens CA'0 BU3HaA4yae NMpOAYKIiIO BapiaHTy A i3 3Ha4yHO
3HWXKEHO akTuBHicTIO ['6DJ[ y HerpiB. AHalOTi4YHY POIb y
memkanuis CepenzemHomop'ss Binirpae anenp Ca cepen-
36MHOMOPCHKHH.

Bapiantu I'6DJ], siki XapakTepu3ymTbCs Pi3KOI0 KaTaliTH4-
HOI HEJIOCTATHICTIO, TPAILISIOTHCS HE TIJbKH cepeJl HacelCHHs
Adpukn i Cepenzemuomop's, ane i Cepeauroro Cxony, Iumii i
[NiBnernno-Cxiguoi A3ii. 3a ganmmu BOO3, 6inpm Hik y 1 %
NIOJIe HENOCTaTHICTh akTUBHOCTI [6DJ| BUABIAETHCA cepen
YOJIOBIKIB TaKMX HalliOHaJbHOCTEH, sk apabu (€runer, Kyseiur,
JliBan), iHgidini, iHgOHE31MIi, KUTAWII, Kypau, Mala3iiii, HOBO-
IBiHEHWIl, TaKUCTaHIll, IEePCH, PyMYHH, CULMIiI, Tai, Qiniminmi
1 HapoAiB, MPEIKN AKUX MPOKHBalu B Adpuui (aMepuKaHCHKI
HErpHu, MyepTOpHUKaHMi). B oxHi#i 1 Tiit caMmiéi Tpymi HaceleHHS
MOXYTh BUHUKATH pi3Hi Bapiantu ['6DJI, ocodnuso y ['peii,
Tainanxai, @inininax. Ha Teputopii komumusoro CPCP nmedinut
akTuBHocTi ['6DJ Tpamnserbcs nabarato yacTime, HiX HPO

137



e ayMmanu padime. HocilicTBO mMaToreHHOro reHa ONMHCAaHO B
pocisiH, oco0anMBO azepOalKaHIiB, TAJKUKIB, TPY3UHIB TOIIO.

Ensumonarii ['6®D]] HaliOinbil pO3MOBCHKEHI B Micle-
BOCTSIX, e paHime Oynu cmanaxu Mmanspii. Ha ocHOBi mporo
3poOuIN BUCHOBOK IMPO MOXIHBY IepeBary ocib-HOciiB aTumo-
BuX BapiaHTiB ['6DJ[ y mpupomHomy mobopi. Y xmitepatypi €
0arato MOBIIOMJIEHb MPO MOKJIHWBY 3aXHCHY pOJb TaKHWX BapiaH-
tiB '6®J] npu mansapii, ocobnuBo B 0ci0, sKi XBOpilOTH Ha
¢aBizM. 30KkpeMa, BCTAHOBJICHO, IO Yy KPOBI JKIHOK, TE€TEPO3U-
rOTHUX 3a apUKAHCHKUM THUIIOM HEJIOCTATHOCTI aKTHBHOCTI
'6d/], 3HaxoAuThCA JBAa THUNH CPHUTPOMUTIB: HOPMAILHHU i
nedinurauit 3a I'6DJ]. Ilpu 3axBOprOBaHHI TakKWX J>XIHOK Ha
MaJISIpilo B 3Ha4YHO OinbmIiid Mipi 30yJHHKAMH MOMIKOJKYIOTHCS
HOpManbHi, a He AediuuTHI epuTpounTu. JleTanbHuil pe3ynbTart
Bix manspii gactime Oyne B 0ci0, sKi HE MalTh €H3UMOMATI{
re®d/J[. ¥ adpukanchbKUX AITEH 3 I[i€l0 €H3UMOMATIEO TKKI
dbopMu MansApii TpamnsOThCS pigme, HiX y giTed 0e3 miel
CMajgKoBOi maToJorii.

Ocobu, ski MatoTh aTunoBi Bapiantu ['6DJ] 3 HU3BKOIO Ka-
TAJITUYHOK AKTUBHICTIO, BIJPI3HAIOTHCS MIJBUIICHOK YYTIIH-
BICTIO IO JTiKapChKUX TpemapaTiB 3 OKUCIIOBATHLHUMH BIACTH-
BocTssMHU. Jlo HHUX BIZHOCATHCA: NpPOTHMANApiiHI (XiHIiH,
MJIa3MOXiH, NpUMaxiH, XiHOUMJ, XiHTamiH), cylbdaHiTaMinu
(cTpenTonua, Hopcyibdaszols, cyiab(aszuH, cyibdanipugasvH,
cynbdaauMesuH, cyibdanui, caaa3zocyabGonipuanut, cyibda-
Tiazo0i), a Takok OykapOaH Ta iHINI mpoTHAiadeTHYHI cynbdaHi-
nmaMigHi npenapatu, HiTpodypanu (dbypanunin, ¢pypa3onigoH,
¢ypazomnin, pypauun), [IACK i1 moxigni 'lHK (izoniasun, tyOa-
3uf7, GTUBA3UA), PAO AHTUOIOTHUKIB i HEHAPKOTUYHHUX 3HEOOTIO-
BaJIbHUX 3ac00iB Tomo. Moxke OyTH MiJBUIINCHA YyTJIUBICTH O
BaKIMH 1 MEIKUX POCIMHHHUX MPOIYKTIB: KIHCBKUX 000iB, BepOe-
HU TiOpHAHOT, TOPOMIKY MOJBOBOr0, NAalOPOTHUKA YOJIOBIUOTO,
OysX¥, YOPHULI.

Taki 3aco0M BUKJIHMKAKTh TOCTPY TEMOJITUYHY KPHU3Y Y
3B'SI3Ky 3 BHYTPIIIHBOCYJAMHHHUM TeMOJi3oM. BiH BHHHKae depes
3HAYHE IMiJBUIICHHS NPOHUKHOCTI MeOpaH epUTPOLUTIB, OO MpH
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nii pedyOBHH-OKHCIIOBAYiB 3MEHINYETHCS BMICT BiJHOBICHHX
dbopm HAZL® i ryrationy. B takiéi curyamii BTpadamTh CBOIO
AKTHUBHICTH Ti0JNOBiI )epMEHTH, MOPYWyEThCS 1X CTAOIABHICTB,
3MEHINYETHCS KinbkicTh AT® B epurpouurtax, 3MiHIOETHCS
Kallii-HaTpi€BUN Tpaji€HT.

Hedinut ATD cnpuuunsie BTpaty kiiTuaotw K', B eputpo-
IUTH €HEepriiHo mpoHMKarTh Na' i Boaga, y 3B'SA3Ky 3 YUM
BTpa4YaEeThCsl 10HHA piBHOBara, HaOPSKalOTh €PUTPOLUTH 1 HAC-
Tae remMotiiz. MoXIJIHBO, B IIbOMY NIPOILIECI Mae 3HAYEHHS IOILIKO-
JUKCHHST MeMOpaH epUTPOLUTIB NUISAXOM NpsMoi B3aeMonii
reMOJIITHYHUX CEpeIHUKIB 3 iX eleMeHTaMu. [Ipu HENmoBHO-
mirHocTi ['6D/] mix BmIMBOM 3ac00iB-OKHCIIOBAUIB PYHHYIOTHCS
HEe BCi epUTpouMTH. ['MHYTh nume Ti, SKi OPOTATOM CBOTO
icnyBaHHsi Bukopucrtaiu ¢pepment ['6DJ[. [Ipu OGararbox aTu-
noBux Bapiantax ['6®J] monoxi epuTpouuTu, ski Oarari Ha
nei GpepMeHT, HE PyHHYI0OThCsA. 3arubeiib NpU HEAOCTATHOCTI
I'6®J] nmumie epUTPOMUTIB, a HE IHIIUX KIITHH, 3yMOBJIEHA THUM,
IO BOHU HE MalOTh saep. ToMy B HUX HE CHHTE3YIOTbCA OLJIKH,
(¢bepMeHTH, HE BIJHOBIIOETHCS iX BTpara.

Henoctatnicth aktuBHOCTI ['6®D/] XapakTepu3yeThCsl YiTKOIO
3aJIEKHICTIO BiJ cTaTi. Y YOJIOBIKIB PEYOBUHHU-OKUCITIOBAYl 3BU-
JallHO BHKJIHKAIOTH TSDKKY (OPMY TEMOJITHUYHOI KpHU3U, HEPiIKO
3 JeTaJbHUM KIiHIIEM, TOJAI SIK y JKIHOK TakKi HacliIku OyBarmTh
HeyacTo. Lle 3ymMoBI€HO THM, IO T€HETHYHA MATOJIOTiS JOKa-
ni3yerbcs B X-xpomocoMi. ToMy B KpoBi 4OJIOBiKiB 3 HeJoc-
taTHicTio [6D/J] HasiBHA €quMHA MOMYIAIis €PUTPOLUTIB 3 nedi-
IIUTOM aKTHBHOCTI IIhOTO (hEpMEHTY. Y HHUX MOXIUBHU TiJIbKHU
reMi3UTOTHUN BapiaHT SK 32 HOPMaJbHUM, TaK 1 3a MYTAaHTHUM
reHoM. Y 4YOJOBIKiB 3 €H3UMONAaTi€l0 appUKAHCHKOTO THILY
aktuBHicTh [6D]] He nmepesumye 5-20 % Big HOpMH.

Ha mpotuBary 4omoBikaM, XiHKH MOXYTh OyTH SK TOMO3H-
FOTHUMH, TaK 1 FETEPO3UTOTHUMH. Y TOMO3HUI'OTHUX XKIHOK Y
KpPOBi TakoX HasBHA €IWHA MOMYJALisl €PUTPOLUTIB 3 HU3BKOIO
aKTHUBHICTIO a00 MOBHOI BiACYTHiCTIO akTUBHOCTI [6DJ[. V
TeTEPO3UTOTHUX JKIHOK € IBI TOMYJAIMii €pUTPOIMTIB: OJHA
HOpManbHa, iHma — 3 nedimurom ['6DJ]. CHiBBiJHOMIEHHS MiX
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HUMHU KOJIMBAETHCA B JOCHTH MHUPOKHX Mexax: Bim 50:50 mo
99:1 %. Sdxkmo epuTpouUTH nuIie 3 JASPIUTOM aKTUBHOCTI
dbepMeHTyY YyTJIHBI JJO PEYOBHH-OKUCIOBAYIB, TO y OIJBIIOCTI
TeTEPO3UTOTHUX JKIHOK TEMOJIi3, CIPHYUHCHHUNU JTIKAPCHhKHUMU
npemaparamu, nepebdirae B nerkid ¢dopwmi. Jlmme B onHiel
TPETUHH TETEPO3UTOTHUX JKIHOK BIH MOXKE JOCsATaTU OiibII-
MEHII BHPaXEHOTO CTYICHS.

VY 4oNoBiKiB TeMOJIITHYHA KpHU3a, SIK MPAaBUIIO, MAa€ TSIKKHU
nepedir, sk i y TroMO3WUroTHux XKiHok. [Ipu adpuxaHcbkomy
BapiaHTi nedinuty axtuBHOCTi ['6D/] Mon0ai epUTPOUUTH, TUM
OlbIIe PEeTHUKYJIOUUTH, MAIOTh HOPMallbHYy aKTHBHICTh LBOTO
dbepMeHTy, TOMY BOHHM JOCTAaTHHO 3aXHIICHHI BijJ PEYOBHH-
OKHMCIIOBaUiB. binpm crapi epuTpoUuTH, 3BUYANHO, OimHI Ha
dbepMeHT, TOMY BOHH JIETKO PYHHYIOTHCS. Y 3B'SI3KYy 3 UM,
AKIIO TeMOJII3 1 PO3BUBAETHCS, TO B 3HAYHO cinadbuwiil ¢opwmi,
Hi) B 0Ci0 13 Cepe3eMHOMOPCHKHM BapiaHTOM.

I[Ipn adpuxkaHchbkoMy BapiaHTi HMOBIPHICTH JETAlLHOTO
pe3yiabpTaTy 3HAYHO MEHINA 1 JHIIe JeKilbKa MpemapariB €
NOTEHIINHO HeOe3meyHuMu. Y Takux oci0 reMolii3z camooOMme-
KYETHCS, HE JHUBJISYUCH HA T€, [0 NMPUUMAaHHS TaKHUX JIIKAPCh-
KHX 3aC00iB MOYXE MPOJJOBKYBATUCH.

BeaxatoTb, mo appukancbka Gopma HegoctaTrHOCTi [[6D]]
€ HacHimkoM Takoi MyTalii X-XpoMOCOMH, SIKa TMPHU3BOIUTH 0
MOpyHmEeHHs CuHTe3y ¢epMeHTy He B aKTHBHOMY IeEHTpi
MOJICKYJIM, a Ha APYTOPSAHUX AUISHKaX HOro cTpyktypu. Tomy
MIBUJKICTh CHHTE3Y 1 akTUBHIcTH ['6DJ] He 3MiIHIOIOTHCS, ale
3HAYHO Majae crabinbHicTh. Ha BiAMIiHY BiJl IIbOTO BapiaHTy NIpH
cepenzeMHOMOpPCHKiit popmi HegoctaTtHOCTI ['6DJ] Temomni3 He
camooOmMexyeThcsa. TyT pyHHYIOTHCS SK MOJIOIi, Tak i crapi
EpUTPOUUTHU. 3 KOXHUM NPUUMaHHAM HEOE3MEYHOTO JiKapCh-
KOTO 3aco0y JNi3yeThcsi HOBa MapTisg KIITHH. Bumagku remonizy
NPOSBISIIOTHCS Y MOCTIHHO mporpecyrouiil Tsxkid ¢popmi. Tomy
npu i ¢popmi eH3WMomaTii HACTIAKH OyAyTh OiNbBII cepiio3-
HuUMHU. J{ns Hei XapakTepHO TaKOX 3HAa4YHE 3HWKEHHS aKTHB-
HocTi ['6®/] nelKomuUTIB i KIITHH IHIIUX OPraHiB, HE JUBISYUCH
Ha Te, 110 BOHMU MalpTh sapa. BBaxkaioTh, M0 B 1aHOMY BHIAIKY
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MyTallis TeHa 3HaXOJUTHhCS y Till HOTO YacTUHI, sgKa 3a0e3rnedye
CUHTE3 aKTUBHOT'O LEHTPY MOJEKYIU (EpPMEHTY.

Kniniunumu ¢opmamu HegoctatHocTi ['6DJ[ € rocrtpa
MEJIMKaMEHTO3HO CIPOBOKOBAHA I'eMOJITHYHA aHEMis 3 IeMOTJo-
OiHypi€ero, ¢aBi3M, TeMOJIITHYHA XBOpoOa HOBOHAPOIIKCHUX,
cmagkoBa XpoHiuHa (HecdepomuTapHa) TeMOJITHYHA aHEMif.
Heski 3 mux popwm, 30kpema (aBi3Mm i rocTpa MEeIUKaMEHTO3HO
CIIPOBOKOBaHa I'eMOJIITUYHA aHEMis 3 TeMorio0iHypi€lo, MalTh
naTeHTHU mnepebir. HasBHicTh wiei matonorii BUSBISETHCS
TINBKH Ticisl NpUAMaHHS BIJAMOBIAHUX JIKapChbKUX Ipenaparis,
a mpu ¢aBi3mMi — 1 micas BXHBaHHSI KiHCHRKHUX 000iB, arpycy,
YepBOHOI CMOPOOMHM, KOHTAKTy 3 KBiTaMM a00 MNHUIKOM IHX
pociuH. XpoHiuHa (HecheponmTapHa) TEMOJITHYHA aHEMis Mae€
nepedir BHYTPIIIHBOKJIITHHHOI aHeMii 3 mocridHOO rinmepOi-
nipy0Oinemiero. lle 3axBOproBaHHS BUHHKa€e B 0Ci0, y SKUX TO-
HI)KEHa CTa0IIbHICTh 1 KatamiThyHa akTuBHicTh [6DJ] (Tadn. 19).

Tabruus 19
Bapiantu HenocraTHocTi '6®D/l, npu siIKMX MOKe BUHUKHYTH
XpoHiuHa (HecdepouuTapHa) reMoJiTUHYHA aHeMisl

Bapiant TpanasieTbesi B OMYJasinisix
Ohio ITanificekiit
Torrance CIIIA
Bat-Yam Ipaxcbkux eBpeiB
Albuduergue CUIA, cepen Ginoro HaceneHHs
Bangkok Tai
Oklachoma Hacenenns 3axinHoi €Bpornu
Duarte CIIA, cepen 61510T0 HaCEICHHS
Hong Kong Kuraiiceki
Chicago Hacenenns 3axinHoi €Bpornu
Fripler CUIA, cepen Ginoro HaceneHHs
Alhambra DIHCHKO-LIBEACHKIN
Milwaukee [TyepTopukaHChKili, cepe]] 01JI0T0 HAaCEICHHS
Ramat, Gan IpakcpKuX €BpeiB
Ashdod €Bpeis [liBHiuHOT AdpuKH
Freiburg Himeupki
Worcester CIIIA, cepen 01J10r0 HaceICHHS
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KomMmneHcaniss 3 BIKOM He BUHHMKA€. Y HOBOHAPOJKEHHUX HiTEH
nepiuut 6D/ nposiBIsS€ThCA Yy BUTISAI TEMOJITHYHOT XBOPO-
Ou, He 3B'A3aHOI 3 pe3yc- abo rpymoBO HEJOCTATHICTIO KPOBI.
3axBoproBaHHs mepebdirae 6e3 reMorimo0iHypii.

[Ipu Bcix kniniuaux popmax enszumonarii 6@/ npuitmanus
JIKapCchKUX 3aco0iB, sIKi MalTh OKHCJIKBaJbHI BJIACTHBOCTI,
MO€JHAHE 3 HEOE3NEeKOI BHHUKHEHHS T'€MOJIITUYHOI KpU3H depes
remouriz. Taka gis HaWOiINbIm XapakKTepHa IS MOXiTHUX XiHO-
JiHy, cyibdaHinaMigiB, HiTpodQypaHiB, HEHAPKOTUYHUX aHAJIbIe-
THUKIB, MPOTUTYOECPKYIHO3HUX 3ac00iB, JEIKUX AaHTHUOIOTHKIB
TOIIO.

lemoniTu4yHa Ais MEAMKAMEHTO3HUX 1 I1HIIUX YYXKOPIZHUX
3ac00iB MOXe CTOoCTepiraTucs siK Mpu NpUHAMaHHI BCEpEIHHY OJI-
HOKPAaTHO, OCOOJMBO TOBTOPHO, TaK 1 NMpW MOMaAaHHI X Ha MIKipy,
a TUM Oinblie mMpH BAMXaHHI HapiB (HaAOpUKIaA, HaTaJdiHy).

I'emoniTnuna kpu3za B oci0d 3 gedinutom ['6D]I, 30kpema
MpU TOCTPid MEIMKaMEHTO3HO-CIIPOBOKOBaHIM aHeMii, 3BUYANHO,
MOYMNHAETHCA Ha 2-3-W JEeHb MiciHs NMPpUHMaHHS TepaneBTUYHOI
03W XiHIHY, TpUMaxiHy abo OyAb-sIKOTO IHIIOTO 3 BKa3aHUX
npenapatiB. BUHUKaOTh CUIBHHUN TONOBHUN 011k, 0i7b y XKUBO-
Ti, TOMepeKy 1 B IHIMIMX YacTHHAX Tijla, 3arajdbHa CIa0KicTh,
B'SIIICTh, 3aJMIIKA, NIABUIIYETHCS TeMIepaTypa Tijla, 4acTo
HEBraMOBHE OJIOBaHHsI, KOJANTOINHHUI, HABITh KOMAaTO3HUU CTaH,
aHypis 3 ypeMiYHUMHU sSBUIIaMH. Y XBOpHX IIKipa HaOyBae
OJMBKOBO-)KOBTOTO KOJHOPY (KOBTSIHHIISI), BAHUKAE METTEeMO-
rmobimemMis. BwmicT remorno6iHy B CcHUpOBATIi KpPOBI MOXKe
nocsaraytu 200-300 mr %, a 6inipy6iny — 10-15 mr %, 3Buuaiino
3a paxyHOK Horo HekoH'toroBaHoi ¢popmu. Ceda HaOyBae KOJbOPY
YOpHOro muBa a0o MILHOTO pO3YMHY Kajilo MepMaHraHaTy depes
HasBHICTHL B HiM TreMorino0iHy 1 HOpOAYKTiB HOTO po3mnany:
reMocuJiepuny i ypo6ininy. [Ipu 3HauHOMY remouizi Moxe BH3-
HayaTUCs MacWBHa reMoTyo0iHeMis 1 BHpakeHa aHeMis, SKi
IHKOJW TMPU3BOIATH A0 HIOKY 1 HUPKOBOI HemocTaTHOCTi. Kimb-
KiCTh €pUTPOUUTIB 3MeHIYEThCS 10 1-2x106 mMMm°.

Y HeMOBIAT TeMoJi3 dyepe3 HemocTaTHicTs ['6DJ[ 3pocTae
MpU HAasABHOCTI Ae]ilUTy aKTUBHOCTI TIyTaTiOHpPEIYKTa3H, sSKa
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BUHHKA€E, UMOBIpHO, y 3B'aA3Ky 3 gedimutom pubodmaBiny B
MaTepUHCHKOMY MOJOLi. AHaloOridyHe 3HAYEHHS MOXE MaTH 1
HEJOCTAaTHICTh TJIYyTAaTIOHNEPOKCHUAA3H.

Cragis rocTpoi reMoNiTHYHOI KPU3U MPOJOBKYETHCS MPOTS-
rOM THXHsS, 3MIHIOKYHCh Ha mnepioa BuunyxanHs. [locTtymoBo
3pocTae BMICT reMOTJIOOIHY B KPOBi, 3MEHIIYETHCS PETUKYIIO-
HUTO3, 0co0nuBO Ha 8-10-i mqHI.

[lepemom y cTaHi XBOpPHUX MOSCHIOETHCS HE 3MIHAMH B
MeTabomi3Mi JIiKiB, a MOPYIIEHHSIMH B cKJaai eputponuTis. [Ipo-
BilHE 3HAUCHHS Ma€ MOHOBJECHHS KPOBI MOJIOAMMHU KIITHHAMHU 3
MOPiBHSHO BHCOKOIO, HaBiTh HOPMaJIbHOIO aKTHBHicTIO ['6 D/,
30KkpeMa npu a@puKaHCBKOMY BapiaHTi, IO € OCHOBOIO JJI
HeWTpaJsizanii OKUCIKBaJIbHOI Ta OCMOTHYHOI il JIKiB 1 TX
MeTaboTiTiB.

[ToBTOpHA TeMoONiTHYHA KpH3a, CIIPOBOKOBAHA JIIKAPCHKUMHU
3acobamMu, MOX€ BUHUKHYTH Jume depes 4-6 THXHIB, TOOTO
TOJi, KOJIM B KPOBI KiNBKicTh "mOcTapinux" epUTPOLUTIB CTAE
3HAYHOIO.

[IposiBu ¢aBi3My BHHHMKAIOTH 4Yepe3 JEeKiIbKa TOAWH, YacTimie
yepe3 00y, piame — depe3 JEKiJbKa JHIB MIiCJIs BXHUBAHHS
KiHChKkUX 000iB. [Ipu BAMXaHHI KBITKOBOTO MHUIIKY IIi€i pOCIUHU
CUMIITOMM 33aXBOPIOBAaHHS BUHUKAIOTH Lie panime. [Ipuiimanus
XBOPUMH JTiKiB-OKHCJIIOBAYiB BUKJIHNKAa€E 03HAKH (aBi3My TaKOX
yepe3 JAeKiIbKa AHIB, piAlie — roguH. Y HEMOBJAT Ii CHUMITOMH
MOXYTh BWUHUKHYTH IIIiCIIsi CHOXWBaHHS KiHCBKHUX 000iB ix
MaTepsIMu.

VY xBopux Ha (aBi3M Ticis BXXKHBaHHA KiHChKHX 000iB abo
JIIKIiB PO3BMBAETHCsI 3arajbHa CJIa0KIiCTh, 03HOO, MiJABHUILYETHCS
TeMIepaTtypa Tijia, BAHUKAE TOJOBHUU 0ilb, 0i1b y MoOmepekKy,
COHJIUBICTH. XapakTepHi 01l y JXKWBOTI, aHOPEKCisg, HYIOTa,
ONMfOBaHHSA, MOXE pO3BUHYTHUCS aHypis 3 ypemier. 30iib-
IIyETHCS Celie3iHKa, Majla€ PiBeHb T'eMOTrJI00iHy B KpPOBi, BUHUKAE
peTukymouuTo3 1 3'sBAs0ThCA Tinbus [eiinna. Ha apyromy
THXKHI CTaH XBOPUX MOKpamyeTbcsa. KapTuHa KpoBi HopMmadii-
3y€TbCsl B KiHII 3-4 THXKHS.

VY retepo3uroTHUX AiB4aTok 3a ['6D]] 3 HEBUCOKHM BMIiCTOM
€H3UMOTICHIYHUX EPHUTPOIUTIB TEMOJIITUYHA KpH3a KIIHIYHEMHU
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CUMIITOMaMH HE MPOSBISIETHCS a00 BOHHM MiHIMalbHI. Y HOBOHA-
poIKeHUuX aiTed 3 HemocraTtHicTio ['6@J] remMoniz mpoBOKYyeE
rinmorjikemMisi, MOXiJHI HaPTOXIHOHY, a TAaKOX HpernapaTtu JesKhX
pocinuH. KiiHiuHo s ¢opma 3aXBOPIOBAHHS HE BIAPI3ZHIETHCS
BiJI TEMOJITHYHOT XBOPOOH, 3yMOBJICHOT HECYMICHICTIO KpOBi 3a
pe3yc-thakTopom abo 3a cucrtemoro ABO. OCHOBHUMH TpOsSiBAMHU
€ aHeMis 1 JKOBTSHHUIS, fSKa HEPIAKO MOXE YCKIaJIHUTHCS
SNepHOI0 KOBTsAHUICH. "[li3HA" KOBTAHHUISI MOXE BUHUKHYTHU
NMpU BUKOPHUCTAHHI BKa3aHUX MEIUKAMEHTIB, a TAKOX IENIIONIOK,
00pobIeHNX Ha(TaATIHOM.

Hepigko cmagkoBa xpoHidHa (HecheponuTapHa) TeMOJTITHIHA
aHEeMisl € TMPOJOBXKEHHSIM TEeMOJITUYHOI XBOpPOOM HOBOHAa-
pPOJKEHUX. Y PEUITH BUNAJKIB BOHA JIaTHOCTYEThCS Mi3HIiMIE,
yepe3 JAeKidbka MicsIiB, HaBITh POKiB. XapaKTepU3YETHCS
MIOCHUTHh HU3BbKOIO akTHBHicTIO ['6D]], mepebirac BoHA 3a TUIIOM
BHYTPIMIHBOKJIITHHHOI aHeMii 3 MOCTiifHOIO rinepOimipyOiHeMiero.
VY KOBYHHUX MINSXaX 1 )KOBYHOMY MIXypi XBOPHX 4YacCTO BUSB-
JA0ThCA O1MipyOiHOBI KaMmeHi. SIK HACHiAOK BHYTPIMIHBOCYIMHHOI
arIOTHHAILIT €PUTPOIMTIB 1 TeMOJIi3y B HHXHIX KIHIIBKax
MOXYTh BUHHKATH XPOHIUHI BHpPa3KU TOMIJIOK.

BupakeHicTh TeMOJITHYHOT il JIIKIB 3aJIe)KUTh SK BiT 1X
TeMOJIITUYHOTO MOTEHIialy 1 J03H, Tak 1 Bix cTymeHs Aedinuty
aktuBHocTi 6D/, cTaTi, HAsBHOCTI CYHIPOBIIHUX 3aXBOPIOBAHb.
30kpema, IpuUMaxiH BUKJIHWKA€ BHYTPINIHbOCYJAUHHHH TEMOIi3
y nmo3i 30 Mr, MeTuieHOBHH cuUHIA — 390 MT, KHCIOTa aIneTHI-
caminunoBa — 4-5 r Ha noOy. llpm adpuxaHchbkoMy BapiaHTi
nedinury I'6dDJ] mpumaxin B no3i MmeHme 15 Mr Ha JeHb
BHUKJIMKaE ciabKuii reMoni3 0e3 o3Hak aHemii, 15 Mr — momipHui
reMoJIi3 1 JITKy aHeMirp. 3 MiJABUIICHHSAM 103U 10 30 Mr remosi3
CTa€ BUPaXeHHWM, a aHEMis — TOCTpPOI0, M0 45 MT TeMOJITHYHA
aHeMmis OyJlie KHUTTEBOHEOE3MEUHOIO.

IemoniTHuHMI MOTeHIian JIiKiB 3pocTae Npu GyHKIiOHATbHIN
HEJOCTATHOCTI MEYIHKH 1 HUPOK, Aia0CTHYHOMY amuj103i, BaKIIH-
Halll, iIHTOKCUKaMisax, 1HpeKkii Tomo. MoXJIUBO, nMpu iHPEK-
MiWHIA THUXOMAaHII aKTHBHICTH MIKPOCOMHHUX (DEPMEHTIB MEUiHKHU
W IHIIUX OpraHiB 3pOCTae€, a IHTEHCHBHICTh MeTaboMi3My JiKiB
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MPUCKOPIOETHCA. 3a MUX O0OCTaBUH B OpraHi3Mi 301TbIIYETHCS
KUIBKICTh METa0OJITiB 3 OKHCIIOBAIBHUMHU BIACTUBOCTSIMH, IO
crpusie remotizy. [Ipu 3aXBOprOBaHHSIX MEYiHKUA 1 HUPOK T'eMO-
NITHYHUN MOTEHIIaNl y MOpPiBHSAHO OE3MEYHUX PEUYOBHH MOXKE
CHJIBHO 3POCTH.

[IpoBigHe 3HAYeHHS y BWUHHUKHEHHI Big'€eMHOT il diKiB-
okuciaoBaviB B ocid 3 paedinutom ['6DJ] mae cTtyminp Hemoc-
TATHOCTI KaTaJliTHYHOI aKTHUBHOCTI 1 CTablIILHOCTI OTO (ep-
MeHTy. OpHak mnpu pi3HUX BapiaHTax eH3uMomnarii ['6D]]
KJiHI9YHA KapTHHA HETAaTUBHUX HACIIIKiB Ma€ CBOi 0COOJIHMBOCTI,
iHKOJNIM 3Ha4Hi. 30Kkpema, npu nerkin ¢opmi nedinury I'6 D]
appUKaHCHKOTO THUNY MNPUHMaHHSA, HAMNPHUKIAZ, NPHMaXiHy
moeHHO 1o 30 MI MOX€ HE MPU3BOJHUTHU JIO MOSBYU 30BHINIHIX
O3HAaK, 32 BUKJIYCHHSIM MOTEMHIHHS cedi. Y TSDKUMX BHIIAJKax
BiAMIiYa€ThCA CIHAa0OKiCTh, O1b y JKUBOTI 1 TMOTMEpPEKY, KOBTSI-
HUYHICTH TOomo. IIpoTte B 0ci® 3 cepea3eMHOMOPCHKUM THIIOM
HenoctaTHocTi 6D/ mpuitMaHHS MEIUKAMEHTIB 3 OKHCIIO-
BaJbHUM XapaKTEpPOM il CIPUYUHSIE BAXKY FeMOJITUYHY KPHU3Y.

[IpoBiHOWO TONEPEAHHO YMOBOI JOCSTHEHHS HaJidHOI
npodiTaKTHKH IHOTO Ba)XKOTO yCKIamHEHHS ¢dapMakoTepamii
€ HasgBHICTH IiHQopMamii Mmpo HYaCTOTY PO3MOBCIOIKEHHS
nedinuty axktuBHOocTi [6DJ[ B momymsamii. Y 3B'SI3Ky 3 muM
BEJIMKE 3HAYCHHS Ma€ MacoBe OOCTEXCHHs HaCEJICHHS II0J0
BUSIBJICHHSI TakuX oci0. PekoMeHayeThcsi Tako)k 0O0CTEKEHHS
BCiX CTamiOHAPHUX XBOPHX, SKHX TOCIITANI3YIOTHh 3 MOMYJIAIIN
3 BUCOKHM CTYNEHEM PH3UKY.

[IpodinakTuka monsirae B HENPHUIYCTUMOCTI MPH3HAYCHHS
1 mpuiiMaHHS JiKiB 3 OKUCIIOBaJIbHUMH BJIACTHUBOCTAMHU 0cobOaM,
y Akux HasBHUH nediuut axTuBHOCTI I'6MJI. Ix cnix mome-
pEOUTH PO HEOOXIMHICTH BUKOHAHHS TAaKOl BUMOTH, SIK BiJJMOB-
JIEeHHS BiJ JNIKyBaHHS NpemnapaTaMd 3 TEMOJITUYHUMH BIACTH-
BocTsamH. Ilpu cepensemHomopcbkoMy BapianTi gediuuty ['6D /1
HEOOXiJJHO BUKJIOYUTU 3 Xap4YOBOTO palioHy KiHChKi 000w,
arpyc, 4epBOHY CMOPOJMHY 1 KOHTAaKT 3 KBITaMH IIUX POCIIHH.

PisauM mpobaHgaM, a TakoX BCiM ocobam, y SIKHX TpHU
MOMyNSAMIHHUX TOCHIJPKEHHAX BUsABIeHUU nedimutr [O6D/,
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HEOOXiJHO MaTH MaM'SITKY-CIIMCOK NMPOTHIOKa3aHUX JIKapChKUX
3aco0iB. [Iporumokazani Oynb-ski memnneHHs. Chixl yHUKATH
BIpYCHHMX 3aXBOpIOBaHb 1 Maispii, BUKJIOUATH NepeOyBaHHS B
MasipiitHiil miciieBocti. Ocobam 3 gedinutoM akTuBHOCTI ['6D[]
HEOOXITHO MOSCHHUTHU, MO JESIKi 3 1X JAITEeH TaKOX MOXKYTh MaTH
aHajoriunui aedinut. 30kpema, npu HepoctaTHocTi ['6D]] B
eputponuTax y 6arpka i HOpMaJbHIH aKTUBHOCTI (GEepMEeHTYy y
MaTepi B iX MOYOK 3BHYaWHO Oyae HU3bKa aKTUBHICTH [6D/I,
TOJI K BCi cWHU OynyTh 3A0poBi. B ToMy Bumaaky, Koiu 0aTbKO
3J0pOBUH, a B MaTepi € HEIOCTATHICTh ULOTO (QEpPMEHTY,
aHaJoTiYyHa MaToyoris OyJe y MOJOBUHM CHHIB 1 JOYOK.

[MpodimakTuka sepHOI KOBTSHHUII Yy TJIOJIB BariTHUX YXIHOK
3 gedpinuTom akTuBHOCTI ['6D]] monsrae y HeBX)HBaHHI Oy/b-
SKAX JIKapChKUX 3ac0o0iB y APYrid MOJOBWHI BariTHOCTI 1 B
NpHU3HauYeHHI X HOBOHAPOJKCHHM.

[Ipu BuUpimIeHHI MUTAaHHA PO 3aCTOCYBaHHS TOTO YU 1HIIOTO
MOTEHIITHO IeMOJITUYHOT0 3ac00y CiIiJi BpaXxOByBaTu THI He-
noctataHocTi ['6D/[, cTaTh XBOPOTroO, TSKKICTH OCHOBHOTO 3aXBO-
prOBaHHS, HEOOXiHICTh Yy BUKOPHUCTAHHI IILOTO 3ac00y, HasBHICTh
y HbBOTO 3aMiHHUKIB. Tak, neBoMmilmeTWH MoOXHa 0e3 3acTe-
pPEKEHHs MPU3HAYATH TIPU YEPEBHOMY TH(I XBOPHM 3 HEJIOCTAT-
Hictio '6®J] Tuny Kanton. OgHak 1eid aHTUOIOTUK HI B IKOMY
pa3i He MOXXHa NMPUMMATH XBOPHUM YOJOBIYOI CTaTi 3 HegOC-
tatHicTio '6D/[ cepen3eMHOMOPCHKOr0 THILY, 00 B HUX BUHHKHE
TSOKKUEM remosiz. TyT BiAMIYaeThCsi CHHEPTri3M MIiX HEJIOCTAaT-
HicTio ['6D]] i uepeBHOTH(O3HOIO iH(pEKIIED. Y TaKUX XBOPHUX
JIEBOMIILIETUH IOIIJBHO 3aMIHHUTH aMIIIIIUIIHOM.

Oco6nuBy oOepexHiCTb CHiA OPOSBIATH NPU JiKyBaHHI
XBOPHX Ha TakKi XBOpOOHW, SIK MEUYiHKOBA 1 HUPKOBA HEJOCTATHICTH,
niabeTUYHUN arumo3, 00 MPHU MUX 3aXBOPIOBAHHIX TEMOJITHIHUN
MOTEHIIiall JiKiB 3 OKUCIIOBAIBHUMHU BIIACTHBOCTSIMH 3POCTAE.

[Ipu nerkomy remodisi, SKHil BUHUK y 3B'SI3KYy 3 MPUUMaHHSIM
JNiKiB-OKUCIIOBAUiB, JiKyBaHHS 3aiiBe. AJe MOJaiblle 3aCTOCY-
BaHHS TakuWX 3aco0iB HempunycTuMme. Y BHUNAJKY TSHKKOTO remMo-
713y, 0COONMBO MPHU HATHOCTI reMOryo0iHypii, HEOOXiAHO MpHUTIHN-
HUTU TpUUMaHHS OyAb-IKWX IiKiB, MIATPUMYBaTH CYBOPHUU

146



OamaHc pinuHW, OOMEXHWTH NMPUHMaHHS PIAMHU TPHU OJNIrypii,
ocobnuBo mpu aHypii. Bxpail HeoOXigHI 3axoau OOpOTHOHM 3
FOCTPOK HUPKOBOK HEJIOCTATHICTIO, BKJIOYAKYU TeMOJiani3,
MEepUTOHEANbHHUH Jiaii3, NpH 3HUKEHHI TeMaTOKPHUTY MOKa3aHo
nmepenuBaHHsS KpoBi ab0 €pUTPOMUTHOI MacH.

JlikyBaHHS B TOCTpHUH mepioa reMOJiTHYHOI KPHU3W Ma€ Ha
METi YCYHYTH HaiOinpin HeOe3meuHi MposBU: KOJAIC, aHypilo,
OomoBanHs. Konu mig 4ac reMoNiTUYHOI KPU3HW BIACYTHS aHypis,
CIiJl MPOBECTH IMMOBTOpPHE IEpPEIMBAHHS OJHOTPYIHOI pe3yc-
cyMicHOI KpoBi abo epurpouuTHoi Macu mo 150-250 miu, a B
0CcOo0IMBO TsKKMX BuImagkax — no 300-500 mia, B 3araibHii
kinpkocti mgo 1-1,5 nm, makcumym mo 2-3 n Ha mgo0y. Y mwiit cramii
3aXBOpIOBAaHHS HEOOXiJHO IMOJAEHHO BBOJHUTH Y BeHY mo 1-2 1
BHUCOKOMOJICKYJISIPHUX (IPOTHIIOKOBUX) IJa3MO3aMIHHHUKIB. 3
IHIIUX TPOTHIIOKOBHX TIpemapaTriB 3acTOCOBYIOTh MOpPQIiHY
TiIpOXJTOpHUI, OMHOIIOH, a TaKOX aJpeHaliHy TiapOoXIOpHum,
ko(deiny-6eH3oaT HaTpio, MIpU HASIBHOCTI 3aAWIIKH — KHUCEHB,
y BeHY — po3uuHHU riaoko3u (mo 50-100 ma 40 % posuuny, mo
500-1000 mx 5 % po34uuHY TPOTATOM OHS), BCepeauHy — Oarato
JNYyXHOTO MUTTSA. 3 METOIO YIIIJbHCHHS MeMOpaH €pUTPOLUTIB
3aCTOCOBYIOTh TIIKOKOpPTHUKOCTepoinu (iH'eKiii rigpoKOpTHU30HY
no 0,1-0,2 r, Bcepeanny npenHizonoH no 25-50 mr Ha no0y). Ll
3acC00M CTUMYIIOIOTH TAKOX EpHUTPONoe3 1 TpoMOOUHTOMmOE3.
PekoMeHAy€eThCS TEMIO Ha JUISHKY HUPOK — 3irpiBaibHI
KoMIIpecu abo miaTepmiio.

3 MeTor npodinakTUKH ypakeHHS HUPOK y BEHY CIiJ BBO-
IuTH 5 % pO3YUH CBIXKOBHUTOTOBJICHOTO HATPIi TigpokKapOOHATYy.
Jnst mpucKOpeHHs BUBEACHHS 3 KpoBi 0inmipyOiHY 3aCTOCOBYIOTH
OCMOTHYHI JiypeTuuHi 3acobu, ocoOsuBo ceuoBuHy (y BeHy 30 %
po3unH, cBikoBHTOTOBIEHHH Ha 10 % pPO3YMHI TIIOKO3U 3 PO3-
paxyaky 1 r Ha 1 xr macwm).

[Ipu 0co0AMBO TSIKKUX BUMAJKAX TeMOJITHYHOI KpU3H, KA
CYNPOBOJKYETHCA aHYPi€I0 1 HUPKOBOI HEIOCTAaTHICTIO, T€MO-
TpaHC(y3i0 MPOBOJAUTH HE MOXHA. SIKIIO KOHCEPBAaTUBHE JIIKY-
BaHHsS 3aJUIIAEThCS Oe3pe3ysIbTaTHUM, TO HEOOXIiJHO MPOBOIH-
TH TeMofiani3. Y HOBOHAaPOJKCHUX 3 BHUABJICHHUM ACDIITUTOM
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aktuBHOCTI ['6D/] i xoBTstHUIEIO TTpu Oinmipy6inemii Bume 18 mr %
MPOBOITHCS 3aMiHHI MepeluBaHHSI KPOBI.

[licas rocrporo mepioAy 3aXBOPIOBAHHS JIKyBaHHS MOBHHHO
OyTH HampaBJIeHO Ha BIAHOBJEHHS 3arajlbHOr0 CTaHY XBOPHUX 1
HOpMaJli3amiro KpOBOTBOPEHHA (BiTaMiHHM, O0COOJMBO I[iaHOKO-
OamamiH, IMpemapaTH 3ajiza TOIIO).

8.2. CnagkoBa HeIOCTATHICTL AKTUBHOCTI IJIyTATiOH-
peAyKTa3u epUTPOLMTIB

I'myratiompeaykra3a, monibno i mopsag 3 6D/,
Biirpae BaXJIMBY POJIb y 3aXHCTi €PUTPOUMTIB BiJ OKHUCIIO-
BaJIbHOT /i1 €HJIOTEHHUX 1 YUCIEHHUX E€K30TeHHUX PEUOBHH, 30K-
peMma JmikapchKHX. BoHa 3axwminae BiJ OKHCICHHS (EpMCHTH,
r100iH 1 OLIKH CTPOMHU EPUTPOIUTIB, SKi MAIOTh CYIbQTriApUiIbHI
rpynu, 3a0e3Meuyloun BiAHOBICHHS TIyTaTiOHY, METTEMOTJIO0IHY
H AUrigpoackopOiHOBOI KHCIOTH.

TIyTaTioH —
I'-S-s-I + HAJ®xH> ———» — 2I'-SH + HAJA®
. penykTasa .
TJIyTaTiOH TIyTaTioH
OKHCIEHUU BITHOBJIEHU U

Pazom 3 I'6D]] i kaTana3olo, rryTaTioHpeayKkTasza 3abesme-
4y€e HOpPMaJIbHY NMPOHUKHICTH MEeMOpaH, IIJICHICTh SPUTPOIUTIB.
KpiMm eputponuTiB, BOHAa 3HAXOMUTHCS B JEHKOIHTAX, TPOMOO-
OUTax, KIITHHHAX eJIeMEHTaX 0araThOX OpTaHiB: MEYiHIN, celle-
3iHIII, MioKapHi, HUpKax, MO3KYy, CKEJIeTHUX M's3ax.

I'myraTioHpeayKTasza cKJIaJaeTbcs 3 ABOX (pakuiii: MOBIIBHO
Mirpyrouoi i mBuAKO Mirpyrwouoi. OnHak iX KaTadiTHUYHA aKTHUB-
HICTB, SIK 1 CITIBBiIHOMICHHS, — OAHAaKOBi. ToMy mpH BiJACYTHOCTI
ONHi€l 3 HUX aKTHBHICTH (EPMEHTY 3aJUIIAEThCH BUCOKOHO (40-
60 % Big HopManbHOI). IHAYKTOpaMHu TrayTaTiOHPEAYKTa3u €
pubodnaBiH i HIKOTHHOBA KUCIOTAa. AKTHUBHICTH ii 3HAYHO 3MCEH-
NIy€ThCS MiJl BINIMBOM TeHapuHY.
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I'nyraTioHpeaykTa3a BiApI3HAETHCS HAIAMIPHOK CTabiNb-
HicTio. Ha Biaminy Big I'6®D/I, 3 BikoM epUTPOUHUTIB aKTHBHICTD
ii He 3MiHIOEThCS. Jluile y HOBOHApOJIKEHUX JITEH I1HKOJHU
TpaImIsiEThCS TUMUYAacoBa HexgocTaTHicTh. He BusBiIeHo Hi paco-
BUX, HI CTaTeBHX BiAMIHHOCTEH B akTUBHOCTI. Jlumie mpu neskux
3aXBOpPIOBAHHSAX BOHAa MOXeE HopylunyBaTHcs. 30Kpema, aKTHB-
HicTh ii 301MpIIyETHCS B TKaHMHAX 3JO0SKICHHX HOBOYTBODIB,
npu IMyKpoBOMY piaberi, ypemii, momarpi, rematurax, rimep-
XpoMHIiH aHewmii, en3zumomnarii ['6DJ], rocTpiii mopdipii, aie
3MEHINYETHCS TPHU Tajnacemii, OTPye€HHI rpubamMu, y XBOPHX,
SIKI TIEPEeHECTN XOJCIMUCTEKTOMIIO TOTIO.

CnankoBa HEZOCTAaTHICTh aKTHBHOCTI TJIyTaTiOHPEAYKTa3H
TparmisieTbesl piko, mepeBaxHo B €Bpomni. EH3uMonaris uporo
bepMeHTY nWIIe B TOJOBHHI BHUMAAKIB Mae 0€3CHMITOMHUM
nepebir. Y pemrTu BigMidaeThcs remoiiz. BiH Mokxe BHUHHKATH
CIIOHTAaHHO, TOOTO 0e3 BIUIMBY Ha OpPraHi3M OKHCIIOBaJIbHHUX
¢daktopiB. Lle 3yMOBIeHO 3HAYHUM 3MEHIICHHSM BMICTY BiJIHOB-
JICHOTO TJYTaTiOHY B epHTpomuTax i TpomOomurax. Hacrae
JIeHaTypalis 1 BUNaJgaHHsI reMorio0iny y BUTIsAAl Tinenb ['eiH-
1na, a TaKOXX MOPYUIEHHS MPOHUKHOCTI MeMOpaH epUTPOIHUTIB,
o MPU3BOAWUTH A0 iX pyWHyBaHHS. Po3BuBaeThcs TpomOoO- i
naHguToneHis. Lli mpouecu 3pocTalTh HijJ BIJIMBOM PEYOBHUH 3
OKHCIIOBalbHUMH BiacTUBOCTAMU. [Ipu enzumomnarii rioyratioH-
peAyKTa3W TeMOJIITHYHY KPH3y CHPUUYHHSIIOTH Ti X JiKapchKi
3acobu, mo u mpum enzumotmartii ['6D/I.

Crning BpaxoByBaTH, IO NPHU HEAOCTATHIH aKTHUBHOCTI riyTa-
TIOHpPEAYKTa3u TEeMOJdi3, CHPOBOKOBAHHH MEIUKAMEHTO3HUMH
3aco0aMu i OTpyTamMu, He caMooOMexXyeThcsi. ToMy npH MOsBI
O3HAK TeMOJITHYHOI KPWU3HW HACTyIMHE NPHUUMAaHHS JiKiB, SKi
3yMOBHJIHM ii, — HenpunyctuMe. J(OUidbHO MPU3HAYUTH TaKUM
XBOPUM KOPTUKOCTEpOiauW 1 aHaboniuHi mnpemnapatu. Bonwu,
cTabimi3youn MeMOpaHU ePUTPOMHUTIB, MOMEPEIKYIOTh TOIaTb-
mui remoniz. Kpim Toro, cinig mpuzHayaTH iHIAYKTOPHU TIyTa-
TIOHpEAYKTa3u: HIKOTHHOBY KHCJIOTY 1 pubodnasiH.
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8.3. CnaakoBuii nepeKT y CMHTE3i IIyTaTiony

I'myTaTioHpenykTasza cBot (i3i0JIOTIYHY POJIb Yy 3a-
XHCTI €pUTPOLUTIB 3JIHCHIOE 4Yepe3 BiIJHOBJICHHU TIyTATiOH.
PiBenp Horo B epuUTpoUHMTaxX 3aJCKHThb, 3 OJHOTO OOKY, BiA
IMIBUJKOCTI CHHTE3Y, 3 IHIIOTO, — BiJl IHTEHCUBHOCTI po3many, a
TaKOX BIiJ aKTUBHOCTI TJYyTaTiOHPEAYKTa3W, SKa BiTHOBIIOE
okuciaeHuil rnyration. Cunte3yeTbecs BiH i3 l-rmyrtamaty i I-
OUCTEIHY WiJ BIJIMBOM L-TnyTaMinnucTeiHCHHTETa3W TMpH
HassBHOCTI AT®. CnouaTKky yTBOPIOETHCS TIyTaMiJIIHUCTETH,
MOTIM TiJ BIUJINBOM TIyTaTiOHCHHTETa3W Npu HasBHOCTI AT
— TAyTaTioOH 3 TIyTaMUINUCTEIHY 1 TJIIIUHY.

I3 ¢epmenriB, siki OepyTh ydacTb y CHHTE31 TJIyTaTioHY,
CIaJgKoBa HEAOCTATHICTh OMHCAHA JJsI TIYyTaMIJIIUCTECIHCUHTE-
Ta3®W i rayTaTioHcUHTeTa3w. lIpuw mpoMy piBeHb TIyTaTiOHY B
EpUTPOLMTAX MOXKE HE NepeBUILYBaTH 5 % BiJ HOPMaJLHOTO.

Oco0u 13 cnagkoBUM JAepEKTOM y CHHTE31 IrIyTaTioHy BiJg3Ha-
JalOThCS AYXKE€ BUCOKOI UYTJIHUBICTIO A0 CEpEeIHUKiIB-OKHUCIIOBA-
4iB. BuHUKarm4a mix iX Ai€l0 reMOoJiTHYHAa KpHU3a Ma€ JTOCHTh
TSOKKHU nepebir. Bigmina nikiB, siki BUKJIMKAKOTh il, 3BUYANHO,
HE TPU3BOJUTH A0 MONIIMIIEHHS CTaHy XBOpPUX. BiH mMporpecuBHO
MOTIpIIy€eThCS, aXXk 70 cMmepTi. ToMy mpu cmaakoBoMy medeKTi
B CHHTE31 TIIyTaTiOHY JyXe BaXIJWBE 3Ha4eHHsS Mae mpodi-
aKkTUKa. BoHa momnsirae B HeJONYUEHHI BUKOPUCTAaHHS 3 JiKY-
BaJbHOIO METOIO IpenapariB 3 OKUCIIOBAIbHOIO JI€0.

8.4. HecrabisibHi opmu remorJiodiny (remMor/io6iHo3u)

Y nwjeil BUSABICHO JEKiJIbKa COTCHb BapiaHTIB aTH-
MoBOTO TeMorinobiny. Haiibinpm mommpeHow aHOMalier HOro €
HEBIAMOBIAHICTh, MOPIBHIHO 3 HOPMAaJbHHUMH BapiaHTaMH 3a
OJIHIEI0 aMIHOKHUCIIOTOI B Mapi MOJIMENTHIHUX JIAHIIOTiB. MeHmI
NOIIMPEHUMHU € 3aMimeHHs O1abmoi KiTbKOCTI aMiHOKHCIOT.
Micue i mpupona CTpyKTypHOi aHOMaJii BU3HAYaIOTh XapakTep
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nopymeHb (i3uKo-XiMidHUX 1 (i310TOTIYHUX BIACTUBOCTEH
remorno0iny. Hepigko 3aminieHHs OJHi€i aMiHOKHUCIOTH 1HIIOIO
HE CYNPOBOJIKYETHCS 3HAYHMMH MOPYUICHHSIMH BIaCTUBOCTEH
remori00iHy. OJHaK TPaIIAKTHCSI TaKi aTUIOBI HOro BapiaHTH,
MIpU SKUX 3HAYHOIO MIpOI0 3MIHIOIOTHCS K (PI3UKO-XIMidHI, Tak
i OiomoriuHi BiracTUBOoCTi. Moxe MOpyIIyBaTUCh CTabiIbHICTH
reMorio0iHy, MO NPU3BOAUTH IO WOTO MpeluIiTalii, moaaib-
IIOT0 TOMKOJ)KEHHS MEMOpaHU EPUTPOLUTIB 1 BUHUKHEHHS
XPOHIYHOT TeMOJITUYHOI aHeMii.

Cepen aHOMaJTbHHUX BapiaHTiB reMOTJIO0IHY iCHYIOTH TaK 3BaHi
HecTaOiNbHI BapiaHTH, KUIBKICTh Skux mnepeBuniye 50. s me-
SKHX 3 HUX XapaKTEepHO IyXe BUCOKE CIOPIAHEHHS O KHCHIO 1
CXUIIBHICTh JIO JIETKOTO YTBOPEHHS MerreMornoOiny. Ilix Bnnu-
BOM PEYOBHH-OKHCIIIOBAUYiB, 0COOIMBO CynbhaHIIaMiTHAX Tpe-
mapariB, JErKo HacTae AeHaTypalis reMorio0iHy 3 yTBOPEHHSM
timenps [efinnsg. TpuBaidicTh XHUTTA €PUTPOIUTIB, AKI MICTIATH
HecTalUIbHI TeMOTJI00iHU, HEPIJKO CKOpOYCHA.

B oci0, epuTponUTH SKHUX MAaKTh HECTaOLIbHI reMOrjao0iHH,
JIETKO HACTa€ TeMOJIi3 MiJ BIJUBOM JiKapChKHX 3aCO0IB 3 OKHC-
JIOBAJbHUMHU BIACTHUBOCTAMH. [Ipu Takiii maronorii mopymeHb
3 00Ky KaTalliTHYHOI aKTHBHOCTI (D)EPMEHTIB E€PUTPOIHUTIB MOXKE
He OyTH. AKTHBHICTH JIE€SIKHUX 3 HUX MOXE HaBiTh 3pOCTaTH,
3okpema ['6DJ[ npu remornoOinonatii Zurich y 3B'SI3Ky 3
HasBHICTIO B KPOBI 3HAYHOI KiJIBKOCTI peTHUKyJIOmUTIB. ['emorio-
0iH JEeTKO TPEemUNITYETHCA 1 PO3MaJaEThCs SK TiJ BIIUBOM
JMKapchKUX 3aco0iB, Tak i iHIMHUX (HaKTOpiB 30BHINIHBOTO CEpeo-
BUIIa (TeMIepaTypu TOIIO).

HecrtabinpHicTh remMorno0iHiB 3yMOBIeHA HasiBHICTIO 3MiH Yy
CTPYKTYpl MOJINENTHAHUX JIAHIIOTIB. Y remoriao0iHi Zurich,
HampukiIam, y 63 mosumii B-madiiora, ToOOTO B MiCIli MpHUEIHAHHS
reMa, 3aMicTh TICTUJIMHY HasBHHW apruHid. B o-manmwo3i HB
Torino 3amicThs ¢eHinanaHiny € BaiH.

[lepion HanmiBicHyBaHHs epuTpouutiB 3 He Zurich He mepe-
Bumiye 11-13 xi6 mpotu 30 ni6 y mopwmi. Ilig wac remomiTuaHOI
KpU3H, CIPOBOKOBAHOI 3ac00aMM-OKHUCIIOBAaYaMM, HalpHUKIal,
cynpdaHiamMiaMd 9¥ NpPUMaxXiHOM, 1€l MepioJ CKOPOYYETHCS
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no 1,5 mobu. bau3zsko 9-12 mi6 cTaHOBHTH BiH IJIS CPUTPOIMUTIB
oci0 3 remorio0iHOmaTi€l, MEPETUTUX 3A0POBUM ocobam,
BOJHOYAC AHAJOTIYHUHN MOKA3HUK CPHUTPOIUTIB 3JI0OPOBUX 0CIiO,
MepeIuTHX pelelnieHTamM 3 remornoOiHonarier Zurich, BUsB-
JNSA€THCS HOPMAJIBHUM.

3a enektpodopernunor pyxuauBicTio HB Zurich 3aiimae
npomickae micue mixk HB A i HB F, 3 ogHoro Ooky, i HB S, — 3
iHmoro. XapakTepHa TaKOXX HAasBHICTh y €PHTPOIUTAX BKIIO-
4yeHb TUNY Tinens ['elinus. Ha BingMiny Big ensumonenin (6D,
TIYyTaTIOHPEAYKTa3M), BOHW BHABISIOTHCS B MpemapaTax KpoOBi,
aki (papOyroThcs 3BHYallHUMH MeTonamu (3a PoMaHOBCHKUM,
JNiaMaHT-KPe30JOBUM CHHIM). Y mepioJ reMoiidy Ii TiJdbls
BUSBJISIOTHCA MPAKTUUYHO B YCiX €PUTPOIHMTAX I B PETHKYIIO-
nMTax, Tojal Ak npu HepocrtatHocti [6DJ] — nume B "mopociit"
MOyl epUTPOIUTIB.

8.5. CxuabHicTh 10 3JI0KICHOI rimeprepmii

Ile reneTnuyHa aHOMAaTisl CKEJIETHUX M’ S31B MpPHU SKiH
miJ BIUIMBOM JESKUX JIIKAPCHKUX 3aC00IB MOPYIIYETHCS
¢ikcanis Ca’" Ha aKTOMiO3MHI i 3aralbHUN KHCIOTHO-OCHOBHUM
cTaH. 3J705KiCHA TimepTepMis sBJIs€ COOOI JTOCUTHh BaKKe, 4acTO
CMEpTeJIbHE, YCKJIAJHEHHS HapKo3y, OCOO0IMBO y aiTe# i
mianiTKiB. BuHukae Tiapku B 0c¢10 13 CIAagKOBOIO CXUIJIBHICTIO HO
37104KicHOT rimeprepmii miJg BIJIKBOM (TOPOTaHY, METOKCH-
brypany, edipy miasg HapKo3y i1 iH., a TAKOX 1H'€KIIH AUTUIIHY
i nmexametoHito. Ilpm 3actocyBaHHI HHUX MiopelakCaHTIB i
HapKO3HHUX 3aC00iB 3aMicTh po3ciabJeHHS CKEINeTHHX M's3iB
pO3BHBAETHCS iX purigHicTh. [loyaTKoBi 03HAKU 3aXBOPIOBAaHHS,
Horo kiiHiYHA KapTWUHA W HacHigKu Ayxe BapiabGenbHi. Hepigko
BKE€ TEepIIUH KOHTAKT Takoi JIOAWHU 3 IHUMH JiKapChbKUMH
3aco0aMu TPU3BOAUTH [0 JIETAIBHOTO pe3ynbTaTy. B iHmux
0ci0 Taki HaCHiIKH PO3BUBAIOTHCS MiJ Yac JAPYTOTO YU TPETHOTO
BBEACHHS mpemnaparty. MalyTh, L€ 3aJeXHUTh BijJ BIaCTHBOCTEH
npenapaTiB. BBaxaroTp, mo Ti1 iHTalmsIUiWHI HapKo3Hi 3acobwu,
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SKi 3JaTHI B HaAWOINbIIiH Mipi MOTEeHIifOBaTH KO(PETHOBY KOH-
TPAaKTypy CKEJIETHUX M'S3iB, € CAMUMHU aKTHUBHHUMHU TPHUTEpPAMHU
3n0sakicHoi rimeptepmii. Lle, mepm 3a Bce, xmopodopm, ¢ro-
poraH i MeTokcH(IypaH, B MEHIIIH Mipi — IUKIONpomnaH, edip
IS HApKO3Y 1 3aKWC a3o0Ty.

XapakTepHUMHU paHHIMH TPOSIBAMHU 3JIOSIKiCHOT TimepTepMii
€ BIJICYTHICTH po3ciallieHHS M's3iB Imenen micis iH'ekmii
pO3YMHIB AWUTHIIHY, Taxikapiis, 3aJuINKa, IiaHO03, HEPiAKO
cepueBa apuTmis. BuHUKae rimoxcis HaBiTh y BUNAAKY BAUXaHHS
KHCHIO y 3B'A3KY 13 3HAUHUM MiJABULICHHSIM CIHOXHBAaHHS HOTO
CKeJeTHUMH M'sizaMu. Po3BuUBaeThCs TiNepKamHis Ta anuios,
MiABUIIYETHCS BMICT TJIIOKO3H, jJakrary, GocdariB i Kajidino B
KpoBi. PiBeHBb KaJbIlif0 CIIOYATKY 3pPOCTA€E, MOTIM cramae. Y KpOBi
MMOSIBASETHCS MIOTJIO0IH 1 pepMeHTH M's3iB, 30KpeMa KpeaTHuH-
kiHa3za. [IIBUOKO 3HMKAIOTH 3amacH TJIKOTeHy B M's3ax, pi3Ko
3pocTae yTBOPEHHS eHeprii yepe3 mocuiieHHs riaikonizy. Ctpim-
KO migBHIIy€EThCS Temrmeparypa Tina jgo 43° C i Ginbme (y
cepenabomy Ha 2° C 3a roauny). [lapanenbHo 3 UM pPO3BU-
BAETHCSI PUTIAHICTH: TiJIO XBOPOTO IHUIICHIE, HEPIJKO MEPEXOISTIH
B TpymHe 3akiaskanHs. CMepTh HacTae maike B 2/3 BUMAAKiB,
3BHYAWHO, B pe3yibTaTi ceprmeBoi ciabKOCTI i HEJOCTAaTHOCTI
HUpPOK dYepe3 MiorimobiHemiro. Ilix dac po3THHY BUSABISIIOTH
YHUCIIEHHI KPOBOBUWJIHBU B ceplle, HaOpsAK JIereHb 1 IMEYiHKH,
rinepemMilo HUPOK i ceie3iHKU. ['icTomoridHi mocCiijKeHHS BKa-
3yI0Th Ha TOCTpPI IHCEMiHYI0UYi BOTHHUINA HEKPO3y 1 HEKpoOio3y
B MiOKapai i CKeJeTHUX M's3ax.

Bnepme Ha reHeTHYHUN XapaKTep CXHJIBHOCTI 0 3J0SAKICHOT
rimeprepmii Bkazamu Denborough i cmiBaBTopu (1962). Bonu
omucalu poauHy, cepea 38 umeHiB sfkoi y 10 ocib, skxi Oynu
miggaHi il HapKOTHYHUX 3aco0iB, PO3BHHYJNACh 3JOSKicHA
rineprepmisi 3 Iporpecyruor M's30Boi0 purigHictio. Lle yckmaz-
HEHHs MiJ 4Yac HapKo3y TpamisieTbcs 3 vacToToio 1:20 TwHC.
Yacrime xBopitoTh aitu (1:5-7 tuc), pigme — mopocini (1:14000-
75000). Ctyninp M'si30BOi PHUTITHOCTI Yy XBOPUX HEOJHAKOBA,
0 BKa3ye€ Ha TEHETHUYHY TeTeporeHHIcTh aedekrty. omyc-
KAa€ThCS aBTOCOMHO-MOHOTEHHE YCIMaJAKyBaHHS TPH JOMiHYBaHHI
ne(GeKTHOTO ajens.
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BBaxarTh, M0 CHHAPOM 3JIOSIKiCHOI TimepTepMmii BUHHKAE
3BUYAiHO y YJEHIB THX POJIHWH, B SKUX 3a PEIECHBHHUM YU
JOMIHAHTHUM THUIIOM IepeNaeThCcsl ClagKkoBa Miomaris, mepedir
AKOT MOe 3anumarucs 0e3cCHMNTOMHUM. B okpemMux oci0, sik
1 iX ONW3BKUX POAWYIB, BOHA MOJXKE TPOSIBUTHCS y BHUTIAII
aHoOMaJlil OKOPYXOBHUX Ms3iB (HANpPUKJIAJ, ONYIIEHHS BEPXHBOI
MoBiku), M'si30B01 nucTpodii mie4oBoro mosca i HMUXKHIX KiHIi-
BOK, CIIOHTAHHOTO CKOPOYEHHS OKpEeMHX M's3iB 3 HACTYMHOIO
YyTpyZIHEHOIO penakcamieo. Hepinko mapaksIiHIYHUM TPOSBOM
CXHJTBHOCTI JIO 3J0SAKICHOT TimepTepMii € MiABHINESHHS aKTUBHOCTI
CHUpPOBATKOBOI KpeaTHWHKIHa3W, MO0 BKa3ye Ha mopylieHe (yH-
KI[IOHYyBaHHsS MeMOpaH ckeineTHux M's3iB. [lpore me BusB-
JISIETBCSI HE y BCiX 0cCi0. Y poauHax, CXHJIbHHX 10 3JI0AKICHOT
rimeprepMmii, 4acTo BiAMIYalOTHCSI CKOJi03W, KU(PO3U, 3BUIHI
BUBHUXHW KOJIIHHHX YallleuyOK, MJIEYOBHUX 1 KYJIbIIOBUX CYTJIOOIB,
KJIWIIOHOTICTh, BUCOKE MiJHEOiIHHs, nedopmalis Hoca 1 iH. B
aHEeMHEe31 TaKuX JiloJeld Hepigko OyBalOTh HepeloMU KiCTOK,
PEHTTEHOJIOTIYHO BHSABISIETHCS, MO MOBT1 KiCTKH JIEN[O TOHIII,
HI)K Y 3J0pOBHX 0cCi0, gacTime BHHUKAE Kapiec depe3 MOTOH-
HIeHHs eMalil. Y KICTKaX BMICT KajbI[1I0 HOHHKEHHH, 0COOIMBO
y 4oJnoBikiB y Bili g0 16 1 micasa 60 pokiB. HacTo BUSBISIOTHCS
IPUXKi, OCOOJIMBO MaxoBi, 3HWKEHHS PE3UCTEHTHOCTI €PUTPOLH-
TiB, IHKOJM — TICHXiYHA 3araJlbMOBaHICTh, TIMOTHUPEO3, KPUIITOP-
Xi3M TOTIO.

CyTh 1 nokanizamiss TeHeTHYHOTO Ae(deKTy Bce Iie 3aju-
MIAI0THCS HEJIOCTaTHBO 3po3yMminuMu. HasiBHI maHi, mepeBaxHO
HEemnpsMi, Jal0Th MPaBO Ha NMPUNYLIEHHS, IO MEPBUHHE NOPY-
IMIeHHS 3HAXOJWUTHCS B CApPKOIMJIA3MAaTHYHOMY pPETHKYIyMi
CKeNleTHOT MYyCKyJnaTypu. 30Kpema, BiJOMO, II0 HaKJIaJaHHS
JUKTYyTa Ha KIiHI[IBKY, sfKa BHKJIUYAa€ MONaJaHHS HApPKO3HUX
3aco0iB, MOIEpPEJKye BUHUKHEHHS PHUTIJHOCTI M'si3iB 1i€l
kinmiBku. Kypape He 3HIMae purigHicTh M's3iB, IO PO3BUHYIACH.

KpiMm Toro, meBHHM J0Ka30M TE€HETHYHOTO TE€HE3y IhOTO
neGexTy MOXYTh CIYyryBaTH W Jeski (papMakoJIOTI4HI TECTH.
Tak, B 0oci0 micisa mepeHeceHOi 3;10gKicHOT rimeprepmii ympo-
JOBX POKY 1 Oinpmre BHUABISETHCS MiABHIIEHA YYTIHBICTDH

154



M'S30BUX BOJIOKOH, B3SITHUX MpH Oiomcii, 10 kodeiny mopiBHIHO
3 peakiier M's3iB y 3p0poBux nmoneil. Ha pucynky 16 momana
BUKJIMKaHa KO(eiHOM KOHTpPakTypa 130J1bOBAHHX CKEJIETHHX
M'S31B y 340pOBUX 0Ci0 1 y nrongei, siki Oynu BUIIIKYBaHI Bij
37104KicHOI Trimeprepmii, a Ha pPUCYHKY 17 — B THUX caMuX
yMOBax, ajie 3 J0JaBaHHAM y nepdy3iiiHy piguHy GTopoTaHy.
Tyt Bci KpHWBI CKOpPOYEHb 3CYHYTi BIiBO. BimMiHHOCTI MiX
CKOPOYECHHSIMHU Je(PEKTHUX 1 HOPMaIbHHUX M'S31B MPOSBISIOTHCS
qiTKime.

AprepianbHu THCK
5

4

3 Puc. 16. Koncrpakrypa i301b0Ba-

HOTO CKEJICTHOTO M'si3a JIFOJAUHH, SKa
BUKJIMKaHA KOPETHOM:

a) — KOHTPOJb (Y 310pOBUX 0ci0); 0) —
0,1 0"25 05 1,0 2 4 3 16 32 B' OC16, SIKI'“BI/IJ'IIKyBaJ'II/ICI) B1J] 3JI0AKICHO1
MM Kodeit rineprepmii.

AprepianbHUN THCK

’f

Puc. 17. KonTtpakTypa i30150BaHOTO

CKEJIETHOTO M'd3a JIIOJIUHHU, SIKa BUK-

nukaHa kodeiHOM NMpW HAsIBHOCTI

¢TopoTany:

a) — KOHTpoub (y 370poBUX 0Cib); 6) —

00,1 0:25 01’5—— B. oci0, ;{KimBHJIiKyBanI/ICL BIJT 3I0SIKICHOT
WM Kodein rineprepmii.

Sk Bimomo, nig xkodeiHy Ha M'S3M JOKali3yeThCs B 30HI IX
CapKOIJIa3MaTUYHOI CITKU. BiH peryie CKOpOTIUBY 31aTHICTh
CKEJETHUX M'S31B IIJISXOM 3aCBOEHHS 1 BUBIIBHEHHS KaJILIiIO,
cupuse 301IBIICHHIO KOHIIEHTpAIii HOTO B HPOTOIIA3Mi ITHX
M's131B, K 1 miABHIIEHHIO aKTUBHOCTI AT®. Tak sk 1HramsminHi
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HapKO3HI 3ac00M MOTEHIIIOITH Jif0 KoeiHy Ha M'a3u, 0COOIHBO
B 0Ci0 13 CaJKOBOIO CXHMJIBHICTIO N0 3JI0SIKiCHOI TimepTepwmii,
MOJKHa CTOJiBaTHCS, IO TEHETUYHUN Ne(PEeKT JTOKaNI3yeThCs B
capkormiazMaTuuHii citmi m's3iB. [lopymyerses ¢ikcamis Ca**
Ha aKTOMiO3HUHI.

Y MexaHi3Mi PO3BUTKY CHUHAPOMY 3JIOSIKiCHOI rimeprepmii
MEeBHY pOJIb BiAITpae TaKoX ajgpeHepriyHa iHHepsaiisf. lIpo me
CBi4aTh pe3ydbTAaTH JOCIHiiB, MOCTaBICHUX HA CBUHIX, 5K
CXUJBHI 10 3705KicHOI rimeprepmii. ¥ HUX micias ABOCTOPOHHBOT
aJlpeHaleKTOMil BUHUKHEHHS LbOTO CHUHIPOMY IMOMEPEIKYETHCS
B 75 % BuUManakis.

VY 3B'A3Ky 3 BaXKUMHU HACIiJKaMH 3J0SKiCHOI Timeprepmii,
npodisakTHKa IbOTO 3aXBOPIOBAaHHSA HaOyBae 0COOJIMBOrO 3Ha-
yeHHs. MeTow i1 € BuacHe, L€ JO ONEPAaTUBHOIO BTPYy4YaHHs,
BUSBJIICHHS 0Ci0 31 CXHJIBHICTIO M0 Ii€l rimeprepmii Ta iHpOP-
Malisi Mpo Ie€ aHeCcTe3i0JoTiB. XBOPUX 3 TaKUM TEHETHYHUM
neeKToM ciij omepyBaTH JIMIIE MiJ MICLHEBOIO aHECTE3i€l0.
3acTocyBaHHS IHrajdsAliiHUX HApKO3HUX 3aco0iB 1 Miopenak-
CaHTIB TUNY JAUTHUIIHY KAaTErOPHYHO HEIOMYCTHME.

JllarHOCTUYHI TECTH Ha BHSBICHHS 0Ci0 31 CXUIBHICTIO J0
310aKkicHOI rimeprepmii Hecneuu@iyHi, BUKIIOYAIOYU TECT Ha
AKTUBHICTh CUPOBATKOBOI KpeaTHHKiHa3u. Hepigko meil renernd-
HUM gedeKT HisIK HE NMPOSBISIETHCS, BKIIOYAIOYH TiJBUIICHHS
aKTUBHOCTI 1bOT0 PepMerTy. KpiMm TOTro, Clig TakoX 3ayBaXKHUTH,
110 MiABHUIIEHAa aKTUBHICTh CHPOBATKOBOI KpEaTHHKIHA3UW MOXKeE
CYNPOBOJI)KYBaTH 0arato 3aXBOPIOBaHb, SIKI HE MalTh HIUOTO
CHIJIBHOTO 13 3MOSAKICHOIO rimeprepMmieo. ToMy niarHOCTHYHE
3HaueHHs HpHU Uil matosorii MamTh pe3yabTaTH KOMIJIEKCHOTO
o0cTexxeHHs. 3BMYallHO BH3HAYalOTh K aKTUBHICTb CHPOBAT-
Tak 1 mipodocdarazu kpoBi. PekoMeHIYETHCS TAKOX BHU3HAYCH-
HS B TJ1a3Mi piBHS 10HIB MarHio 1 KaJibIlifo, IpOCTarjIaHHHIB,
KaTexoJlaMiHiB, BIJIBHUX JKUPHUX KHUCJIOT 1 TPUTIILEPUAIB.
3ampornoHOBAHO PsiJi CEPOJIOTIUHUX, MOP(GOIOTIUHUX 1 Ol0XiMid-
HHUX METO/IIB JOCIHIJKEHHS CKEIETHHUX M'SA31B.
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Y ToMy BHUNAJKy, KOJH y ulieHa Oy/Jb-sKO1 pOJAWUHU BHSIBIICHA
3704KicHA TimeprepMmis mijg vac omepauii, BaKJIMBE 3HAYCHHS
Mae poAuHHE OOCTeXeHHsA. Y AeIKUX KpaiHaxX BHUIBIEHI 0coOH
3 CXHJIBHICTIO JIO [BOTO YCKJAJHEHHS HAapKO3y OTPUMYIOTH CIie-
miaJdbHUN MPOTOKOJ UM BKJIAAKY OO MOCBigdeHHS ocobu. Kpim
TOTO, MPOBOJUTHCS IHCTPYKTa)x mpoOaHIiB, BKa3yeThCid Ha
CTYNiHb PH3UKY 3J10sKicHOI rimeprepmii.

Y nocnizax Ha CBUHSX BCTAaHOBJICHO, IO JEsAKi JiKapcChKi
3ac00M MOXYTh IMOTNEpPEJKyBaTH PO3BUTOK 3JIOsIKiCHOI Timep-
TepMmii mpu Hapko3i propoTanoM. lle xapakTepHO I pe3epIiny
(0,0275 wr/kr BHyTpimHBOM'sS30BO) 1 Metunmonu (10 wmr
ycepeauHy npotsarom 3-x nHiB). YacTKOBO 3aXHCHY Ail0 MPOSB-
JISI0Th mapkypoHito Opomin (0,2 MT/KT BHYTPIIIHBOBEHHO) 1
TO3WJaT OpeTwiito. Y MiHi-CBUHEH TyOokypapuny xyopun (0,6
MT/KT Yy BEHY) TaJbMy€ PO3BHTOK 3JIOAKICHOI rimeprepmii y
BiMOBih HA BBEAEHHSA MUTHIIHY (nBidui mo 150 MT BHYTpIIIHBO-
BEHHO), ajle HE MoNepeaxye il BAHUKHEHHS.

Tepamist 3moskicHOI rinepTepMii moBUHHAa OyTH aKTHBHOIO.
Cnin HeralHO TPHUNWHHUTH OlEpalilo, BBEJCHHS HapKO3HOTO
3aco0y 1 MiopelaKCaHTy B OopraHi3M. HerallHO BXHUTH 3aX0au
00 JiKBimamii KHCHEBOI HETOCTATHOCTI, TimepTepmii, rimepka-
Jmiemii, Ha cTabinmi3aniro KIITHHHUX MeMOpaH, 30iJIbIIeHHs aiype-
3y, MOIMEPEKEHHSI HaOpsAKY MO3KY, HOpMaii3alilo 3ropTaHHS
KpoBi Tomo. KucHeBa HEIOCTATHICTH JIKBIAYETHCSI OKCUTCHO-
Tepami€eio, a TImepTepMis — MUIAXOM OXOJIOJKEHHS OpPTaHi3My.
Jl7s nbOTO B ILIYHOK BBOJSTH JILOJASHY BOJY, Y BEHY  OXOJO-
JPKeH1 PO3YMHU  EJNEKTPONiTiB. 3JiHCHIOIOTH TOBEpPXHEBE
oxonomxkeHHsa. lloxigHi aHiNiHy, Tipa3oJoHy 1 caliguIoBOi
KUCJIOTH, SIK 1 1HIII JKapO3HHMKYBaJbHI IpernapaTu, BUKOPHUCTO-
BYBaTH HE cCiIig, 00 iX mis mpwW 3IO0AKICHIA TimepTepmii He
nposABIsA€eThCA. [imepkanaieMit0o 3MEHIIYIOTh, KOIU BBOIITH Yy
BeHy 40-50 % po3uuH rawko3u 3 iHCcydiHOM. Jns crabimizamii
KJIITHHHUX MEMOpaH 1 3aCBOEHHS KaJbI[iF0 HEOOXiTHO BBOJUTHU
B BEHY HOBOKaiH, MPUYOMY SIK MOYXHa paHilmie 1 B BEJIUKHX
no3zax. BukopucrtamHsIM MaHITY 1 (ypoceminmy mocsaraeTbes
30inpmieHHs miype3y 1 BUBeAeHHs MiornoOiny. Jms momepe-
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JUKeHHST HaOpsIKy MO3KY 1 3HFDKEHHS 3TOPTaHHS KPOBi CHif
BBOJUTH TAaKOX T'ITIKOKOPTHKOCTEPOIIH, relnapuH.

[lepcmekTUBHUM TpemapaTtoM [Js JiKyBaHHS 3J0SKiCHOI
rineprepmii BBaxaroTh JaHTpojeH — 1-[5-(n-HiTpodenin)-
bypdypunigen]-aminorigantoin. lle MiopemakcaHT, SKUH He
BIIJINBA€ Ha €HEPTII0 MOTEHIiasy Aii 1 MBUAKICTh MPOBEJACHHS
immynbcy. [lpurnivenunit edexrt iHoro Ha ckeleTHI M'A3W 3yMOB-
JeHUI MOpYIIEHHAM €JIeKTpo30yaanBOCTI MeMOpaHHU BOJIOKHA.
[MpunyckaioTh, OO0 AAHTPOJICH pPO3cialiioe CKeJeTHI M's3u,
BIUIMBAIOYM HA HUX Y AINSHKAX, SKi 3HAXOJSATHCS 032 HEPBOBO-
M'SI30BUMH CHHarcamMu. MaOyTh, BiH TalbMy€ BXiJ 10HIB KaJbI[il0
y capKoILUIa3MaTHYHUH PETHKYIYyM MpH AenoJsipusamnii Mm's3a,
NOPYIIYIOYH 3alMyCK HACTYIMHOTO BUXOAY 3 LUCTEPH KalbLii-
AKTUBAaTOpa M'SI30BOTO CKOPOUYECHHS.

VY nociigax Ha CBUHAX, BiIOpaHMX 3a TECTOM IiJBUIICHOT
YYTJIUBOCTI O 3JOSAKICHOT TimepTepmii, BCTAHOBJICHO, IO IMPH
BBEJICHHI y BEHY MaHTPOJEHY B J103aX 2-3 MI/KI MOCIa0II0EThC
IHTEHCUBHICTh PO3BHUTKY yCKJaJHEHHs, a B no3ax 5-10 Mr/kr —
MOBHICTIO MOMEPEIKYEThCA HWOTO BUHUKHEHHs. [Ipu 3mosakicHii
rineprepmii, 1m0 BX€ BUHHUKJA, OJHOpa3oBa IH'€KIis B J03axX
5-7,5 Mr/kr B MO€JHAaHHI 13 3BHYAWHOK TEpamie 3HAYHO
MiABUIYE e(PEeKTUBHICTH, JiKyBaHHA. [lpm 1nbhoMy Maiixke
MOBHICTIO 3HHUKAE TimepTepMis, MOKPAmYIOTHCS MeTabosivHi
MOKa3HUKHU, BIAHOBIIOETHCA KHUCIOTHO-OCHOBHA PiBHOBAra.

XBOpUM Ha 3JIO0SKICHY TilmepTepMil0 JAAHTPOJIEH BBOIATH Y
BEHY B J03axX, noyuHawuu 3 1 Mr/kr. [Ipu HeoOXimHOCTI iH'€KIiT
MOBTOPIOIOTH M0 10 Mr/kr Ha moOy. B mporeci mikyBaHHS UM
npemapaToM MOXE pPO3BHHYTHCHh TeHepalli3oBaHa M'S30Ba
c1a0KiCTh, 1HKOJIM — T'e€laTHT.

8.6. Ali1acTuyHa aHeMisl, BUKJIHKAHA JIEBOMIiIIETHHOM

Jeski mikapchki 3aco00M MPHU MEpPea03yBaHHI MOXYTh
y 3Ha4YHId Mipi IPUTHIYYBAaTH CHHTE3 HYKJICIHOBUX KHUCIOT, IO
HEraTUBHO BiJOMBaeThCs Ha (QyHKILIi KICTKOBOTO MO3KYy. BuHukae
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anewmis. Ile, B mepmy uepry, cTOCyeThcsl JIeBOMilleTUHY. B okpe-
MHX 0ci0 el aHTUOIOTUK BUKJIMKAE AIIAaCTUYHY aHEMIiI0 HaBIiTh
MpH 3aCTOCYBaHHI y HEBEIMKHUX J03ax. YacTora Takoro yckiai-
HeHHs XximioTepamnii He mepeBumye 1:10 000.

BBaxarTph, M0 e YCKJIAJHCHHS MAa€ TCHETUUYHY MPUPONY.
IMokazaHo, 10O NEBOMINETHH TallbMy€ CHUHTE3 HYKJETHOBHX
KHCIIOT Y KYJbTYpl KJIITHH KiCTKOBOTO MO3KY, B3SITHX Y 340PO-
BUX 0cCi0 y koHmeHTpaunisx Oinbme 100 Mkr Ha 1 M3 cepepoBulia,
TOAI K B 0Ci0, sIKi BUJIIKYBaJHUCh BiJ 1HAYKOBAHOT IIMM Iperna-
paTtoM amiactTudHoi aHemii — 25-50 mxr/miu. Kpim Toro, Takuid
CaMHU pe3ynbTaT 3BUYAWHO OTPUMYIOTh y BHNAJKy BUMPOOO-
BYBaHHS LbOTO 3ac00y Ha KyJIbTYpl KJIITHH KiCTKOBOTO MO3KY,
B3SITUX Yy OaTBhKIB XBOPHUX AiTeH.

CyTh 1IbOTO YCKJaJHCHHS Ille¢ HE BCTaHOBJeHa. Ha BiaMmiHy
BiJ JE€BOMIINETHHY HOTO CHHTCTHYHHH aHaJOT TpiaMpeHIKOM, Y
SKOTO BIJCYTHS HITpOOE€H3E€HOBa T'pyIla, alNIaCTUUYHY aHEMil0 He
Buknukae (puc. 18). OnHax mpu mepeno3yBaHHi, TUM Oinbiue
TpUBaAJOMY, BiH MOXe€ IHAYKYyBaTH 3BOPOTHE TajlbMyBaHHS
epuTpomnoesy.

S\OZCHz SO,CH;,

OH—CH (0] HO—CH (0]
CH—NH—C—CHC}, CH—NH—C—CHCl,
CH,0OH CH,0OH

JleBoMminieHTH Tpiamdenikon

Puc. 18. XimiyHa cTpyKkTypa JeBOMILlETHHY 1 TpiamM(eHikoiy.

JleBominieTrH 1 Tpiam@peHiKOI MalOTh OINbII-MEHII OJHAKOBY
NPOTUMIKPOOHY aKTUBHICTH 1 mapaMeTpu (apMaKOKIHETHKH.
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BuiiHATKOM € nume iHTeHCHUBHICTH MeTaboxizMy. 3 ceder B
HemeTabomnizoBaHiil Gopmi Buainserscs nume 5-10 % neBomi-
netuny, aine 90-95 % rtpiamdenikomny.

8.7. Inmi cnaakoBi 3aXBOPIOBaHHA

I[Ipu osteogenesis imperfecta 3HauHa rimeprepmis
pPO3BUBAETHCS MijA BINIMBOM (QTopoTaHy i autuiiny. [lopiBHsHO
13 3J0SIKICHOIO TIMEPTEPMI€I0 TYT JTUXOMAHKa Ma€ JNOOPOsSKiCHUN
xapakTtep. BoHa merko KynipyeTbcsd KapO3HHUXKYBaJbHUMHU
npenaparamu.

TokcUYHICTh JIKApChKUX 3aC00iB 3HAYHO 3pOCTAa€ MPH TiImo-
anpOyMmiHeMii, TUM Oinple cnaakoBild. 3o0kpeMa, MpU JIIKyBaHHI
XBOpPHUX TPEIHI30JIOHOM IMOOIYHI peakmii 1 yCKIaJHEeHHS y BUTISIL
reMopariyHux SBHII, 3aTPUMKH BOAM B OpraHi3mi, NCHUXO03iB,
rinepriikeMii TpamisitoTbesi Habarato wacrtime i mepelir ix
OLITBI TSHKKUU MPH TimoanbOyMiHeMii, HI’)K Y XBOPHUX 3 HOPMaIIb-
HUM BMiCTOM alpOyMiHy B KpoBi. lle 3yMoBIeHO TUM, IO NIpU
rinoanpO0yMiHeMii 3MEHIIYETHCS KUJIBKICTh 3B'SI3aHOTO NMpeaHi-
30J0HY, K 1 0araTboX IHIIMX JiKapChKHX 3aco00iB, 3 OlnkaMu
kpoBi. [Ipu mpoMy m0JsI BiTBHOTO, TOOTO aKTHBHOTO Mpermapary,
Oyle 3HAYHO BUIIOK, HIXK MPH HOPMOAJIbOYyMiHEMI].

AputMmii cepis, BKIOYAKYU Ti, Ki BUHUKAIOTh Yy mpoueci
JMiKyBaHHSI CEpIEBUMH TIIIKO3HMJaMH, dacTine OyBaroTh B 0Ci0 3
rpynor KpoBi A, mopiBHSHO 3 ocobamu 3 Tpymorw kpoBi O,
mjoHaliMeHIe B 2 pasu.

KonTpauenTuBHi 3aco0u mpu TpUBAIOMY NpHIIMaHHI, MOPS]I
3 IHIIMMHW HETAaTUBHUMH e(deKTaMu, CHPUUYHHSAIOTH TpomOo-
eM0o0Ilif0 y KIHOK 3 Tpymoto KpoBi A B 3 pa3u yacrime, HiX 3
rpynoio kposi O.

Kpim Bume BKazaHOro, JiKapchki mpemnapaTtu i ix mMeTabomiTu
3 OKHCIIOBAIbHUMH BIACTUBOCTSIMH BUKJIWUKAIOTh TeMOJITHYHHH
KpH3 1 IPH TaKUX CHAJKOBHUX 3aXBOPIOBAHHAX SK HEIOCTATHICTH
AKTUBHOCTI TJIyTaTiOH-NEPOKCHUIA3U, TJIyTaMiJIIUCTEIHCUHTE-
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Ta3n i 6-hocdormokoHaTACTiApOreHasu. HemocTaTHICTh 3a Ii€l0
O03HAKOI TIYyTaTiOHINEPOKCHIA3U, BKIIOYAOYU TEHETHYHO
JETEpPMIHOBAHOT, HEPIJIKO TPAIISIETHCS y HOBOHAPOJIKCHHUX
niteit. CepeJq HUX HaBITh TIETEPO3UTOTHI JAITH CXHUIbHI J0
TEeMOJIITHYHOI JKOBTAHHII. Y TETEPO3UTOTHHUX AOPOCIHX OCi0
nmepedir 3axBOprOBaHHA #jae 0e3 Oyab-sSKHX HETaTHBHHUX MPO-
SBiB, aje JesKi JikapchKi 3aco0u (KHCIIOTa aleTHJICATIIHIoBa,
canazocynbdanipuant, QypagoHiH Ta iH.) MOXYTh 1HAYKYBaTH
caM000OMEeKyBaJbHUN IreMoJi3. Y TOMO3UTOTHUX OCI0 3aBXKIHU €
MMOCTiHI 03HAKW KOMIICHCOBAHOTO XPOHIYHOTO TEMOJIi3y.
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9. 'eHeTH4Hi MOPYLIEHHS, IPH AKUX
NMPOABJSIETHCH MPOBOKYIOYA il JiKAPChKHUX
3aco0iB

9.1. CnaakoBi MmeTremMorJo0inemii

'emorno0iH BUKOHY€ BHUKJIIOYHO BaXXJIUBY POJIb K
MEePEHOCHUK KUCHIO BiJ| JIETeHb Y TKaHWHU 1 BYTJICKHCIOTH 3
TKaHWH JI0 JIET€Hb. Y JIETEHSX TeMOTJO00iH JIEeTKO OKHUCITIOETHCS
JI0 OKCHUTeMOTJI00IHY — HECTIHKOI CHOJIyKH T€MOIJIO0iHY 3 KHCHEM.
VY TKaHWHaX KUCEHb BIAMIETIIOETHCS 1 BUKOPUCTOBYETHCS IS
pI3HOMaHITHUX OKHCHO-BiITHOBHUX pEaKIlii OOMiHY PEYOBHH.

[HIIOI0 POpMOIO OKHMCIEHHS TEMOTI00IHY € MeTreMorio0iH.
Ha Bigminy Big okcuremoriio0iHy, BiH MICTUTh TPHUBAJICHTHE
3aJ1i30, TOMYy Ma€ MIIHAHN 3B'A30K 3 KUCHEM, HENPHUIATHUHN IS
TPaHCIOPTY KUCHIO B TKAaHWHU. B epuTpomurax 370pOoBHUX JIIOJEH
METreMOTI00iH 3HaXOAUThCA MOCTIHHO, ane B AyXe Malux
KiibkocTsIX — 1-2,5 % Big BMICTY 3arajibHOTO T'e€MOTJIOOIHY.
YTBOpIOETHCS BiH B €PUTPONUTAX MiJ BIUIMBOM Pi3HUX MPOAYK-
TiB 0OOMiHY pPEYOBHUH, SIKI MAalOTh OKHCIIOBaJbHI BIACTHUBOCTI.
Ile mepokcHAM, NPOAYKTH po3maay OINKIB y KUIICUHHUKY TiJ
BILTUBOM OakTepiiiHoi ¢opu. PiBeHs HOTO MOXKE 3pOCTaTH 10
3-4 % mpu AedKuX 3aXBOPIOBAHHSX JIeTeHb (MTHEBMOHIi, THEBMO-
CKJIEpPO3i), cepls TOIIO.

Huspkuit piBeHP MeTTreMoTrioOiHEeMil y 3I0pOBUX JIOACH
MOSICHIOETHCA TOCTIHHUM BiJTHOBJIEHHSIM METreMOTIOo0iHY B
OKCHUIeMOTJI001H, [0 3JIHCHIOETHCS CIEIiadbHOK, TaK 3BAHOIO
METreMOTI0O0IHBIIHOBIIOBAJIILHOK, CHUCTEMO. I[IpoBigHUMU
KOMIIOHeHTaMu ii € HikoTmHamimageHinauHykieotun (HAJ),
METreMorno0iHpegyKTa3a, IIyTaTioH 1 ackopOiHOBa KHCIOTA,
JNOTIOMIKHUMH — KaTaja3a 1 TJIyTaTiOHIepOKCcHaas3a.

Bonens st BIZHOBICHHS METTEMOTJI00IHY B OKCHTEMOTI00IH
METTeMOTJIO0IHBIJHOBIIOBAIbHA CHCTEMa OTPUMYE BiJ BiJHOB-
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nenoi popmu HAJIIxH,. B cBoro 4uepry, peaykuis HAJl 3nii-
CHIOETHCS MiJ BIJMBOM riinepansaerigdocdaraerigzporeHasu,
sika 3a0e3meuye OKHUCICHHs Tiinepanbaeriny-3-docdary go 1,3-
nudochorminepuHoBoi KUCIOTH. B MeHMmIil Mipi B bOMY Tpoleci
BiZirpae poyib pepMeHTHA cCHcTeMa MEHTO030()ochaTHOTO MHUKITY
aepoOHOTO OKHMCIEHHS TIIOKO3H, AKMU 3abe3redye BiTHOBICHHS
HikOoTHHaMigaaeHiHauHYyKIeotuapochpary (HAJD).

Icaye monaiimenme naBi ¢opmu depmeHTy, sSKuil Oepe
ydacTh y peaykmii mMerremMorinoOiHy B okcureMmorno6iH. Lle
HAJIxH ,-meTremorno6inpeaykrasa (MeTreMorno0iHpeayKTasa-
1, abo pmiadopasza-1) i HAJI®xH -merremornobinpenykrasa
(meTremornoOiHpenykrTasa-2, abo nmiadopasa-2). I[IpoBiguow 3
HuX € miadopasa-1. Skmo 3araabHy METTeMOTJO0IHBITHOBIIO-
BaJIbHY 3JaTHICTh epuTpouutiB BBaxatu 3a 100 %, To Ha akTuB-
HicTh niadopasu-1 nmpunagae 6muzpko 70 %, toni sik Ha npiado-
pasy-2 — sume 5-6 % 1 TO TUIBKM NMPU HAasABHOCTI JOJaTKOBOI'O
CHJIBHOTO BiJTHOBHHKA, HAPHUKJIAd, METHICHOBOTO CHHLOTO. Tomy
niadopasy-2 BBaXamwTh pe3epBHUM QepMmeHTOM. Pemra Mert-
FeHOTI00IHY BIJJHOBJIIOETHCS B OKCHTEMOTJIOOIH 3a OMOMOTOI0
raytationy (9-12 %) 1 ackop6inoBoi kucnotu (12 -16 %).

PiBenbp mMeTreMor00iHY B KpPOBi 3aJ€KUTH SK BiJ MBHIKOCTI
Horo penykuii, Tak i BiJ iHTEHCHBHOCTI yTBOpeHHsA. B 3HauHiil
Mipi IHTEHCHBHICTH METTEMOTJIOO0IHYTBOPEHHS CTPHUMYETHCS
BHCOKHMM BMICTOM TJIYyTaTiOHY 1 KaTajla3w B €PHUTPOIHTAX.

Icaye O6arato XiMi4YHUX CHONYK, fKi, MOTPAIISIOYU B Opra-
Hi3M 330BHi, MOXYTb NMPOHUKATH Yepe3 MeMOpaHy €pUTPOLHUTIB
1 OKHCIIOBATH T'eMOTJIO0IH y MeTreMorio0iH (Tak 3BaHi mMeTre-
MOTJIOOIHYTBOPIOBaJbHI pedoBUHM). Jlo HUX HajIex)aTh OepTO-
JeToBa Cillb, XJOPHOBATHCTOKHMCII COJIi, MHII'SKOBUCTHIH
BOJICHB, MIpOraJioj, TiAPOXiHOH, Tipa3uH 1 WOro MOXiJgHi, aHUIiH,
psia OakTepiiiHMX TOKCHUHIB Tomo. Taka X ais xapakTepHa i
IUIST IesSKUX JIIKapCchKUX 3aco0iB, 30kpemMa, cojedl 1 edipis
a30THOT 1 a30THCTOi KHWCHOT (HATPilO HITPUTY, aAMINTHITPHUTY,
HiTpoTJdinepuny W iH.), cynbQoHIB i XJ0OpaTiB, XiMioTepamnes-
tuyHux (cynbdaninaminis, [TACK, dypanoniny), mporumaris-
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piliHuX (IpUMaxiHy, XiHIHY), KapO3HUKYBAJIbHUX 1 3HEOOIIO-
BaJIbHUX (mapaueramony, (geHaneruny) 3acoOiB i iH. Lli mikapcbki
3ac00M B TEpameBTUYHHUX J03aX Y 3JO0POBUX IIOJACH CYTTEBO
HE BIUIMBAIOTHh HAa MPONYKIiI0 METTeMOTIO0IHYy, X0o4da JesKi 3
HHUX TIPU TPUBAJIOMY NMpHHMaHHI, 0COOJMBO TMpPHU IMepeno3yBaHHI,
MOXXYTh BHKJIHKATH HEJOBTOTpUBaNy MerreMmorioOinemiro. Tak,
BBEJICHHS Y BEHY 3/10poBOi moauHu 0,5 T HATpil0 HITPUTY BHK-
JMUKa€e METTEeMOTJIO0IHEMII0, KA MOCATaE MAaKCHUMAaJIbHOTO PIBHSA
yepe3 | roxa. 3BuyaiiHo, yepe3 6 roj BoHA 3HUKaE. Y Joael i3
CMaJKOBOI HEJOCTATHICTIO METTeMOTJIO00IHBIJHOBIIOBAIbHOT
CHUCTEMH Taka 1H'€KIisf mpemapaTy BHUKIHKAE TPUBAIY MeTre-
MornobOiHeMiro. MakcumMaapHUNA piBeHb 11 yTPUMYETHCS TPO-
TsiroM 12 rox i Ginbmie (puc. 19).

Puc. 19. BwmicTt remorno6iny y
KpOBI MiCJsl BBEJICHHS y BEHY
HaTpil0 HITPUHY 3J0POBUM
ocobaMm 1 XBOpUM 3 HEIOCTAT-
HICTIO METTEeMOTJIOOIHpEaYyK-
a Tasu:
a) — y 310poBHX 0ci0; 0) — y XBO-
1 2 3 4 5 6 7 Yac,t PHX.

PiBenb y kposi, /100 ma

—
i

_..WE.____,_____

Insaxu nii AikKapchbKHX PEYOBUH HA METTEeMOTJIOO0IHYTBO-
peHHs pizHi. OxHiI 3 HUX 3ac00iB (HITPUTH, XJIOpPaTU, XIHOHH)
BUKJIMKAIOTh METIeMOTJI00IHEMII HIJISIXOM 0€3[M0CepPEeIHbOT O
BIUIUBY Ha TEeMOTJIOO0iH, MO0 MiATBEPAKYETHCS MOXKIHUBICTIO
OTpPUMaHHS METTeMOTJIO0iIHY in vitro. [HII mpemapaTH OKHUCIIO-
I0OTh TeMOTJ00IH y MeTreMorjao0iH 3a paxyHOK MeTa0odiTiB, AKi
YTBOPIOIOThCS B mpoueci ix 6iorpanchopmanii y mediHui ¥ iH-
NIMX opraHax. 30KpeMma, HITpaTHh MPOSBISIOTH CBOK METTeMO-
rI1001HYTBOPIOBANIBHY JIi10 JIMIIE IMICJs NEPETBOPEHHSI B HITPUTH,
Mo 3AIHCHIOETHCS B KHIIECYHUKY TiJl BIJIHBOM OaKTepidHOI

164



¢mopu. lle cTocyeThca TakoX apoOMaTHYHWUX aMiHIB, MOXiTHHUX
aHlJIIHY Ta 1HIIMX cnoJiyk. BcTaHoBiueHo, mo N-rigpoxcuiio-
BaHHA € Ba)XXJIMBHUM €TAloM Ha IUISXY YTBOPEHHS MeTaboliTiB
3 METTeMOTJI00IHYTBOPIOBAIBLHIUMH BIACTHUBOCTSAMHU, SIK 1 MPO-
IIECH, IO MPHU3BOMATH M0 MpoayKmii amiHodenoiB. J[omyckaoTs,
oo HITPOOCH3EHH TaKOX IEPETBOPIOIOTHCSI B METTEMOTJIO-
OiHYTBOpPIOBaJIbHI MeTaOONITH WLUJISXOM BIAHOBIECHHS B apuli-
TiApOKCUIAMIHMU.

CnankoBi meTremMoriiobiHemii — Ile rpyna TeTEepOTEHHHX
3aXBOPIOBaHb, 30Kpema, eHsuMoneniuna HAJxH,-3anexna
MeTreMorio0ineMis, 3ymoBieHa aAeiOUTOM TJIyTaTioHy, 1
METTeMOrJo0iHeMisl y 3B'SI3Ky 3 HasBHICTIO JESKUX aHOMAaJIbHHX
remorno6iniB. KpiM TOTOo, MeTreMorio0iHeMis CYMpPOBOIKYE
MEOUKAMEHTO3HUNU reMoJi3 B 0Ci0 3 HEJOCTATHICTIO aKTUBHOCTI
I'6®/]. Bona BUHHKAaE TAKOX y XBOPHUX 3 CHAJKOBOIO HEIOCTAT-
HICTIO TIEYIHKOBUX MIKPOCOMAaJbHUX TiJPOKCHUIIA3.

BcebOiuanuii amamiz pe3ydabpTaTiB BUBUCHHS KAaTAJTITHYHOI
aKTUBHOCTI Ta iHIWMX BiIacTuBocTedl amiadopasu-I y xBopux i
YJIeHiB iX pOJAMH BKa3zye Ha icHyBaHHA 3-x (opm cmagkoBoi
HEIOCTAaTHOCTI IMHOTO (PepMEHTY: MOBHA BiICYTHICTh aKTUBHOCTI,
3HWJ)KEHA aKTUBHICTH 1 HAaABHICTh CTPYKTYpPHO HeimeHTH(]IKO-
BaHoro (epmeHTy. HaiiBaxkki HacliJKH CHOCTEPIrarOThCs MPHU
MOBHIN BIJICYTHOCTI aKTHBHOCTI MeTremorinobinpenykrasu-1. Ilpu
IbOMY METTeMOTJIOOIHBIMIHOBIIOBAbHA CHCTEMa, BTpadar0du
CBOrO MpoBigHOro "mapTHepa", BUKOHYBaTH CBOIO POJb HE B
3Mo03i. JIoKka30M IbOTO € O3HAKHM MOCTIHHOI KHCHEBOI HEIO0CTAaT-
HOCTI 1 HasgBHICTH rimepmeTreMoriobinemii. [loBHa BimCyTHICTH
aKTUBHOCTI niadopa3u-l BUSABIAETHCS Yy TOMO3UTOT 32 aTUIIOBUM
reHoM. Y TeTepO3UroT METTeMOrjJoOiHeMisi MpOABISETHCS B
NaTeHTHIH (GopMi 1 BUABISETHCS JIUIIE B Mpoleci JIKyBaHHS
MMOTEHIIITHO METTeMOTJIOOIHYTBOPIOBAIBHUMH 3aco0amMu. Ycman-
KOBYETBHCS LIl €H3MMOIATisl 32 aBTOCOMHO-PELUECUBHUM THIIOM
(puc. 20). 3a pmamumu excrneprie BOO3, uactora po3moB-
CIOJUKEeHHs TeHa aiadopasu-l y rerepo3urorHomy cTaHi cTa-
HOBUTH Onu3bKO 1 % HacemeHHs CBIiTY.
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@ 3 Puc. 20. Pogosin poaunu A:
3 O — KiHKH;, — 40JIOBikH; 1-2 — rere-

posuroTu 0Oe3 KIIHIYHUX NPOSABIB, ale 3

[IOHMKEHOI0 METTeMOII00IHPEIYKTa3HO0

aKTUBHICTIO €PUTPOLUTIB; 3 — mpobanan
3 2

% 3 KJIIHIYHMMHM O3HaKaMH METreMorio0i-
3 HeMil.

Knacuuna ¢opma cmaakosoi HAJIxH -3anexnoi meTre-
MOTJIO0IHEMIT XapaKTepU3YEThCS JykKE BHCOKOK YYTJIUBICTIO
XBOPHUX JIO JiKapchbKUX 3ac00iB i IHIIMX KCEHOOIOTHKIB, SIKi BijI-
PI3HAIOTHCS HASBHICTIO METTeMOTJIO0IHYTBOPIOBATbHUX BIACTH-
BoCcTe#. AKkTHBHICTE miadopasu-l TyT myke HHW3bKA 1 CTAHOBUTH
0-0,6 O mporm 2-4,5 O y 3mopoBux oci6. Ilin BmmmuBOM
METTEeMOTIIO0IHYTBOPIOBAILHUX 3aC00iIB Y TaKUX XBOPHUX Pi3KO
3pOocTae CHHIOMIHICTh WIKIPH, 0COONMBO ry0d, HOCOIyOHOI CKIAJKH
1 HITTBOBOTO JIOXKa, CAU30BOI 00OJOHKM MOPOXKHUHH poTa. Kpim
TOTO, MOCUIIIOETHCSI HE3JY)KaHHS, MOTIPIIYEThCS CAaMOTIOYYTTH,
MiICUTIOETHCS OLTb B MIMSIHIII CEepIsi, TOJTOBHUM Oi1b, 3aJUIIKA.
[Ipn oxomomKeHHI MiaHO3 MiACUIIOETHCS, IK 1 IPH aJTiMEHTap-
Homy C-rinmoBitamino3i, 60 Bitamin C € OZHUM i3 BaXJIUBHUX
KOMITOHEHTIB METIreMOTJI00iHBIIHOBIIOBAJIBHOI CHCTEMHU EPUTPO-
ouTiB. Y KpOBi CTpiMKO 3pocTae i 60e3 TOro BHCOKHMH DPiBEHD
MeTreMoriio0iny, gocsratouu 10-40 % i1 O6inkme. KpoB HaOyBae
JIy’)Ke TEMHOTO KOJbOPY, IPU HasIBHOCTI KHCHIO HE CTa€ sickpa-
BOYEPBOHOIO.

Ile Oinbin HeOe3meuHO (GOPMOIO CHAJKOBOI €H3MMOIECHIUYHOT
HAJl H, — 3amexnoi merremorno0iHemii € reHepani3oBaHa
¢opma, Tak SIK BOHA XapaKTEPHU3YEThCS HYJIbOBOIO aKTHUBHICTIO
niagopasu-1 He TINBKH B €PUTPONUTAX, ajie 1 B JEHUKOIUTAX,
TpomOonuTax i kiaituHax Mo3Ky. KuiniuHo us ¢opma 3axBo-
pPIOBaHHS NPOSABISIETHCS CTIHKUM LiaHO30M, YpakKE€HHSM HEPBO-
BOI CHCTEeMH, po3jagaMu ncuxiunoi cpepu. [IpusHadeHHS Takum
XBOPHUM JIKapChKUX 3ac00iB, AKi MAlOTh METTeMOTJIO0IHYyTBO-
pIOBalibHI BJIACTHUBOCTI, a0COJMIOTHO MPOTHUIIOKAa3aHEe, TaK SAK II¢
He0e3meuHo ISl KUTTS.

I'ereposurorna ¢popma ensumoneniunoi HAJIxH,-3anexnoi
MeTreMmoryiio0inemii nepebirae 6ezcumMnToMHo. PiBeHb MeTremo-
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rmo0iHy B EpPUTPOIHMTAX 3HAXOAUTHCSI B MexXax HopMH abo
nemo migBuuieHui. Lle 3ymMoBIeHO THM, IO y Takux oci0 suire
noysoBUHa Jiagopasu-l1 HeakTHUBHA, TOMY 3arajibHa ii aKTHB-
HicTh cTaHoBUTH 0,6-1,65 O/l. Ane y Takux XBOpHUX IiCIs NMpHIi-
MaHHS METTeMOTJI00IHYTBOPIOBAILHHUX 3aC00iB MOXKE PamTOBO
BUHHUKHYTH CTIMKHH IiaHO3, CTPIMKO 3pOCTH METTreMOTIO0iHeMis.
KpoB crae mokonagHO-KOpUYHEBOIO. BinmiHa Takux 3aco0iB
NPHU3BOAUTH [0 MOCTYMOBOI'O MOJINIIEHHS CTaHy XBOPHUX, 3MCH-
HIEHHS TiMepMeTreMorio0iHeMii 1 1HIIMX MPOsIBIB 3aXBOPIOBAHHS.

Y HOBOHAPOMKCHHUX TITEH HEPIAKO TPAIUIAETHCSI THUMYACOBA
HeJxocTaTHICTh giadopaszu-1. JlepimuT akTUBHOCTI IIBOTO dep-
MEHTY B KpoBi mymkoBoi BeHu Moxe pocsiratu 30 % i Ginbuie.
[ToctynoBo mnpotsrom HaWOmwxuux 12 THXHIB 1S HeJoc-
TaTHICTh 3HHKAaE. CXUIBHICTD JI0 METTeMOII00IHEMIT Y HEMOBIIST
BHUpaX€Ha CUJBHIINIE, HI)K y AOPOCIHX, HE TIIHLKH Yepe3 HEIO0C-
TaTHicTh niadopasu-1, ame W uYepe3l MEHIY IHTEHCHBHICTH
yTBOopeHnHs kodakrtopa HAJIxH,, renepanizosanuii nediunur
HUTOXPOMY B,-peqyKkTasu epuUTpOUUTIB i BHYTPIIIHIX OPTaHiB.
BaxyiBe 3Ha4YeHHS Ma€ TaKOX NepeBakKaHHs B €PUTPOIMTAX
remorio6iny F, skuii B OUIBIIIA Mipi, MOPIBHSIHO 3 TEMOTJIO0IHOM
A nmopociux, 4yTAWBUN 10 Ail OKHCIIOBAIBHUX areHTiB. Y He-
MOBJAT METreMOTJ00iHeMisi Jerko BHHHKAa€ HAaBITh MiCIs
BXXKMBaHHS iXi, sIKa NPHUTOTOBJIEHA Ha JKEpENbHid BOAl, MHIO
MICTUTh MiJBUIIEHI KITBKOCTI HITpaTiB 1 HITpUTIB. [imoBiTamMiHO3
C TakoX CHpHUsI€ METTEeMOTJIOOIHYTBOPEHHIO y JITEH 1 AJOPOCIHX.

Y HOBOHAPOJKECHHX MOITEH 3 EPUTPOCH3UMOIICHIYHOIO
TOMO3HUIOTHOK METreMOTJ00iHeMie€l IiaHO3 BUHHKAE 0e€3Io-
CepellHbO Micisl HApOJIKEHHSA 1 HEe 3HUKae y Mipy pocty. Hditn
BiJcTalOTh Y (I3UYHOMY 1 PO3YMOBOMY PO3BUTKY, 4aCcTO BiaMi-
JalThCS Pi3HI MOpPYIIEHHS 3 OOKY HEpPBOBOI cUCTEeMHU. BUKIIO-
YeHHS 3HAa4YHOI KiNBKOCTI reMorio0iHy i3 chepu TpaHCIOPTY
KHCHIO HEraTHUBHO BifAOMBAa€THCS Ha OOMiHI pedyoBHH, QYHKLIT
OpraHiB i TKaHWH. barato aiTeil BMUpae B mepmi X AHI micis
HapOJKECHHS.

OnHUM 3 HACHiAKIB CHMAaJKOBHX METreMoTyioOiHeMill € 3HayHa
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0co0m MOXYThb 0e3 HeOe3NMeKH JJIS KUTTS MEePEHOCUTH IliaHi]
Kajlilo B J03ax, U0 NepeBULIYIOTh JeTanbHi B 40 pasis.
[MpodinakTuka MeTreMornodinemMii, 3yMOBIEHOT CHaJAKOBOIO
HEJIOCTATHICTIO METreMOTJI00IHpeAyKTa3M, MOJsATAaE Y CBO€YAC-
HOMY BHSIBJICHHI 0Ci0 3 Ii€I0 €H3UMOIIATIEI0 1 HEAOMYIICHH] TPHii-
MaHHS BKa3aHHUX JIKapChKUX 1 TOKCMYHHUX pPEeYOBHH. BaxiauBe
JiarHOCTHYHE 3HAYEHHS Ma€ BHU3HAYEHHS BMICTY METTeMOTJIO0IHY
B KpOBi, 0COOJMBO aKTUBHOCTI METTeMOTJIO0IHPEYKTa3H.
JIikyBaHHIO MiJUISTaI0Th XBOPIi, AKi € TOMO3UTOTaMHU 3a IaTo-
JIOTIYHUM TEHOM, 1 TETEPO3UTOTH B (Da3i 3arOCTPEHHS CITAJKOBOL
METTeMOT00iHeMIl, SKe BUHUKIIO BHACTITOK MPHHAMAHHSI METTE-
MOTJI001IHYTBOPIOBAJIbHUX PEUOBUH. Y TAKUX BUMAJKaX XBOPOMY
B BEHY BBOASITH METHJICHOBUH CHHiIW mo 1-2 Mr Ha 1 Xr macu y
Burnsaai 1 % posunny Ha 5-10 % po3umni rmroko3u. B pesynbrarti
nporo mpotsaroM 30 XB BMICT METreMOTJI00IHYy B KpPOBi i IiaHO3
3MEHIIYIOThCS. BBOAWUTH mei mpemapaTr B OINBIIUX 032X, THUM
OispIIe TOBTOPHO, HEAOUiINbHO, OO NMpH Nepeno3yBaHHI CTaH
XBOPOTO MOXE TMOTipmIaTUCs, TOMY L0 METUJICHOBUH CHHIN Y
BEJIMKUX J]03aX CTHUMYJIOE METTeMOTrJIO0IHYTBOPCHHS.
[To3uTUBHY Mif0 MPOSABISAE i aCKOPOIHOBA KHUCIIOTA SK OJUH
i3  TpoBigHUX (GAKTOPIB METTeMOTJOO0IHBIJHOBIIOBAJIbHOT
cucremu opranizmy. Ilpusnauatots ii Bcepenuny no 0,3 r 3 pasu
Ha JieHb. [lOpiBHSIHO 3 METHJICHOBHUM CHUHIM, Jiisi aCKOpOiHOBOI
KUCJIOTU TPOSIBISETHCS MOBIJABHINIE 1 HE MPU3BOJAUTH 10 MOBHOI
mikBigamnii merreMoryiio0iHemMii. Y mpomeci JIKyBaHHS BMICT
MeTreMorno0iny B KpoBi cTabinizyersbcs Ha piBHi 10-12 %, T0OTO
Ha TakoMy piBHi, KONU XBopi 36epiraroTh mpaue3aTHICTh. 1x
He TypOyrTh 0ib 1 3aJHINKa, X04Ya 3aJHUIIAETHCS HECBEIUKUU
niano3. ACKOpPOIHOBY KHCJIOTY MpPHU3HAYAIOTh XBOPUM IiCIs
mikBigamii rimepMeTreMoriio0iHeMil METHICHOBUM CHHIM.
JlomipHO TakOXX BBEAEHHS y BEHY PO3UHMHIB HaTpilo Tiapokap-
OoHaTy, NpeAHi30J0HY, cu0a30Hy, HUCTaMiHy, IJIa3Mu 1 TpoMOO-
LUTHOI MacHu.
limepmeTremMorinobineMisi pO3BUBAETHCS TpHU Jii JeAKHX
JIKapChKHUX MpenapariB HE TIIBKH MPHU CHAAKOBIH METTeMOTJIO-
OiHeMmii, alle ¥ MpHW IHIIMX TeHETHYHHX 3axXBOprOBaHHAX. lle,
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mepiml 3a BCEe, BiJHOCUTHCS 1O 3aXBOPIOBAaHb, IIO CYIPOBO-
JUKYIOThCSL HeJOCTaTHicTIO akTuBHOCTI '6DJl (cTop.) i ruyra-
TioHpeaykTasu (cTop.), mpu aedektax y pepMeHTHINH cucTemi
CHHTE3y TIIyTaTioHy (cTop.), MesIKUX remMoriodino3ax (crop).

9.2. MMewinkoBi mopdipii

e rpynma xniHiuHO ONM3BKUX 3aXBOpPIOBaHb, SKi
NPOSIBASIOTHCS MNEePIOAUYHUMHU TOCTPUMH HEBPOJOTIYHUMH
NOpYHIEHHSIMH 1 MiJABHIIEHOIO EKCKpeuiewo mnopdipuHiB 1 iX
MOMepeJHUKIB — (W-aMiHOJEBYIIHOBOI KucioTH 1 mopdobimi-
HoreHy. Po3pi3HsA0TH 3 OCHOBHI (GopMH IHX 3aXBOPHOBAaHbL:
iHTepMiTyI04a rocTpa nopdipis (IIBEACHKUN THI, Mipoaonopdi-
pis), mpoTtokompomopdipis (miBaeHHOADPUKAHCHKUHA THIT) i
komnpomopdipis. Ili 3axBoproBaHHS XapaKTEPU3YIOTHCSI aBTO-
COMHO-JOMIHAHTHUM THIIOM YCIIaAKyBaHHS 3 HEIIOBHOIO INEHET-
paHTHICTIO.

YacTime TpamisieTbCsi ToCTpa MepeMixHa mnopdipis, ska
NpOSIBIASEThCS NEepenyciM Ticlisi 3aKiHYEHHS CTaTeBOro J03-
piBaHHS, 1HKOJHM — B OUIBII paHHBOMY Billi. 3arOCTPIOETHCS BOHA
y 3B'SI3Ky 3 NpUHMaHHSM JEsSKHX JIKapCchKUX 3aco0iB, 30Kpema
O0apOiTypaTtiB, cynb(oHIB, cyiabdaHiiaMiiB, aMiJONIpUHY, TPi-
3e0(ynbpBiHY, CTEpOiAHUX TOPMOHIB, €CTPOTEHIB, MPOTH-
3aIUIIJHUX TpenapariB, X0 CKJIaay SKHX BOHHU BXOIATH, PAAY
MPOTHETINENTHUIHUX 3ac00iB 1 TpaHKBiNi3aTOpiB, HAapKO3HUX
npenapariB, €THJIOBOTO CIHUPTY, XiHTaMiHy, a TaKOX aJiIi30mpo-
minameraty i 3,5-nukapOeTokcu-1,4-TUriIpoKOIiTUHY.

[Ticas mpuliMaHHS TakuX 3ac00iB Yy XBOPHUX BHHHUKAIOTh Pi3Ki
HamaJgW KHIIKOBUX KOJIK, MiABULIYETbCA TeMmIepaTrypa Tijia,
BUHHUKAIOTh PI3HOMAHITHI NOpPYIIEHHS JIisJIbHOCTI HEPBOBOI
cucteMu (mapaniui M's3iB, MOJIHEBPHUTH, NCUXIYHI pO3Taau)
Tomo. Y Jeskux oci0 ceya HaOyBae 4epBOHOrO KOJbOPY uepe3
3Ha4YHUH BMicT mop¢ipuniB. HaBiTe mepopanbHe NpuiiMaHHS
BKa3aHMUX IpenapaTiB y CEpeaHiX TepameBTUYHHX J03aX MOXKE
MPU3BECTH JO Mapajiidy KiHIIBOK 1 AUXaJIbHUX M's3iB, TOCTPOI
HEJIOCTAaTHOCTI MeUYiHKH, Jiapel, TIMOKAIIEMIYHOTO aIua03y, KOMH.
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[IpoBokyroda misg JNiKapchKUX 1 IHIMKUX 3aco0iB Tpu Te-
YiHKOBHUX MOpQipisX 3yMOBIeHA IHAYKTUBHHUM BILUIMBOM iX Ha i
0e3 TOro MiJABUIICHY aKTUBHICTh (0-aMiHOJEBYJIIHATCHUHTA3H.
Pazom i3 THM, 3aaWmIaeThCAI HE3PO3YMITUM SKAM UYHHOM IIe
3NicHIOEThCA. JlegKki eKCIepuMeHTaTOpu B AOCHijax Ha Oimmx
nypax mokasajiv, IO IiJi BINIMBOM aJllJli3omnporinamneramMmiay i
3,5-nukap6eTokcu-1,4-TUriApoKoOIiUuHYy 301IbIICHHS aKTUBHOCTI
(W-aMiHOJICBYJIIHATCHHTA3W BimOyBaeThcs Ha (HOHI MiABHIICHHS
piBHs aaepueBoi PHK-monimepasu, a mig BuauBoM 3,5-mukap-
O0eTokcu-1,4-nUrigpoKoNiiuny — i saepHo-niaazmatudnoi PHK-
nosiMepasu. [lopymeHHss akTUBHOCTI MoOJiMepa3u IbOT0 3aco0y
MOSICHIOIOTHCS 3MiHAMH aKTUBHOCTI XpOMaTHHY B TMEYiHIII.
MmoBipHO, 3aco6u, sKi 3arocTpioioTh mepeMixuy mopdipiio,
MalOTh Pi3HI TOYKM NpPUKIaJaHHS B YyTBOPEHHI W-aMiHOJe-
ByJNiHaTcHHTA3u. lleft pepMeHT TOKaTi3yETHCI B MITOXOHIPIAX
remaToNHTIB 1 KaTalli3ye€ CUHTE3 aMiHOJEBYJIIHOBOI KUCIOTH 3
rainuey 1 cyknuHin-KoA.

['mimun + cykmmain-Ko A AJIK- ®-aMIiHOJIEBYJIIHOBA KHCJIOTa
CHHTa3a ¢
mophoOLTiHOTeH

yponopdipuH

KonporopdipuH

MIPOTOKOIPOTIOPhipHH
reMm

Puc. 21. Cxema cuHTe3y remy.

I[Ipy mnigBUIEHHI aKTHBHOCTI [bOTo (EPMEHTY HacTae
HaJMipHE yTBOPEHHS W-aMiHOJIEBYJIIHOBOI KUCIOTH 1 mopdo-
OinmiHOTeHYy, y 3B'SI3Ky 3 YHUM KIJIBKICTh IIUX MPOAYKTIB y TKaHU-
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HaX, KPOBI 1 cedi pi3KO 3pOCTae€, IO i MPU3BOANTH 0 3arOCTPCH-
Hs 3axBoproBaHHA. llpu nbomy 30inbLIyETHCA TAKOX CHHTE3
O0inipy0iny i3 meuinkoBoro remy. Hebe3meuna cuTyauis cTBO-
PIOETBCS, KONU NMPHHMaHHS alKOTONI0 MOENHYEThCs 3 peHnobap-
0iTanoM, SKWUHW TOTEHIIIIOE M0 €TaHOJy Ha CHHTE3 MOopdipHuHiB.

Bracnimok mpuiMaHHS JiKapChbKUX 3aC00iB aKTHBHICTH -
aMiHOJIEBYJIIHATCUHTA31 MiABHUILYETHCS SIK Y TOMO3UTOTHHUX, TakK
i retepo3uroTHux oci6. ToMy momyckamTh, IO MPU TOCTPiH
IHTEepMITYyI04il mopdipii MyTalis CTOCYEThHCS TeMyperysiTopa.

Kpim miei Toukm 30py, ICHYIOTH 1 iHIIl. 30KpeMa, BBaXKaroTh,
[0 B OCHOBI 3aroCTpeHHs: Ii€l XBOPOOHW € He perynsTOpHHH, a
cyto ¢epmentHuii nedexr. BpaxarwTb, mo OapbiTyparwu,
NPUTHIYYIOYH CHUHTE3 aleTHJIXOJiHYy, THM CaMHM CHIPUSIOTH
HaJMIpHOMY CHHTE3y W-aMiHOJIEBYJIIHOBOI KHUCIOTH 1 mopdobi-
ninoreny. IIpoBokyrody mifo cyiabdaHIIaMiTHUX 3aCO0iB MOSICHIO-
I0Th TUM, II0 BOHHU € CHJIBHHMH aKIENTOPAMHU alETHIBHUX T'PYT
(JI.O. banmansu, 1971). He BukirmueHo, MO JesAKi 3 UX Hpemna-
paTiB BIUIMBAIOTh HAa CHHTE3 CTEPOIAHMX TOPMOHIB — aKTHBHHUX
1HJIYKTOpPIB W-aMiHOJIEBYJIIHATCUHTA3H.

[Ipu rocTpiit mepeMixHIN mopdipii, mopsa 3 IHAYKIIED W-
aMIHOJIEBYJIIHATCHUHTA3W, BiJAMIYaeThCs 3HAYHE 3HIIKCHHS
aKTUBHOCTI ypomopdipuHoreH-l-cuHrasu epurpouutiB (B 2
pasu i Oinbpure). lle mae BinmoBijgHE NiarHOCTHYHE 3HAYCHHS, 00
MOJIININY€E JiarHOCTUKY JIATEHTHUX (OpPM 3aXBOPIOBaHH.
JlomyckaeThCcs TAaKOXX JOMiHAHTHE yCHaAKyBaHHS OnHiEl 3 hopMm
nepeMi>kHOT mopdipii, AKa 3yMOBIIOETHCS MOPYIICHHSIM CHUHTE3Y
remy uepe3 nedeKkT mpoTonopipuHOreHKIHA3H.

TpannsoThCsl BUMAIKH, KOJH 4Yepe3 Hes'sicoBaHI MPUUYHMHH,
npuiiMmanus OapOitypariB, cynbdaHiimaMmigiB 1 I1HIIUX BHIIE
HaBeJICHUX TIpenapariB XBOPUMH Ha JATEHTHY IICYIHKOBY
nopdipio He MPU3BOAUTH A0 3arOCTPEHHS 3aXBOprOBaHHA. Tomy
HEOOXiHI HOBI JOCTIIKEHHS, 30KpeMa sl 3'sicyBaHHSA MUTaHHS,
SIKi 3 I[UX 3ac00iB 1 B sKii Mipi € MOTCHI[IHHO HeOe3MeUYHUMU
npu Tid um iHmMIA popmi nmediHKoBUX mopdipii. Jleski mocmin-
HUKHU CTBEPIKYIOTH, IO XBOPHUM Ha MpOTOKOoMpomopdipito HE
CIig mpu3HAdaTH K O0apOiTypaTu, Tak i iHIII CHOAINHI 3aco0wu
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(HampuKIIag, HOKCUPOH, MEMPOTaH), a TaK0X IMOXiJHI Mipa3ooHy
(aHTHNIpHUH, aMigoMipuH), NPOTHCYAOMHI npenapatu (audenin),
cynbdaninamigu, rpizeodynbpBiH, CHHTETHUYHI €CTPOTEHHU 1
rectareHu, npemnapaTu MaTKOBUX pixkok. [lepopanbHi KOHTpa-
IEeNTUBHI 3aco0M HE CIiJ PEKOMEHIAYBATH XBOPHM Ha KOIPO-
mopdipiro.

[IpodinakTuka yckiaagHeHb (papmakoTepamnii npu mediHKO-
BUX Nmopdipisx mependavdae MOBHE BHUKIIOUYEHHs O0apOiTyparis,
cynbdaninaMigiB ¥ IHIIHMX BKa3zaHHUX MpenaparTiB, SKi 3JaTHI
NpPOBOKYBAaTH 3arocTpeHHs XBOopoOu. Beinuke 3HaveHHS Mae
BUSBJIICHHS 0Ci0 3 JaTEHTHHM mepediroM 3axBoproBaHHs. [l
ObOT0 BUKOPHUCTOBYETHCS HaBaHTa)XCHHs TriikokosoMm. Ilicis
creniaabHOl Ji€TH y 3J0POBUX 0Ci0 BOHA HE 3MIHIOE BMICT
nomepeqHuKiB mop¢ipuHiB y cedi, TOAl SIK MPU TPHUXOBaAHIH
dopmMmi iHTepMiTyrOUOi TOpdipii iX KinbkicTh 3pocTtae g0 200 %.

IIpu rocTpmx Hamamax MeYiHKOBOI mopdipii mpU3HAYAIOTH
3HeOoNMBaNbHI 3acobu (MopdiH), aMiHA3WH, TpenapaTu MypUHO-
BOTO PsAy, TJIIOKOKOPTHKOCTEPOinM. 3 METOI IiJABHUIICHHS
¢yHKUil MeYiHKH PEKOMEHIYIOTh NPUHUMATH METiOHIH, acKop-
0iHOBY KHCIOTY, BiTaMiHW rpynu B tomo. Y Bumagky 3aroc-
TPEHHs IOJIHEBPUTY JOLIJIbHE 3aCTOCYyBaHHS aJCHO3UH-
Moropochopuoi kucimoTu no 0,2-0,4 r Ha 10Oy mapeHTepa bHO,
B cTaxii pemicii — Takox iHo3uTy — mo 0,2 T BcepeauHy.

OnucaHl BUIMAAKKA YCHIIIHOTO JiKyBaHHS XBOPUX 3 TOCTPUMH
HaraJaMH iHTepMiTyrouoi nopdipii y cTaHi KOMH 3 CYNpOBIIHUMH
HEBPOJIOTIYHUMH TPOSBAMH, MiJBUIIEHUM apTepialibHUM THCKOM
1 Taxikapmi€o, BHYTPIIIHROBEHHWM BBEICHHSIM aHAINPHUIIHY.
EdexTuBHuUM € 1 xomectupamin, 60 BiH 3B's3ye ypomopdipus i
KonpomnopdipuH.

9.3. Cnaakogi rinepo6inipy0inemii (;KOBTAHHUILI)

[leuinka Bimirpae BaxJIMBY poJib B 0OMiHI OumipyOiHy
i B MeTabomni3Mi 0araTbOoX €HJOTEHHHUX PEYOBHWH i KCEHOOIOTHKIB.
I3 pi3HUX NaHOK OOMiHY LbOrO MIrMEHTY, Ha 0COOJUBY yBary
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3aCIyTOBY€ MpOIeC YTBOPEHHSA TIIOKYPOHIAIB O0inipyOiHy, 1m0
3AIMCHIOETHCS B €HAOIUIA3MATUUHIN CITIII TENaTOUHUTIB. Y IbOMY
npomeci 6epe yuacts 6arato (pepMeHTIB, OCOOIUBO ypPUIHH]IH-
docharrnokyponinrpanchepaza (YADPIT), ska 3ailicHiOE me-
pEHECEHHS TIIKYPOHOBOI KHUCJIOTH BiJ ypUIUHIUPOCHATTIIIO-
kypouoBoi kucinotu (YJDPI'K) mo OimipyOiHy, TUpOKCHHY, Ie-
SIKHX CTEPOIAHUX TOPMOHIB, YU UYXKOPIJIHUX PEYOBHH 3a CXEMOKO:
... YIOI'T .
YADPI'K + 0inipyoin ———p-riaokyponin + Y.
0inipy0iny

Cunresyetrbess YJIPI'T B engonnazMaTudHii CiTIi KJIITHH 1
HaKOMUUYYETHhCS B Horo MemOpaHax. Kpim remaronuriB, GpepmeHT
MICTUTBCS B CTPYKTYPHHX €JeMEHTax KHUIIOK, HUPOK 1 MO3KY.
AJle B X opraHax, 0COOJWBO B MO3KYy, aKTHBHICTh HOTO 3HAYHO
HUK4Ya, TTOPIBHSAHO 3 IMEYiHKOIO.

Bpaxarth, mo nig BuauBoMm YI®DI'T yTBOproeThcs cmo-
gaTKy Oinipy6iH-MoHOrmoKypoHin (mirmeHt I), motim OinmipyOGin-
nurnokypoHia (mirmeHt I1). JlomycKaroTh MOXKIUBICTH CHHTE3Y
nirMeHTy | i mo3a meuiHkow. AJie 3aBeplIeHHs KOH'toraiii Ouipy-
0iny mo mirmeHTy Il 3miHCHIOETHCS TUIBKH B TEUiHIII.

[linpaxoBaHO, MO B 3JI0POBHUX JIOAEH y IbOMY OpraHi Mmic-
TUThCA Taka KimbkicTh YJDI'T, sxa B 3M03i 3a0e3MeUNTH KOH'TO-
rauito 0inipy6iny B 30-40 pa3ziB Oinbiie Hi)K HEOOXiAHO.

[Ipore mpu 3aXBOPIOBAHHAX, SKi CYHPOBOIXYIOTHCS Pi3KUM
reMoiiizoM (Hampukiajg, TPH TEMOJITHYHIH XBOpoOi HOBOHA-
pomkeHux), OLMipyOIHKOH'IOTYI0OYa aKTUBHICTh MEYIHKH MOXKE
BUSBUTHCS HEAOCTAaTHHOI0. BHacmigok nboro B KpoBi HAKONHU-
qyeThCcsl BCe Oinpmre i Oinplre HEKOH'IOTOBAHOTO (IyKe TOKCHY-
HOrO) Oinipy0Oiny. BuHukae HekoH'toroBaHa rinepOinipyOiHemis,
HaBiTh Si€pHA >KOBTSHUIISA.

Henocratuicte aktuBHOCTi YJIOI'T Moxke OyTH HacHigKOM,
no-nepure, reHeTUHYHOi naronorii nporo GepMeHTy, mo-apyre,
THMYacoBOi HE3piaocTi ioro, MO-TpeTe, pe3ysIbTaToM 1HTI0yI09O1
Nii areHTiB BHYTPIIIHHOTO 1 30BHINITHHOTO CEpeOBUIIA.

I'enernuna nartonoris YA®PIT y nioxeil nposBIse€TbCS B
nBox (opmax (BapiaHTax Tak 3BaHOI POJAMHHOI HEreMOJITHYHOL
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KOBTSHUII): a) rimepOinipyOinemMii HETEeMOTITHYHOT CTAIKOBOI
3 sgepHoro >koBTaHuLe (cunapom Kpiraepa-Hamxkapa); 0)
rinep6inipy6inemii IOHAUBKOI iJi0OMaTHYHOT POAUHHOI (CHUHAPOM
KinsOepa).

Cunagpom Kpiraepa-Hamxkapa — myxe Bakka ¢gopma craju-
KOBHX KOBTSAHUIG. [IpOBIAHUMHU KIIHITHEMH MPOSIBAMHU € Pi3KO
BUpa)KeHa XOBTAHHULS 1 TAKKI HEBPOJOTIUHI NPOSABH, OCOOIUBO
npu sSACepHId >KOBTAHHMII — >KOBTAHMYHE 3a0apBICHHS WIKipH
3'IBISETHCS BXKE HA Tepmy a00y XKUTTS AUTHHHU, IHTEHCHUBHICTD
AKOT0 INOCTYHOBO 3pocTae. JKOBTSHHULS NPONOBXKYETHCS BCE
KHUTTA. PiBeHsr OinipyOiHy B OINBIIOCTI BHIMAAKIB MEPEBUILYE
20 mr %, B okpeMHX XBOpHUX pgocsrae HaBiThb 50 mr %. Bwmict
ypOOUITIHOTEHY B cedi 1 Kaji Jy»Xe HU3bKUU, CTUICHb aXOJIIYHHH.
Ha ¢oni 3pocrtarouoi rinepOinipybinemii, 3Bu4aifHO 4yepe3 Je-
KiJTbKa TYOKHIB-MICSIIB TiCHs HAPOIIKECHHS 3'SBISIOTHCS CHUM-
nTomu ypaxenHs [IHC: cymomwu, migBUIIeHHS TOHYCY CKe-
JeTHUX M'si3iB, HicTarM, aHOpPEKCis, OMICTOTOHYC, NCIiXidHIi
posnaau. Y OiNbIIOCTI XBOPHX MPOSIBU SACPHOT >KOBTAHHII
HapoCTalTh, aX JIO JIETAIbHOTO HacHiaKy. JiTH pilKo J0XKHU-
BaIOTh 10 2-3, TUM Oinbiie 5 pokiB. Y JETKHX BHIAAKaxX, IO
TPAIUIAIOTHCS  PiIKO, TPOTHO3 CHPHATINBUK, 00 rimepOi-
nipy0OiHeMiss He pocsrae BUcokoro piBHA. Ilpu mpomy momipna
JKOBTSIHUISL — €IWHUM TPOSB 3aXBOPIOBAHHS.

Mpu cunapomi Kpirmepa-Hamxkapa mponykmiss 0inipy0iny
He nopyumieHa. JKoBTAHUIA W 1HIUI NPOSIBU 3aXBOPIOBAHHS BUHMU-
KaloTh 4Yepe3 HECHPOMOXKHICTh NMEUYIHKHM YTBOPIOBATH TJIIOKY-
poHiaum Oinmipy0iny uepe3 apedinut aktuBHocTti YHADIT. V
3B'SI3KY 3 IIUM, HENpsAMHUH OinipyOiH HAKOMUYYETHCA B OPTaHi3Mi,
00 B Takiit ¢popMi HE MOXKe BUIIIATUCSA. B KOBUI BUSABJISIOTHCS
JUIIEe 3aJWIIKH [OTO IMITMEHTY. B myke Mi3zepHI#l KiIbKOCTI
BiH BHBOJHUTHCS KUIMIEeYHUKOM. Ll myxe oOmexeHa eKCKpeIis
0inipyOiHy 3A1MCHIOETHCS 3 KOBYYIO 1 CE4YE y BUTIAAIL IIe
HeigeHTU()IKOBAaHUX J1a30BiJl'€MHUX, OLIBII MOJMSPHUX CHOJIYK.
IMpoTe nboro HemocTaTHHO. KiipeHC BHYTPIMIHLOBEHHO BBE-
neHoro OinipyOiHy CIOBUTRHEHHUM, ajle HE 3MIHIOETHCS EKCKpEIIis
Opomcynbdaneiny. ['anbMyeTbCcss TakKOX YTBOPEHHS TJIIOKY-

174



POHIIB JiKapChKUX PEYOBHH: MEHTOJNY, CANINHUIATIB, KOPTH-
HE MOPYWYIOThCS.

I[Mpu nerxii ¢opmi cunapomy Kpiraepa-Hamxkapa akTus-
Hicte YA®I'T mopymyerhess B MeHIIH Mipi. ToMy CHHTE3 TIO-
KypoHiAiB OinmipyOiHy i iHIIUX €HIOTEHHUX PEYOBHH, a TaKOXK
JMiKapchKUX 3ac00iB, MPOXOAUTH O1MbII IHTEHCHBHO, X04Ya 1 HE B
MOBHIN Mipi.

3aXBOpIOBaHHS YCHaJKOBYETHCS 32 aBTOCOMHO-PEIECUBHUM
TUIIOM. BuHUKae y HamraakiB TOMO3UTOTHHX OaThKiB. Y pOAWUIB
nmpobaHaa BHSABISIOTHCS TeTEPO3UTOTHI HOCIi TePEKTHOTO T'eHa.
Y HUX DaToNOris MEe4YiHKH MOXKe 3ajUIIaTHCS JaTCHTHOIO:
YTBOPEHHS TIIOKYPOHiAIB OinmipyOiHy 1 eKCKpelist iX mpOoXOoasiTh
HOpMaJbHO. AJle y TakuxX BHINAJKaX KOH'IOTaIlisl JiKapChKHX
3ac00iB, HampUKIA, CaliIUIATIB, SIKi 3BUYAWHO MPU3HAYAIOTHCS
Yy BEIHMKHUX J03aX, 3JAIMCHIOETHCS B HenocTaTHiW Mmipi. [le moxe
NpU3BECTH A0 MNiABUINEHHS BMicTy OimipyObiHy B KpoBi i
MeIUKaMEHTO3HOI 1HTOKCHUKAIi].

IcHye # iHIIA TOouYka 30py Ha TEHETHYHY CYTh CHHIPOMY
Kpirnepa-Hamxkapa. Jleski DOCHIAHWKHA BBa)XawTh, IO IeH
CUHIPOM — Il JBa CaMOCTIiHHI 3axBopioBaHHi. OmHE 3 HHX
nepesaeTbCcs 3a aBTOCOMHO-PELIECUBHUM THIIOM 1 XapakTepHu-
3yE€ThCS MOBHOK BiACcyTHicTHO akTuBHOCTI YJDI'T. V rtakmx
XBOPHX TIIOKYPOHiIH OimipyOiHy Yy MediHIi 30BCiM HE YTBOpIO-
I0ThcsA. [Hma Gopma MBOTO CHHAPOMY yCHAaAKYETHCSA 3a aBTO-
COMHO-IOMIHAHTHUM THUIIOM. Y TIEUiHIII TaKHX XBOPHUX (DEPMEHT,
Xoua ¥ yTBOPIOETHCS, aje y 3Ha4HO MeHIrni# kinbkocTi (E.T. Jlinkin
i crmiBaBT., 1984).

Cunapom JKinnOepa HpoOSBISAETHCS 3HAYHO Mi3HINIE, 3BU-
JaiiHO B IHUTSAYOMY 1 IOHAIBKOMY BiIli, HE paHime 6 pokis. Jlume
SK BUHATOK BiH MOX€ BUHUKHYTH BiJpa3y MicJs HapOJ KEHHS
abo y Oinpm mi3HbOMY Bili. YcmagKoBYeThCS 32 aBTOCOMHO-
JOMIHAHTHHUM THUIIOM.

Po3spi3ustore Takox HaOytuil cunapom XKinbOepa, skuii
MIPOSBISIETHCS TICJIS MEPEHECEHOTO BIPYCHOTO TeMaTHTYy, 1H(EK-
HiIHHOTO MOHOHYKJI€03y, MaJsipii, XIMIYHOTO ypaXKeHHS MEYiHKHU
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Tomo. BBaxamwTh, 10 BOHH MNPOBOKYIOTh TOSBY CHITOMIB
3aXBOPIOBAHHS, SIKE 0 ILOT'O 3HAXOAMJIOCH Y JATEHTHOMY CTaHi.
Cunnpom XinsOepa nepebirae M'ako, HE CYIPOBOIKYETHCS
HEpPBOBUMH 1 MCUXIYHUMH pO3JaJlaMHU, HIKOJIH HE 3aBEPIIYETHCS
SIEPHOI0 JKOBTSAHHICIO. B Tepion 3arocTpeHHS XBOpPi CKap-
XKaThCs Ha OiNb y KWBOTI, MiJBUIIEHY BTOMIIOBaIBHICTh, HYIO-
Ty, BiApUTYBaHHs, Ne4il0, TIPKOTY B POTI TOWO. |IHTEHCUBHICTH
JKOBTSHHUII MOCTIHHO 3MiHIOETHCSA. JKOBTAHULS MOXKE Ha ACAKHH
yac 3HMKAaTH, BUHUKATH 3HOBY a00 HApOCTAaTH Miclst Qi3MIHOTO
HaBaHTaXXEHHs, €MOIIHOTO HAaNpPYXCHHs, NPUUMaHHS allKo-
TOJI0, ACSIKWUX JiKiB, IpUEIHAHHS IHITUX 3aXBOpIOBaHb. YacTo
CIIOCTEpIraeThesl JUIIE Jerka iKTepHUYHICTh CKIep.

VY xBopux Ha cunapom Xinbbepa piBeHb HENMpsAMOTo Oimipy-
0iHy, 3BHYaiiHO, He mepeBulye 3-5 mr %, ayxke pijko, 0COOIHBO
npu 3arocTpeHHi xpopodbu, — 10-15 mr %. Moxe mopymryBaTucs
MeTabodi3M JiKapChbKHX 3aco0iB. 30KkpeMa, BCTAHOBICHO
3MeHIIeHHsT OioTpancopmanii Oyraminy.

dapMakoreHETUUYHE 3HAYEHHS MAalOTh TaKO0X CHHAPOMH
Ja6ina-/I»xoncona i PoTopa.

Cungpom Jlabina-J/[>kOHCOHA TPOSABISIETHCS B MOJIOAOMY BiIli
(my>xe pinko 3pa3y >k Ticis HapOJKEHHS) CKapraMu Ha
NiABUILIEHY BTOMJIIOBaHiCTh, Oinb y mpaBoMy miapebep'i, Hymo-
Ty, HOHW)KCHUH ameTuT. Y JAeIKHX XBOPUX BiIMIYa€eThCs Bimpasa
JIO )KUPHOT 1K1 1 aJKOTOJBHUX HAMOIB, MPOHOCHU 1 CBepOJIsUKa
MKipu. 3aXBOPIOBAHHS MPOSBIIETHCSI XPOHIUHOIO ab0 iHTEpMIi-
TYIOUOI, B OCHOBHOMY HEpPiI3KO BHPaXEHOI, MKOBTSIHHIICIO.
[lepioguuHo BigMiuaeThcsi 3HeOapBIECHHS Kaly i TeMHa cedya
yepe3 OinmipyOinypiro. MalOyTh, cmagkoBuil JedeKT JoKami-
3yeThcsi B amapari [oNbJki, TEepUKaHANIKYJISpHIH 30HI UM
OimiapHii MeMOpaHi TemaTOMUTIB, IO MPU3BOAUTH JO IMiJBH-
IIeHHS eKCKpeTOpHOi (YHKIIT MediHKu 1 perypritamii OinipyOiny.
YV nuromiiasMi TremnaTolMTIB BUSABIAETHCS 3HAYHA KIJIBKICTH
nepuOigiapHO PO3MINIEHOTO MITMEHTY, IO HajJa€e HEe3BUYAIHE
3a0apBiieHHs MediHIl (3€JIeHO-Cipe, CIpO-CUHE, YOPHO-3CJICHE
tomo). [IpunyckaroTh aBTOCOMHOJOMIHAHTHY NPHUPOJY ycHaji-
KyBaHHS.
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Cunapom PoTopa 3a CBO€IO CYTHICTIO i KIIHIYHUMH MPOSBAMHU
oyKe Haraaye momnepeaHid cuuapom. TyT TakoX HPOBIAHUMH
NaTOTEHETUYHUMHU TOPYWIEHHIMH € HEIOCTaTHS EKCKpewis
TIIOKYpPOHiAIB 0inipy0iHy 1 ¥oro perypritamis. [Hmi nanku
BHYTPIMIHBOTIEYIHKOBOTO 0OMiHY OinipyOiHy He 3MiHeHi. Ha
BinMiHy Bif cuHApoMmy Jlabina-J/[>koHCOHA NpH IIBOMY CHHIPOMI
He BigOyBaeThCs BiKJIagaHHS MIrMEHTY B rematounuTu. JKoBTs-
HHUIS Tpu cuHApoMi PoTopa BuHMKae B auTsdoMy Bili. Bwmict
0inipyOiHy B KpoBi Moxe mepeBumyBatu 10 mr %, y BuUTIsII
MIPSAMOTO 1 HEMPSIMOTO MITMEHTY. XBOpi CKapXaThCs Ha MiIBU-
meHy BTOMYy, Oinb y mpaBoMy mifgpeOep'i, MOHMIKEHUNH ameTUT
ta 1iH. llpunyckamTh aBTOCOMHOJOMIHAHTHUH XapakTep
ycrnajaKyBaHHS Je(EeKTHOTO TeHa.

[Ipu cunapomax Kpirnepa-Hamxkapa i XKineOepa Henpumnyc-
TUME 3aCTOCYBaHHS TIpemapaTiB, SAKi MalOTh BIACTUBICTH
iHridyBatu axTuBHiCcTh Y D-rniokypoHinTpanchepasd i TUM
CaMHM TrajJbMyBaTH Mpollec KOoH'toramnii O0iipy0iHy 3 TIIOKYpO-
HOBOIO KHcIOTOW0. Taka fis XapakTepHa JJsi CTPENTOMILHHY,
JNEeBOMILIETHHY, NpPOrecTepoHy 1 #oro mnoximguux. [lpm nux
3aXBOPIOBAHHSIX HEIOMIIILHO BUKOPHCTOBYBATH TaKOX JIiKapChKi
3acobu, sAKi MeTaboNi3yloThCsAd B TNEUiHII HHUM (EPMEHTOM,
ocobnuBo ITACK, cynbdaninamiau, 3aco0u, 10 3aCTOCOBYIOTHCS
oas xoneunucrtorpadii, opadbHUX TPOTH3AILIIAHUX Mpemaparis,
70 CKIlaJly SIKUX BXOJSTh ecTporeHu Ta iH. Lli mpemapaTtu BinBo-
JKalOTh Ha CBiff MeTaboJi3M 3HAYHY KIUIBKICTH 1 0€3 TOro Hemoc-
TaTHHO akTHBHOI Y D-rmioxyporinrpanchepasn, MmO HETaTUBHO
MO3HAYAETHCS Ha BHYTPIIIHBONEUiIHKOBOMY OOMiHI OinipyOiny.
Oco0auBO TWpoOTUNOKA3aHI 1O 3aCTOCYBaHHS MpemapaTrH, sKi
npusHavawThcs B 3HauHuX no3ax ([TACK, cynedanimaminu).

[IpuiiMaHHS €CTPOTEHIB 1 OpPaAJLHUX MPOTHU3ATIIIIHUX Tpera-
paTiB, A0 CKIaay SIKHX BOHU BXOJSATH, SIK 1 BXHUBAaHHS aJKO-
TOJBbHUX HAIOIB, MPOTUIOKA3aHO IPU 3aXBOPIOBAHHAX, SKi CYyN-
POBOJKYIOTHCS KOH'FOTOBaHOIO TinepOinipyOiHeMiero, TOOTO
cunnpomax [labina-/Ixouncona i Poropa. BoHu yTpynHIOIOTH
BUIUICHHS OUTIpyOiHY MEYiHKOIO, TOMY IHTEHCHBHICTH JKOBTSHHUIII
3pocrae. I[Ipu curapomi JlabGina-/[>koHCOHA, HaMpUKIam, MPUI-
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MaHHS OpajJbHUX MPOTH3AILIIAHMX IpenapariB MOXKe HepeTBO-
putn M'sko mnepeliratody rinepOinmipyOiHeMil0o y BUpa)KeHY
KJIIHIYHY KOBTSHHUIIO.

[Ipu 3arocTpeHHi CHaJKOBOI KOBTSHUIII Yepe3 NpHHMaHHS
BKa3aHUX TpenapaTiB MoJaiblie JiKyBaHHS HUMH BIAMIHAETHCS.
Kpim Toro, BXXMBAIOTHCS 3aX0AHW 3 JKBigamii rimepOimipyOinemii
IIIAXOM TPU3HAYEHHS MpernapariB, AKi iHAYKyoTh Y ®D-riroky-
poninTpaHcdepasy, a TaKOX THUX, AKI CIHPHUAIOTb BUBEACHHIO
O0inipy0iny nmeuinkoio. 3okpema, npu cunapomi Kpirmepa-Han-
JKapa BUKOPHCTOBYIOTH QeHoOapbiTan i gesiki iHmi OapOiTypartu
B cegaTuBHUX no3ax. KoH'loroBany rimep0OinipyOiHemilo mpH
cunapomax JlaOina-/[>koOHCOHA MOYHa yCYHYTH 3a JOMOMOTOO
JKOBUOTIHHUX 3aCc00iB (aJI0OXO0JIy, XOJCH3UMY Ta iH.).

EdextuBHicTh MikyBaHHS PeHOOApOIiTAIOM, K IHIYKTOPOM
IAIOKYpOHi3anii mpu CcHagKOBUX JKOBTAHULAX, BU3HAYAETHCS
piBHeM apedinuty aktuBHocTi YHADIT. Ilpm Baxkiii ¢opwmi
cunapomy Kpirnepa-Hamgxapa iHayknis unboro QepMeHTy
HeMOXxnuBa. Tomy mnpuiiMaHHs ¢eHoOapOiTany, SK 1 IHIHX
IHAYKTOPIiB MiKpocoMalbHHUX (EPMEHTIB MEUYiHKH, ePEKTy He
nae. I'mokypoHizanis 60uripy0iHy 1 eKCKpelist Horo He 3pocTae,
MPOSBH SAACPHOT JKOBTSIHHUIII HE TMOM'SKIIYIOTHCSA, TOOiI SK
dboToTeparis crupuse 3MEHIICHHIO HEBPOJOTIYHUX CHMITOMIB i
rinep0Oinipy6inemii. Y XxBopux Ha Jerky GopMy CHHAPOMY
Kpirnepa-Hamxapa, konu aktuBHicTs YADPI'T 3HMKeHa nume
YacTKOBO, MpuU3HaueHHs QenoOapOiTany NPU3IBOAUTH [0
TpuBanoi mikBigauii rimepOinipyOiHeMii 1 3HMIKEHHS KJIIHIYHUX
nposiiB. OJHAK peMicis He 3aBXIW TpHBajia. Y Mipy HOTipIIaHHS
CTaHy XBOPHUX IPOBOAATHCS IOBTOPHI KYpPCH JIKyBaHHS
dbenobapbiTamoM y moemHaHHI 3 PoToTepamiero (3acCTOCYBaHHS
KBapLOBUX JIaMI 1 JEHHOTO CBiTJIa, ONPOMIHEHHS COHSYHUM
cBiTiioM). BBaxkarTh, mo mig BoauBoM Qortorepamnii 6imipyOiH
NEepPEeTBOPIOETHCS Ha O1JbII MOJSAPHI Aia30Big'€MHI JepUBATH.
BoHu MeHII TOKCHYHI, MOPIBHSHO 3 HENPAMUM OiTipyOiHOM.

[Mpu rinep6inipy6inemii Bume 20 mr % Ttepanis genodap-
Oitanom, sIK 1 moegHaHHs Horo 3 (oToTepamier, 4acTo Heedek-
THBHA. B Takux BHUMamkax TIiAbKH 3aMiHHAa TeMOTpaHChy3id
MOJKE HOJINIIUTH CTaH XBOPOTO.
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Y xBopux Ha cuHApoM JKimpbepa mim BmImBOM deHOOAp-
Oitany rinepOinipyOiHeMisi 3HMKA€, CTaH XBOPOTO MOJIMIIYETHCS.
Hepigko BUHHMKae TpuBaja peMmicis, 0cOOIMBO MpU MOEIHAHHI
oro 3 ¢oToTeparniero, AI€ETOTEPaNi€, BiTaMiHAMU, KOBUYOTIH-
HUMH 1 CEJaTUBHUMH 3aC00aMu.

[Ipu cuagpomax JlabGina-Jl»xoHcoHa i PoTopa iHTEHCUBHICTH
KOBTSHULI 3MEHIIYETHCS MiJ BIJIMBOM >KOBUOTIHHUX INpemna-
paTtiB: ajoxoiy, XoJeH3uMy, xonocacy ¥ iH. Lli 3acobu 3acToco-
BYIOTHh IEpPEBa)XHO B pa3i 3aroCTPEeHHS 3axXBOPIOBAHHS, SKe
BUHHUKA€E NpH (i3MIHOMY HaBaHTaXCHHI, TPUUMaHHI aJKOTOJIO,
€CTPOTEeHIB, OpAJIbHUX MPOTH3AIIITHUX 3ac00iB.

9.4. Ilepioanyni mapanaivi

IcHyOTh 3 TEHETHUYHO JeTepMiHOBAaHI THIH I[bOTO
3aXBOPIOBAaHHS, SAKi BIAPI3HAIOTHCS 3a 3MIHOIO pPiBHS Kalilo B
KpOBIi I 4ac Hamaay: MepiogUYHUN TIMOKaNTieMiYHUN POJXMHHHUN
nmapaniuy (xBopob6a Bectdans, mapokcm3dMalbHa MiOIIeTis),
nepiogWYHUI TinmepkKaidieMiuHUM pOAMHHMEU mapanid (XxBopoOa
lamcropna, cuHApoM aaumHaMii-Tinepkaniemii) i HopMOKaTieMiuHa
dbopma mapaniuy. dapMakoreHeTHYHE 3HAYCHHS MalTh HEpPIIi
2 TUTH 3aXBOPIOBAaHHI.

IMapajuiy nepioguuHuii rimokajieMiyHuii pOAUHHMI BUHHUKAE
3BuuaitHo mix 20 i 40 pokamMu XHUTTS, YacTillle y YOJOBIKiB.
Hamagy BMHMKaOTh BHOYI, 4acTO BpaHui. PanToBo po3BUBaEThCS
B'sSnuil mapaniy M'd3iB, yacTille HUXKHIX KiHIIBOK, 3HHKAIOTh
CYXOXXHUIKOBI pe(ieKkcH, MNOpYyHIyeTbCs JUXaHHS, 3aTbMa-
proeTbes cBimoMmicTh. Ilig Wac Hamangy piBeHb Kajlilo B KPOBI
3MEHIIYETHCS B CEpeqHbOMY a0 2,3 MeKkB/i. [HTEHCUBHICTH X
OyBae pi3HOIO, K i TpUBAJiCTh (BiJ JEKITbKOX TOJIHWH O JEKilb-
Kox ni0). OnucaHui peHeCUBHUN 1 JOMIHAHTHUU THIM ycHami-
KyBaHHS XxBopoOu. Ilicns 40 pokiB Hamaau CTalOTh HEUYACTHMH,
IHKOJIM 3HUKAIOTh 30BCIM.

Hamaawm rimokanieMigHOTO Tapaiidy He 3yMOBJICHI HedilluToM
Kallifo B OpraHi3Mi, a € HacJiJKOM MOPYIIEHHS HOTO PO3MOIiTy
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B HhOMY. 3MEHIICHHS PiBHS KajJil0 B MO3aKJIITHHHOMY MPOCTOPi
HAacTa€ 3a paxyHOK 30iJbIIEHHS KOHUEHTpawii HOoro B LHUTO-
ia3Mi KiIiTHH. Po3BUBaeThCS TakoX MeTabOONIYHUN aliKalio3.

VY martoreHes3i rinmokalieMiuHOTO Hapajidy BiJMOBiJHA POJb
HaJaeThCs MOPYMICHHIO CHHTE3y rectareHiB. Cepen XKiHOK, B
OpraHi3Mi SIKHX NMPOAYKY€ETHCS 3HAYHO OiJbIIEe MPOTECTEpPOHY,
3aXBOPIOBAHHS TpaIuIsieTbecsl B 3-4 pas3u pijalue, HiX y YOJOBIKiB.
[lin yac BariTHOCTi, KOJH MPOAYKIisl IOTO TOPMOHY 3pOCTaE,
Hamajad Tnapalidyy NPUNUHAITHECS abo TPOSBISIOTHCS JyKe
pinko. Boum dacTime BUHHKAIOTH 3a JAEHb A0 NMOYAaTKy MCH-
cTpyanii, ToOTO TOMi, KOJM CEKpeliss MpoTrecTepoOHy MiHiMallbHA.
Y XBOpHX Ha TiMOKaJli€eMiYHMH mapalidy 4acTo MOPYLIYETHCS
MEHCTpYyaJbHUH IUKJI, MaOyTh yepe3 HEeAOCTaTHICTH KOBTOTO
Tina.

IIpoBOKYIOTh MaPOKCU3MH TIMOKATIEMITHOTO Tapaiidy iHCY-
JiH, MiHEPAJTOKOPTUKOCTEPOinu (KpiM albJOCTEPOHY), aJpeHa-
JiH, €TaHOJ, a TAKOX IIiLepHU3nHAT aMoHi0. ToMy HmpU3HAYCHHS
iX mpu rinmokamxieMiduHOMY CHHIPOMI MPOTHIIOKAa3aHE.

JIiKBiIYIOThCSl TAPOKCH3MH IIHOT'0 3aXBOPIOBAHHS BBEJICHHSIM
y Beny 0,25 % — 0,5 % po3uuHy Kalilo XJOpUIY, HiJ MKipy —
NpO3epHHY, THUMYACOBO YCYBAKThCS MACHBHUMH J03aMHU
rnoko3u. OaHak y Mipy 30inbmieHHS piBHS 1HCYJiHY B KpOBI
BOHHM BiJHOBIIOIOTHCS. [lo3a HamagamMu peKOMEHIYIOTh Oarary
Ha Kanid giety, iH'eknii AT®. BaxkaioTh, 1m0 ycHimuay npodi-
JAaKTHKY HamajiB TIMOKaJi€EMIYHOTO Mapaiidy MOXKHA JOCITHYTH
niakapoom (Bcepenuny mo 0,25 r 3 pasu Ha AeHb). Y mepion
JiKyBaHHS AiakapOoOM Kajlil0 XJOPUJI XBOPUM HE NPU3HAYAIOTH,
00 moMipHMH OOMIHHMW amuI03, SKUW NpPH HBOMY BHHHKAE,
MEePEIIKOKAE TIePEeX0ay Kajilo y KJIITHHH, 10 3yMOBIIIOE IiJBU-
MEHHS BMICTY HOTO y KpOBI.

Jlns niKyBaHHS I[bOTO 3aXBOPIOBAHHS 3aCTOCOBYIOTHCSI aHTa-
TOHICTU aJBJOCTEPOHY, 30KpeMa CIiPpOHOJIAKTOH (BEpOUINipOH,
aJpJaKTOH). Y OLMBIIOCTI XBOPUX BiH 3MEHUIYE YacTOTy Hamamiis,
iX BHpaXeHICTh 1 TpUBANICTh. Y Tpolleci JIKyBaHHS IIUM CeYO-
TiIHHUM 3aC000M MOXE BHHHUKATH HEOOXIAHICTH y 30iMbIICHHI
no3u, HaBiTh n10 500-550 mr Ha 100Yy.
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CnipoHONaKTOH HEPiJKO BUKJIWKA€E HETATHBHI peakmii: y do-
JIOBIKIB — T'IHEKOMACTiO 1 3HWIKCHHSI MOTEHIil, y XXKIHOK — Tripcy-
TH3M, OTPYOiHHS TOJOCY, TUCMEHOPEI TOIIO.

BukopucroByeThcss Takox mporectepoH (mo 1 ma 1 %
OJIIIHOTO PO3YHMHY BHYTPIIIHBOM'SI30BO MpOTsSroMm 7-12 mHIiB).
Bin momnepemxye po3BUTOK ab0 CYTTE€BO 3MEHIIY€E BUPaKECHICTh
CIIOHTAHHUX ab0 CIIPOBOKOBAHMWX MAapPOKCH3MIB.

MapaJuivy nepionnyHuii rinepkajieMiyHuii poAMHHUN Npak-
TUYHO TpamuisieTbesl y AiTEH A0 5 pOKiB, yacTille y XJIOMYMKIB.
[MTapokcu3Mu BHHUKAIOTh BJACHB: PAlTOBO Y BUTIAII c1abKOCTI
B HWJKHIX KIHI[IBKaxX, IHKOJH IO MOBHOI BTpaTH TOHYCY. Pyxmu
CTalOTh YTPYAHEHUMH, XBOPHH HE MOXKE MNIiJHATH TOJOBY,
KallUIITH, TIH00Ko auxaTu. [lo Mipi HapocTaHHS MPOSBIB Hamamy
301TbIMIYETHCSA BMICT Kallilo B KpPOBi, OCOOJIMBO y XJOMYHKIB.
YcnaakoByeThCsl XBOpoOa 3a aBTOCOMHO-JIOMIHAHTHUM THUIIOM.
[IpoBokye mapokcu3MH Kaiito xjJopuna. TsKki Hamaaw mapaiivy
omucaHi npu Hapko3i. MaOyTh, HAPKO3HI 3aC00M TX MPOBOKYIOTH.

9.5.'eHeTH4YHO 00YMOBJIEHA peaKlis HA
TJIIOKOKOPTHKOCTEPOian

IIpn moBTOpHIN 1HCTUNAIII PO3UYUHIB TITIOKOKOPTH-
KOCTEpOimiB y KOH'IOHKTHBAJILHHUUA MINIOK BHYTPIMIHHOOUYHHU
THCK TOCTYIOBO 3pOcCTa€, ocoOnmBo B 0ci0, sikum 3a 40 pokiB, a
TaKOX y XBOPHX Ha BIIKPHUTOKYTOBY Trjaykomy. Tak, mij BILIH-
BoM 0,1 % po3umny ngexcamera3ony-21-docdary BigmivaeTnes
TPUMOJAIBHUN PO3MOJIN AOCHIIXKYBAaHUX 0ci0 3a cTymeHem
MIBUIICHHS BHYTPIMIHROOYHOTO THCKY. 30Kpema, depe3 4 THKHI
MNPUPICT BOTO MOKa3HUKA O 5 MM PT. CT. CIIOCTEpPITraeThbCs y
66 % nocnijxyBaHuX, Big 6 10 15 MM pT. cT. —y 29 % i Oinbiue
15 MM pr. cT. —y 5 %. Lli nani, a TakoX IeHETUYHI OOCTEIKECHHSI
YJICHIB POJWUH MOCHIJ)KyBaHUX OCi0 MOBENHW ICHYBAHHS TPhOX
camocTiiinux remorunis: PYPL | PYPH | PHPH  Apmens Pl Binmosimae
3a HU3pKkUH THCK, P" — 3a Bucokuii. 'enorun P'P' ckmanmarmoTs
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oco0u, B SKMX pEaKIlis Ha J[eKCaMeTa30H He MEPEBUILYE 5 MM
pT. ct., renorun P"P" — xonu Bim mepeBumye 15 mm, a mpo-
MikHHUHU remorun PM'PH spmaxomurhes B Mexax Big 5 go 15 mwm.

LIs1 TpuMOAaNbHICTh PO3MOJNINY Ma€ Miclle i cepell XBOpHX
Ha BIJKPUTOKYTOBY TJIAYyKOMY MpPHU MiABUIIEHOMY BHUXIJHOMY
BHYTPIIIHbOOYHOMY THUCKY. OnmHak cepea HUX reHotun PHPE
TparisieTbCsl 3HAYHO pijalie, HIXK cepea 3J0pOBHX 0cCi0, ale
yactime P"P" i P"P". BeaxkarwTb, mo Hociii rena P" xapakre-
PU3YETHCA CXUIBHICTIO 0 TIayKOMH. SIKIIO pH3UK MOSBH Tia-
ykoMmu y HociiB PLPL npuitnstu 3a omxunuito, to jis PYPY Bin
craHoBuTh 18, a mus PYPH — 101. Pesynbratu 0OCTEKCHHS
XBOPUX Ha BiIKPUTOKYTOBY IJIayKOMY 1 YlEHiIB iX pOAMH BKa-
3yI0Th Ha yCHaJKyBaHHS peakiii oka Ha JAeKCcaMeTa30H 3a aBTO-
COMHO-PEIECUBHAM THUIIOM.

XBOpHM Ha TIIayKOMY MPHU3HAYEHHS CHMIATOMIMETHYHUX
(agpenaniny rigpoxysopuay, epepuHy TIAPOXIOPUNY, KOKATHY
TIAPOXJIOPHUIY, ME3aTOHY) 1 XOJIHOTITHYHUX 3ac00iB (aTpomiHy
cynbdary, CKOMOJIaMiHy TrifpoOpoMiny) mpoTUIMOKa3aHO, 00
BOHHM MPOBOKYIOTh F'OCTpPI Hamajau IbOTO 3aXxBoproBaHHs. [leski
3 IUX MpernapaTtiB MOXYTh BUKIHMKATH TOCTPI Hamajaw i B 0cCi0
JNHIIe 31 CXUIBHICTIO IO TJIAYKOMHU.

locTpi HamaguM rIayKOMH XapaKTepU3YIOTHCA pPI3KUM Oojem
B 0dYax i CKpoHAX. YacTo BiH OXOIUIIOE BCIO MOJOBHHY TOJIOBH,
ippaxgitoe B menenu i 3you. [lopymyeTrbcs 3ip, IHKOJIHU JTOCHUTH
panTtoBO. 3MEHIIYETHCS TIMOMHA MEepeaHbOl KaMepHu OKa.

Jns momepeJ)KeHHsS TOCTPHUX HamajiB TJIayKOMH XBOPUM 3
TOCTPOKYTOBOIO OYJOBOIO OKa HE MPU3HAYAIOTh CUMIATOJITHYHI
1 XONiHONITUYHI 3acobu. Y BHIAAKY MOSBU TaKUX HamaliB
rJIayKOMH, CIIPOBOKOBAHMUX JIKapChKUMHU 3ac00aMU, MPOBOJISTH
IHCTHUIIAIII0 B KOH'IOHKTUBAJIBLHUN MIMIOK 3aC00iB, IO 3BYXYIOTH
31HUII0: MiJIOKApHmiHy TiAPOXJIOpHAY, Mpo3epHuHy, docdakony
i iH. PexoMeHay0Th Takoxk (eHoOapOiTan y celaTHBHHUX J103aX,
BiTamin B, cedorinni 3aco0mu.
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9.6. IleppuHHa mogarpa

Ile 3axBOpIOBaHHS PO3BUBAETHCSA TIABKH B JITHIX
JOJIOBIKIB 4Uepe3 MOpYIICHHS oOMiHYy 1 ekckpemii mypuHiB. BoHo
BUPAXAETHCSA TNPUCKOPEHHSIM CHHTE3y CEYO0BOI KHCIOTH 1
MOHVKEHHSIM BUBEJEHHS i1 HUpkamMu. HakonmwyeHHs ypaTiB y
KICTKOBIH 1 XpSAIIOBIH TKaHMHAaX COPUYMHSAE MOSIBY 3amajlbHHUX
nponeciB, 0oco0nuMBO B cyrio0ax, i yTBOPEHHS CEYOKHUCIHX
KOHKPEMEHTIB Yy HHUpKax. YCHaJgKyeThcs mojarpa 3a aBTOCOMHO-
JOMIHAHTHHM THUIIOM 3 HEIMOBHOIO MEHETPaHTHICTIO.

B oci0 3 TeHEeTWYHO METEepPMIHOBAHOIO CXHUJIBHICTIO 0
MMOPYyIIeHHST 0OMIHY MYPHHIB O3HAKHW MOJATPH JIETKO BUHUKAIOTH
M BIUIMBOM YHCJICHHUX 30BHIMIHIX (aKTopiB, 30KpeMa
AJIKOTOJIF0 1 JiypeTHYHHUX 3ac0o0iB: aquxyioTiazuay i ¢pypocemMiny.
BkuBaHHS alKOTOJBHUX HAaNOiB CTUMYJIO€ MPOIEC YTBOPEHHS
JIAKTaTy 3 MipyBaTy, 110 HEraTHBHO BiJIOMBA€ETHCS Ha €KCKpeIii
ce4oBOi KUCIOTH HUpKamu. Lle crmpusie migBUImIEHHIO BMIcTy ii
B OpraHi3Mi, MPOBOKYE 3arOCTpeHHsS XBopoOw. Jlmxmoria3unm i
¢dbypoceMiag TalbMyIOTh BUBECHHA CEYOBOI KHCIOTH HUPKAMH,
YUM CHPHUSIOTH BUHUKHEHHIO TillepypHKEMIi.

Kpim Toro, mosiBa HamajaiB MoJarpu MOXJIMBA MPH JiKyBaHHI
XBOPUX I[iaHOKOOanaMioM, COJISIMH 30J0Ta, OCH3WIMEHIIUIIHOM,
npemnaparaMu mevdiHkU. B 0ci0, CXUIBHUX 10 moAarpu, pamToBe
NPUNHUHEHHS 1H'€KIiil KOPTUKOTPOIiHy abo mpuiiMaHHs KOPTUKO-
CTEepOiHUX 3aC00IB TaKOX MOXKE CIHPOBOKYBAaTH HaIlanu.

Haman momarpu BHHHKAE pamToBO abo MMiCIsS MPOAPOMAalb-
HOTO TEepioAy Y BUTIAAI NMCUXIYHOTO MPHUTHIUYCHHS, KHITKOBUX
po3iaxiB mepeBaXHO BHOUYI. BuHWKae pi3kuit Oinb y minsHIi
OJHOTO YU AEKINbKOX Ccyrio0iB. Bonu HaOpskawoTb, WIKipa Haj
HUMHU CTa€ rinepeMilioBaHOI0, HANPYKEHOI. 3'IBISIETHCS CUIIb-
Hul 03HO00. Temmeparypa Hepinko nepesumye 41° C.

[MpodinakTuka nependavdae BUKIIOUYCHHS MPUHAMaHHS JAUXIO-
Tiazuny i ¢ypoceminy, THM Oinblie BXXUBaHHS alKOTOJbHHUX
HamoiB. HempumycTuma TakoX pamToBa BiaMiHA JTiKyBaHHS
KOPTUKOTPOIIHOM i KOPTUKOCTEPOINHUMH 3ac00aMH.

locTpi Hamagu moxarpu ycCyBalOThCs KOJIXiLMHOM, OyTa-
JIOHOM a00 1HJOMETAIlMHOM, 3aC00aMu, 110 CHPUSIOTh BUBEJICHHIO
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MOJIOYHOT KHCJIOTH 3 CEUel0, a TaKOX aJONMypHHONY, SKUH Talb-
MYI€ 11 CHHTES.

KonxiuuH mpu mogarpuyHOMY apTpHTi 3HAYHO MoJjermye Oiib
1 3amajieHHs npotsrom 12-24 roja, He BIUIMBAIOYU HI Ha MeTa-
0o0i3M MypUWHIB, HI Ha EKCKpeIil ypaTiB. BHKOpUCTOBYy€eThCS
TAKOX M MPOQITaKTHKHA PEIEAUBIB MOTATPUUYHOTO apPTPUTY.
Jns TpuBamoro JiKyBaHHS HEMPHUAATHHH, TaK SIK HEPIAKO BUK-
nukKae OOJIICHY niapero, a TaKoXX HYJAOTY, OJIOBaHHS, OiNb y XKu-
BOTi Tomio. IIpu3znavaeTscs xBopuM mo 0,5-1 Mr BcepeauHy, mMoTiM
— no 0,5 Mr KoxHi 2 ToJ 10 HOJermeHHs: 000 abo MOsIBU HYyAOTH
gy giapei; ans npodinaktuku — no 0,5 mr 1-3 pasu Ha HCHB.

3 HecTepoiAHMX MpPOTU3amnalbHUX 3aCc00iB IepeBara Hajla€eTh-
cs ilHmoMeTamuHy 1 OyTamioHy. IHAZOMETAallMH MPHU3HAYAIOTH IO
0,05 r 3-4 pasu Ha moOy; mpu MOSABI €pEeKTy A03y 3MCHIIYIOTH
B/IBiUi; JiKyBaHHS TpuBae 5 mHiB. JlikyBaHHS OyTamioHOM — 3 IHI.
ITouatkoBa go3a craHoBuTh 0,4 r, motiM — 1mo 0,2 T KOXKHI 6 TOX.

Y mporpamy JiKyBaHHS Mmogarpu 00OB'S3KOBO BKIIOYAIOTHCS
YPHUKO3ypHYHiI 3aco0u, 00 BOHM MOHMXKYIOTH BMIiCT ypaTiB y
XBOPHUX 3 MOJAarpuuyHUMHU BiAKJIaJaHHSIMHU a00 3 BEIHKOI 4YacTo-
To O0NbOBHX HamaniB. Bouum (mpobOeHenuy i cynbdiHmipason),
SK OpTaHiuYHI KHUCIIOTH, CIPHAIOTH €KCKpeIlii ce4oBOi KHUCJIOTH,
MMOCTYNOBi#H pe30opOIii mogarpuuYHUX BiAKIaAeHb 3 HACTYIHHUM
MOJIETHIEHHSAM Tepediry apTpHUTy 1 peMiHepaiizaimii KiCTOK.

YPUKO3ypUUHY Tepamilo NOYMHAIOTh MicJsl AEKUJIBKOX Hama-
IiB TONAarpu4yHOro apTpUTy, 2-3 THXHI Micis OCTaHHBOTO.
[MpoGenenun npusHavawTh B 1031 0,5 © mOJEHHO 301IbIIYIOYHU
ii ynpomoBx TuxHs go 1 r. [TouarkoBa g03a cyiabdiHIipa3oHy
0,2 T moxenHo 3 HacTymHuM 30impmeHasM mo 0,4-0,8 r Ha HeHB
mig dYac mnpuMaHHS ixi (XA 3MEHIICHHS MOJIpa3HEHHS
MITYHKOBO-KAIIKOBOTO TPaKTy).

AnonypuHOII 00MEXKY€E CHHTE3 CE40BOI KHUCIOTH, 00 iHTiIOyE
KCAaHTUHOKCHIA3y, TOMY NOHHXY€E€ pPiBEHb ypaTiB y IJia3Mi.
JlikyBaHHS moJarpM UMM MpenapaToM MounHaioTh 3 go3u 0,1 1
NIOJEHHO 3 HACTYMHUM 30iNplIeHHSAM (MPOTATOM 3 THXHIB) A0
0,3 r TpuBano, IHKOJHU BCE XUTTS. B mepuri THXHI TiKyBaHHS
AJIOTYPHUHOJ AOUINBHO KOMOIHYBAaTH 3 KOJXIIIMHOM abo iHIOME-
TauwHOM (JUISl TIOTIEpeKEeHHs HamaliB MOJAarpHYHOTO apTPUTY).
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9.7. CnnagkoBi remopariyti 3aXBOpHOBaHHS

Jleski cmaakoBi 3aXBOPIOBAaHHS CYHPOBOIKYIOTHCS
KpoBOTEUaMH, 30KkpeMa remodinis i xBopoba Bimenbpanna.

I'emodinis 3ymoBiena pedinutom daxtopa VIII 3ropranus
kpoBi, remodimis B — ¢akropa I[X. Po3pi3HATH Takox
remodinito C i [JI. Jlns nux 3aXxBOpIOBaHb XapaKTepHa IiJgBHILE-
Ha KpPOBOTOYHMBICTH MPHU TPaBMi 1 KPOBOBUIMBHU B Cyriobu, 0coo-
JIUBO B KOJIIHHI, HAAN'STKOBO-TOMIJKOBI 1 JiKTHOBI. Ycmaako-
BYETHCS 32 PEIECUBHUM THIIOM, 34YENJIECHO 31 CTATTIO.

XBopobOa Binebpanma xiiHigYHO ToAiOHA Ha remodirito, aie
BIAPI3HAETHCS HOPMAJIBHUM YacoM 3TOPTaHHS KpPOBi, PIi3KO
MO3UTUBHUM CHMITOMOM LIMIIKA 1 TPUBAJIMM 4aCOM KPOBOTEUi.
KpoBoTouuBicTh 3yMOBIeHa (YHKIIOHATBHUMU MOPYLUICHHIMH
CYAMHHOI CTiHKM (Kamiisiponaris) i geskuM aedinutoMm dakropa
VIII y kpoBi (inkonu oxgHouacHo (akrtopis VIII i IX a6o VIII i
V). YcnaakoByeTbcsi 3a aBTOCOMHO-JIOMIHAHTHUM TUIOM. Yacri-
e XBOPIIOTh JKIHKH.

[lepmi o3HaKW MHOTO 3aXBOPIOBAHHS BUHHUKAOTH y iTeH
BikoM 9-12 wmic, pigme 2-3 pokiB. IIposSBIsS€ETHCI KPOBOBHUIIH-
BaMH y CJIM30Bi i MiACAN30Bi 000JOHKM MOPOXHUHHU HOCA 1 poTa,
reMaToMaMH, Jy)K€ 9acTO HOCOBMMH KpPOBOTEYaMH, piAmie — 3
SICEH, MHUTJAIUKIB, Y AIBUATOK — MAaCUBHHUMHU MaTKOBHUMHU KPOBO-
Teyamu. ['emapTpo3u y aiTell TpamiasioThCS PiAKO.

[Ipu remodinii (fimoBipHO, nume npu remodinii B) i xBopoOi
BineOpanmga mpuiiMaHHS aIeTHJICATINHUIOBOI KHCIOTH MOXE
MIPU3BECTH IO MAaCHUBHOI KpoBOTedi. XBOpi HEPIAKO BUKOPHUC-
TOBYIOTH ii uepe3 Oinp y cyrnodax, sika 3yMOBIIOETHCS TeMapT-
posamu. lls kxucioTa, Xo4ya THUMYAacOBO MpOsABIsE€ 3HeOOTIO-
BaJNbHY [1i10, 301IbIIye KPOBOTOUYMBICTH 1 0ifb. Y TakoMy BuUmaj-
Ky MOXIJMBE BUHUKHEHHS HE TIJIbKH TemMapTpo3iB, ajne u
HITYHKOBUX KPOBOTEY, HaBiTh KPOBOBHUIHMBY y MO30K. [lopsin 3
MM, BUHUKAE 3HAYHA MPUIYXJITICTh CYrI00iB, MiABUIYETHCS
TeMmepaTtypa MKipu Hag HAMH, BUHHKAE OiJb, 0COOJMBO TPH
pyxax. HaBiTp micins oaHOPa30BOTO TpUWMaHHS aleTuica-
MOUIOBOI KUCIOTH npH remodimii i xBopoOi BinmeOpanma kpo-
BOTEYA MOYKE NPOJOBXKYBATHCS JIEKiJIbKa IHIB.
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[IpodinakTuka moissirae y TOoMy, 00 HE 3aCTOCOBYBATH
ANETHJICANINMIOBY KHUCIOTY 33 OyIb-SKHMH IMOKa3aHHSMHU.

JlixyBanust xBopoOu BineOGpanna nependauae indysii oxno-
rpymnHOi KpOBi, IPU3HAUYCHHS BiKacojy, acCKOpOiHOBOI KHCIOTH
B KoMOiHamii 3 pyTuHoM. [103UTUBHI pe3ynbTaTH MOXYTh OyTH
IOCATHYTI 1 mpu remModimii A mIsIXOM BBEICHHS y BEHY 1-
nesamino-8-/l-aprininBazonpecuny B mo3zax 0,3-0,5 wMxr/kr.
HacTtae migBuimeHHS 3ropTa’lbHOCTI KPOBi y 3B'S3Ky i3 3poc-
TaHHAM Koarynsuiinoi akruBHocTi ¢axropa VIII kposi y ce-
peaHbomy B 4-6 pasis.

9.8. CucreMHHil 4YepBOHUIl BOBYAK

e onne 3 HaiiBaXXuMX 1 HAWPO3MOBCIOJKEHIIIHX
aBTOIMYHHHX 3aXBOPIOBAHb CIONYYHOI TKaHHHH. MIMOBipHO, K
1 JesKl IHIII KOJIAareHO3H, I XBOpOoOa pPO3risiaeThCs SIK CIaj-
KOBO JETEpMiHOBaHE 3axXBOproBaHHSI abo0 3aXBOpPIOBAaHHSA 3
TeHEeTHYHO 3yMOBIIEHOI CXMJIbHICTIO. BoHO BHMHHMKae abo 3aroct-
PIOETHCS MTiJ BIUIMBOM JESIKUX HECHPUSTIUBHX 30BHINIHIX 1
BHYTpIIIHIX (aKTOpiB, 30KpeMa AEIKUX JIIKapChbKUX 3ac00iB.
Cepen HUX: aHTUTINEpPTEH3WUBHI (ampecwWH, pe3epliH, METHUI-
noda), mpoTHapuTMidHi (HOBOKaiHAMIA, XiHIOWH), TPOTHCITIICTI-
TuuHi (nudeHin, rexkcamignH, KapOamasemiH, €TOCYKCHUMIJ,
TpuMeTuH, (enobapbiTan), XimioTepameBTH4YHI (OeH3UINEHI-
OHIIIH, CTPENTOMIIIMH, TETPAalUKIiH, cyabdaHinamMian, MOXigaHI
I'HK) 3acob6u, OyranioH, meHinmuiamin, alonypuHoi, kiodidpar,
METHJI- 1 MPOMIITIOypanui, KOPTUKOCTEPOiaAH, OpalbHI MPOTH-
3amurigHi mpemapatu. Ilim 1X BIUIMBOM 3pOCTalOTh KIIHIYHI
NpPOSIBU CHCTEMHOTO YEPBOHOTO BOBYAKa. 3'SBISEThCS TpHUBaja
JUXOMaHKa, apTpUTH 1 apTpairii, BUcHOKa i eHoMeH "MeTe-
nuka" Ha 00NMYYi, IHKOJHM O3HAKH EHJIO- 1 MEepUKaApIUTYy, XPOHIY-
HO1 THEBMOHII, TIIOMEepyIOHEPPUTY, CIUICHOMETamisl, 301IbIICHHS
niMpaTUIHUX BY3IiB, TiMOXpoMHa aHeMis tomio. Ilpu BigmiHi
OUX MpernapaTiB AaleKOo HE 3aBXAM BiAMIYAa€THCS 3aTHXAHHS
NaToJIOTIYHOTO MpoIecy. 3aXBOPIOBAHHS MOXE NpOrpecyBaTH
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ax mo cmepti. ToMy mpu 3arocTpeHHi CHCTEMHOTO YE€pPBOHOTO
BOBYaKa HEOOXiHO MPOBECTU €HEepriiiHe JTiKyBaHHS KOPTUKOC-
TepoizaMu ¥ iHIIUMH 3aco0aMu.

BxaszaHi nikapchki mpemapatd MOXYTb HE TIIBKH 3arocTplo-
BaTH 11OMATHYHUN CHCTEMHUU YEPBOHUN BOBYAK, aje W CIPUYHU-
HSTH PO3BUTOK JIIKAPCHKOTO CUCTEMHOI'O YEPBOHOTO BOBYAKA.
Ha BigmiHy Binm imiomaTH4HOTO BOBYaKa, BiH mepedirae MeHII
TSKKO 1 IMicJIsl BiIMiHU MiJIO3PIOBAHOTO JIIKAPCHKOTO 3aco0y, SK
npaBuiio, 3HuKae. [Ipu JiKapcbKOMY CHCTEMHOMY YE€PBOHOMY
BOBYAKY HHUPKH Bpa)xarmoThCcs AYyXkKe PIAKO.

VY cBIiTOBIH JiTepaTypi ONMKMCAaHO JIEKiJibKa COT BUIAJKIB CHH-
JIpOMY YEpPBOHOTO BOBYAKa, SIKHH BHHUKAB Hepe3 TpHUBAiE JiKy-
BaHHs JiKapchkuMu 3acobamu. [Ipuuomy Onu3bko 2/3 3 HHX
Oylm iHAyKOBaHI ammpecwWHOM i HOBOKaiHaMmimom. Hepigko Take
YCKJIaJITHEHHsI BUKJIMKA€ XiHiH, MPOTHUEIIJIENTHYH] 3aco0u, amMiHa-
3WH, 130Hia3un, neHinuiaamiH. [lepeBaxHO NiKapChKUM CHCTEM-
HUH YepBOHHMN BOBYAK BHUHHMKAE Yy MpoLeci JIKyBaHHS XBOPHX
HoBokaiHaminmom. CymapHa a03a, sika HEoOXimHA s 1HIYKY-
BaHHs LOI'0 3aXBOPIOBAaHHS HOBOKalHaMijoM, Bapitoe Big 14 1o
3600 r. Bix mowaTky JiKyBaHHS 0 MOSIBH O3HaK IIbOTO 3aXBOpPIO-
BaHHS MPOXOIUTH Bi 3 MiC 10 2 pOKiB Oe3MepepBHOTO MpUHMaH-
Hsl HOBOKaiHaMiny, B cepeaHboMy 6 Mic. B okpeMux Bumazmkax
el CTPOK CKOPOUYETHCS A0 2 THIXKHIB a00 MPOAOBXKYETHCS OO
4,5 pokiB 1 Oinb1re.

Ha npyromy Micui 3a 4acTOTOI CHPUYMHEHHS JiKapChbKOTO
CHCTEMHOTO YEpBOHOTO BOBYAaKa 3HaXOAUThCs ampecuH. Lle 3a-
XBOPIOBaHHS 3BHYalHO BHHUKAE HE MEHII HiX udepe3 3 MicsIli,
IHKOJIM NEeKiTbKa POKiB, MIOJACHHOTO MPUHAMaHHS IHOTO IMperapaTry
B n03i 0,4 r. IIpm BigMiHI HOTO MPOSBU XBOPOOHU MOCTYIIOBO
3HUKAIOTh aX 10 NOBHOTO OAYXKaHHA. [IpHIIBHAMUNTH BU3A0POB-
JEHHS MOJXJHMBO IIJISIXOM MNPUHMAaHHS KOPTUKOCTEPOIAHUX
3aco0iB. Lli mpenapaTu BUKOPHUCTOBYIOTh TaKOX [IJs JIKyBaHHS
1110MaTHYHOTO CHCTEMHOTO YEPBOHOTO BOBYaka. [IpoTe BOHM He
BUJIIKOBYIOTh XBOPHX, alie HaJilHO NPHUTHIYYIOTh HeOe3medHi
UL KUTTSA TPOIECH aBToarpecii.

XBOpuM, 0cOOJMBO Ha TOCTPY (HOPMY CHCTEMHOTO YEPBOHOTO
BOBYAKa, MPU3HAYAIOTh KOPTUKOCTEPOiAM, 30KpeMa MpeaHi30-
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JIOH y CTPOTO IHAWBIAyaJIbHUX J03aX, B cepenHbomy mo 50-80 mr
Ha 100y, a mpu AyXe TSIHKKOMY mepediry 3axBOploBaHHSA — IO
150-200 mr, HaBith 300 MTr mpOTATOM JAEKINIBKOX THXKHIB. Y Mipy
MOJIIMIIEHHSI CTaHy XBOPHUX J03a IbOTO IMpernapaTty 3MEH-
myeThes. [licnsg mocATHEHHS CTIHKOI peMmicii MOCTYImOBO Tepe-
xonsaTh Ha "miaTpumytodi"” mosum (10-15 mr Ha 100Yy).

Menm epeKTUBHUMHU 3aco0aMu € aleTHJICalTiluiIoBa KHUC-
J0Ta, XiHraMiH Tomo. BKIIOYEeHHS B KOMILIEKCHY MpOTpaMy JiKy-
BaHHS BiTaMiHIB cripusie OiJbIl BUCOKIA MEPEHOCHMOCTI T'JIiKO-
KOPTHKOCTEPOINiB 1 MOMepe kKye BUHUKHEHHS IEAKUX HETaTUB-
HUX peakuii. [ns nikyBaHHS ocTeomopo3y i MiacTeHii mpu
CHCTEMHOMY YE€pPBOHOMY BOBYAaKy BHUKOPHCTOBYIOTH TECTOCTEPOH
i anaboxiuni crtepoigu. IMyHoJenpecantamu (a3aTioNmpUHOM,
nukirogochaHoM, MEpKANTONYPUHOM Ta iH.) BIAETHCS IPUT-
HITUTH YyTBOPEHHSA AaHTHAACPHHUX aHTHUTLA. [Ipu3HadeHHs iX
0co0NMBO HEOOXigHE MPHU NIOMycHEePPUTi.

9.9. Inmi cnaaKoBi 3aXBOPHOBAHHS

[Mpu geskux TUmax cmajakoBoi rimepiimigemii, 30K-
pema III, IV, V, BinmidaeThcs MiABUIIECHA YYTIUBICTh XBOPHUX
no riaoko3u. llpuiimanns ii, sk i giera, Oarata Ha BYTJIEBOIH,
MiABUIIYE KIiHIYHI 1 OioxiMiuHi mposBu rinmepuimigemii. Lle
3YMOBJICHO CTUMYJIOBAJIbHHUM BIUIMBOM TJIIOKO3M Ha CUHTE3 [3-
ninonporeiHiB, fAKi 3a0e3MeUyI0Th TPAHCHOPT HEPO3UUHHUX Y
BOJII XOJIECTEpHUHY 1 TPUTIIIEPUAIB 0 TKaHWH. Yepe3 1e 3pocrae
piBEHBb XOJECTEpPUHY B KPOBI 1 BMICT TPUTJIINEPHUIIB y IJIa3Mi,
MOTipmyeTbcsa cTaH XBopux. lIpu mpomy 30iMbIIy€eTHCS KCAHTO-
MaTo3, 4acTilmarwTh Hamaau cTeHokapiaii (y xBopux Ha III, IV
THIM rinepiinigemii), 3arocTproeTbcs LYKpoBUW pgiaber (y
xBopux Ha IIl i V Tunu), yactimarThk i NiJACUIOTHCS HAaNaIu
KUIIKOBOT KOJIKHU (y XBOPUX Ha V THI).

BpaxoByrwouu e, npuszHadeHHs THOKo3u xBopum 3 [II-V
TUMIAMH CITaJKOBOT 1 BTOPUHHOI TilepiimigeMii MpOTUIIOKa3aHe.
Kpim Toro, ciig oOMEXHUTH BXKUBaHHS BYTJIEBOJIB.
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3arocTpeHHS MHU30PPEeHONOAIOHOT CUMIITOMATHKN 3BHYANHHO
CIIOCTEpiraeThes miJ BINIMBOM (eHaMmiHy, 60 BiH Mae BIacTH-
BICTh SIK 3BIJIBHIOBATH KaTeXOJaMiHU, MepeBaxHO nodamiH, i3
JIeTo, Tak 1 rajbMyBaTH 1X 1HaKTUBAIlil0. AHAJIOTiYHA Jis Xapak-
TepHaA 1 JUIA mpemapaTy JEBOJONMH — MOIMepeaHuka modamiHy.
Hisg nux 3aco0iB Ha MU30PPEHIYHUNA MPOIEC CTUMYITIOETHCS
npenaparaMu rpynu ¢eHoriasuny, MabyTbh, Y 3B'A3Ky 3 rajbMy-
BaHHAM MexiaTopHoi Aii nodgaMiHy Ha MOCTCHHANTHYHI aJpeHo-
peIenTopH.

[Ipu3HadeHHs JIEBOAOMM MPOTHUIIOKA3aHE 1 TMPH MPOTPecyrodiit
cnagkoBii xopei (xBopoOi ['eHTHHrTOHA, XOpeidyHId mEeMeHIIIT).
Lle 3axBOpIOBaHHS XapaKTEPHU3YETHCSA MPOTPECYIOUUMH 3MiHAMH
ocoOu 1 nemeHmi€eo. Y 3B'sS3Ky 3 AUCTPO(]i€I0 MiAKIPKOBUX CTPYK-
Typ 1 Kopu QpOHTANbHOT NINSIHKH, 3BUBHUHHU BEIMKUX IiBKYIb
3TJIAIKYIOTHCSI, NUIYHOUYKH PO3MUPIOIOTHCSA. HacTtae atpodis
MO3Ky. 3MEHIIYEThCA KiNbKiCTh MaluX HEHpoHiIB [ompaxi B
CMyracTomy Timi. Y MO3Ky XBOPHMX 3HUXKYETHCS PiBEHb Y-aMiHO-
MaclsiHOT KHCIOTH. YCHAJIKOBYETHCS II€é 3aXBOPIOBAHHS 3a
ABTOCOMHO-PEIIECUBHUM THUIIOM.

Y HoOCiiB reHa xBopoOu ['eHTHHIrTOHA JEeBOJOIA BUKIHKAE
MHUMOBIJIbHI XOpeemoniOHI pyXxH, NpUYOMY B 3HAYHO MEHIIHX
703ax, HIX y XBOPUX MapKiHCOHI3MOM 1 370poBux ocibd. Ilpuii-
MaHHS LIbOTO Mpenapary MOXXE CIPUYUHUTH BUHUKHEHHS M'SIKOI
¢bopmu xopei. [TogiOHO 70 JTEBONONU HACUIIBHI PYyXH NpH Xopeil
I'enTwmHTTOHA Migcuitoe 2-06poMepTrokpunTuH. Ll mis mposB-
JSIETBCS T Yac MPHHMaHHSA HOTO XBOPUMH B A03ax Oinbine 45 mr
Ha 100y. Y neskux oci® mo3uTuBHUM edeKkT Moxe OyTH AOCIT-
HYTHH HUISIXOM 3aCTOCYBaHHS MONEPEIHUKIB aleTHIXOJiHY,
3ac00iB, MO0 OJOKYIOTh aleTHIXOJIHECTEepasy, TaJioNnepuI0Iy
TOIIO.

[IpoBoKyroYa mis Ha CrMajgKoBi W iHIII 3aXBOPIOBAaHHS Xapak-
TepHa 1 AJS aHTHUTINMEPTEH3WBHOTO 3aco0y neOpusoxiny. lle#
npemnapaTt B OpraHi3Mi MeTabo0JIi3ye€ThCS HISXOM AIUKIIYHOTO
TiIPOKCHIIIOBAHHS B 4-TipOKCHIEOPU30XiH. SIK BUSBHIIOCH, Iei
MPOIEC KOHTPOIIOETHCSI MOHOIEHHOIO JialleIbHOK CHCTEMOIO TPH
JMOMiIHYBaHHI aneis "HOpMaJdbHOTO" TiIPOKCUIIOBAHHSA. Y TOMO3H-
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TOTHUX HOCIiB okucnoeTbes 10 70 % neOpu3oxiHy Mix 4ac mpwuii-
MaHHs HOTO MepopalibHO, TOJI K Yy TOMO3UTOT 3a AePEKTHUM
ajeneM — He Ounbme 3 % Tiel » H03M 1 3a OJHAKOBUU 4ac.
YacTtoTa rOMO3UrOT 3a PEIECHMBHUM T'€HOM, SIKMH BIJIMOBiIaE
pi3KO MiIBUIICHOIO pEeakIli€lo Ha AeOpPHU30XiH, Cepex eBPOIEiniB
CTAaHOBHTHL OMU3BKO 6 %, a cepen, HaNpUKIAN, €THNTIH — HE
oiapme 1,5 %.

[lpuiimaHHs LOTO TIpeNapaTy y JASSIKUX XBOPHX Ha TilmepTo-
HII0 TPU3BOJUTH JO IMOSBU TINEPTOHIYHOTO KpU3Yy H IHIMIHX
BEreTOCYIHHHUX MOPYIICHbD.

[MTpoBOKyIOUY Jil0 MPH CHAaJKOBUX 3aXBOPIOBAaHHSIX MPOSB-
JNSI0Th HE TIIBKHM BKa3aHi B 1[Il riaBi Jikapchki 3aco0wu, ane ¥
Pi3HI OTPYTH 1 JiKM B TOKCHYHHX J103aX. 30KpeMa, 3arOCTPECHHS
XBopoOM MiHaMara BHHHKA€ MPU OTPYEHHI OPraHIYHUMH CIIO-
JTyKaMu PpTyTi, XBOpoOW iTai-iTai — mpemapaTaMd KaaMifo.
[Mopymenns ¢ynknii HEUpok mnpum cuHApoMi DaHKOHI pi3KO
3pOCTAalTh MPU OTPYEHHI NpemnapaTaMu TPYNU TETPaIUKIiHY,
COJIIMM BaXXKHX MeTaliB (CBUHIIO, KaAMilo, PTyTi, ypaHy), a
TaKOX J130J0M.
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10. Bukiaaganns ¢papMakoreHeTMKH B
MeJIUYHOMY BY3i

MabyTph, icHyIOUE BiJCTaBaHHsS HAMmoOi KpaiHH ¥y
BUBYEHHI 1 HayKOBiil po3po0ii mepcneKTUBHUX TpobieM ¢apma-
KOTEHETUKH CIIiJl TOYMHATH 3 BUKIJIAJAaHHS 1i OCHOB y Oi10JIOTiYHUX,
MEJUYHHX 1 BEeTEpHMHApPHHUX By3ax. Bigomo, mo BBEICHHS B
HaBYaJIbHUU TPOLEC 1 KIIHIYHY MPAaKTUKy HOBOi HaykoBoi iH(oOp-
Mamii 3 OyAb-sIKUX MOKIIHIYHMX JUCUMIIIIH — ClpaBa JOCHTH
BiAmOBiganbHa 1 Hemerka. Lle, 30kpeMa, 3yMOBIICHO X IIBUIKHM
PO3BUTKOM 1 XpOHIYHOIO BiZICYTHICTIO BiTbHHMX HaBYaJIbHHUX TOJUH
y IUIaHaX MiATOTOBKK MojoAux ¢axiBmiB. Tomy, Ha HaAII MOTIISI,
BUKIaAaHHs (apMaKOTeHETHKH B MEJIMYHHUX By3ax CIiJ Mpo-
BOJUTHU HE Yy BUIJISJI CAMOCTIHHOTO KypCy, L0 TEHep Hepealib-
HO, a BKJIOUCHHSM BiIMOBiNHOT iHQopmalii 3 hapMakoreHETHKH
B Ti PO3AUIM MOKIIHIYHHUX 1 KIIHIYHUX AUCIUIIIIH, e e Oymae
HaWOI1ABII JOIIJIBHO.

I3 mokniHiYHUX AucUMIUIiH Oinpmicts mpobiem Qapmako-
FEHETHKH CJIiJ] BUBUATH CTyJIeHTaMu Ha Kadenapi gapmakosorii,
a TAKOX y TpoIleci OCBOEHHS KIiHIYHOI (papMakolsiorii, B sIKiiich
Mipi — Ha kadeapax Oioximii i marodizionorii. KniniuHi acmekTu
(hapMakoOTEHETHKH AOIIJIBHO BHKJIAJAaTH Ha Kadenapax memiaTpii,
BHYTpINIHIX 3aXBOPIOBaHb, Xipyprii, aHecTe3ioyorii, MCUXO-
HeBpoJioTii TOWIO.

Sk 3a3Havalockh, 32 MIBCTOJITTS CBOrO ICHYBaHHS (papMako-
reHeTHKa riiMOOKO MPOHMKJIA B YHMCJICHHI mpobiieMu papmako-
nmorii, crama ii MOJTEKYJIIPHOI OCHOBOIO. ToMy Temep poO3Tisi-
JaTH MOJIEKYJISIpHI MeXaHi3MH Jii JikapchbKuX 3aco0iB Ha
opranizm 6e3 papmakoreHeTuku HemoxiauBo. Ham maiixe 20-
JITHIA JOCBIJ BUKJIAJlaHHS OCHOB (papMakoreHeTHKU B TepHO-
MiJbCHKIN JepxkaBHIN MeauuHid akanemii im. [.5I. TopOaueBch-
Koro Ha Kadenpi ¢apmakoysorii BUSABUBCA MO3UTHUBHUM. Y
npoleci BUBYEHHS OCHOBHHX JOCATHEHb (papMaKOTEHETHUKH Yy
CTYACHTIB 3pOCTa€ 3aliKaBJICHICTh y OinbII ITMOOKOMY BHUBUYCHHI
(dbapmakonorii, CTBOPIHETHCS IiJiCHE YSBJICHHS IPO JOCHUTH
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CKJIamHUU TpoIec B3aeMoOMIii JiKapChKHUX 3ac00iB 3 XUBHMHU
CTPYKTYypaMHu OpraHi3My, 30KpeMa Ha F€HETHYHOMY PiBHI.

VY BerynHi# nekuii 3 ¢apmakonorii ciil 3yNUHUTHCS, TEpII
3a BCe, HA BHU3HAUCHHI (apMaKOTECHETHKH SK HAyKOBOTO HAIpsM-
Ky (dapmakosorii, TEHETUKH 1 MEIUIINHU, IKUH BUBYAE TCHETHU-
HO J€TepMIiHOBaHI peakiii opraHi3mMy Ha JikapchKi 3aco0wu, a
TaKOXX OXapakTepu3yBaTu il ocHOBHI mpoOiemu. Jlo HUX BigHO-
CATBCSI: CYTHICTh Hii NiKiB Ha TEHETHMYHMH amapart, pojb reHe-
THYHUX (QaKTOPiB y BUJOBIN 1 IHAMBIAYaIbHIH YYyTIUBOCTI Oopra-
HI3My 10 HUX, poJb IMUX (aKTOPiB B IHAYKTUBHIN 1 iHTIOyOUid
nii, MexaHi3M HETHIIOBUX peakIlii opraHi3My Ha IiKapchKi
3aco0M MpH TeHETUYHHUX 3aXBOPIOBaHHAX (nedexrax), po3poOka
METOAIB NPOQITaKTUKH 1 JNiKyBaHHS TEHETHYHO 3YMOBJICHHX
HEeTaTHBHUX HacCHiJIKiB (apmakorepamii i JiKyBaHHS CIIaJKOBUX
3aXBOPIOBaHb. 3aBEPIIUTH IO JICKIIIO CHIiJ MEPeIikKOM 3aBIaHb
(apMaKoreHEeTHKHU, BKAa3aTH Ha NMEPCIEKTHBH 1 3a3HAYUTH, IO
3'sicyBaHHSA BIUIMBY XIMIUHHUX pEYOBUH Ha KUBI 00'€KTH Ha
MOJIEKYJISIPHOMY, 30KpeMa FeHEeTHYHOMY DiBHi, CIIpHs€ Mporpecy
6aratpox mpoOGiieM MEIMIMHHU, 30KpemMa MpoOjeMu 3'scyBaHHA
CyTi JXKHUTTA.

Buknamarouum BUYEHHS NpPO JAO3YBaHHS JIIKapChbKUX 3aco0iB,
CIIi BiJl3HAYMTH, IO, HA BIAMiHY Bix TOokKcukoiorii, ¢papmako-
reHeTHKa BUBYAE TCHETUYHO JETEPMIHOBAHI peakilii opraHizmy
Mpy BBEJCHHI B OpPraHi3M JIIKapChbKHX 3aCO00iB y TepanmeBTHUYHUX
no3ax. JlomisbHO me TBEpPAXKCHHS PO3BUHYTH Ha IpPHKIAIax,
KON Jis OUTHIIHY B 3arajJbHONPHHHATHX 032X MOXE IPOJIOB-
JKyBaTHCS BiJl AEKITbKOX XBWJIMH 10 2-4 roj i Oinblie, a cyibda-
HiTaMigu, mOXinHi HiTpodypaHy 1 OaraTto iHIIUX 3ac00iB Yy
TepanmeBTUYHUX J03aX, HaBiTh NPH OJHOPA30BOMY NpHHMAaHHI,
MOXYTh BHKJIHUKATH TSKKI TEMOJITHUYHI KpU3W 1 aHEeMio. Mexa-
Hi3M 1UX (papMakoreHeTHUYHUX e(EKTIB CIiJg pPO3KPUTH Ha
FeHETHYHOMY 1 0i0XiMiYHOMY pIBHSAX, BiA3HAYUTHU 3HAUYCHHS aTH-
noBUX (EPMEHTIB, SAKi BIUIMBAIOTh HAa META0ONI3M 1 Jif0 JiKapCh-
KUX 3ac00iB.

V nmexmii, B AKif BUKJATAETHCSI IHAWBIAYaJIbHA UYYTIUBICTH
OpraHi3My J0 MEIMKaMEHTO3HHX 3ac00iB, AOMITbHO BiJ3HAYUTHU
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BaXXJIMBY POJb y LbOMY T€HETHYHUX (PAKTOpPiB, BKa3aTH, LIO
BUIaAKN 3HAYHUX BIAXHUJICHB y YYTJIMBOCTI OpraHi3My A0 JiKiB
€ HE BHHSITOK, a MPOSB 3arajibHo0i0M0TiuHOT 3aKOHOMIPHOCTI.
Ha nmiamo3uTuBi ciiJ NpOJEMOHCTPYBATH KPHBY HOPMalIbHOTO
posmoniny mokasuuka EJI, (xpuBy I'ayca) i BapianTm ii, saKi
BimoOpakarTh HAABHICTH y MOMYJAIil TPyn 0cCi0 3 MiABHUIIEHOIO
i (a00) MOHWIKEHOI YYTIHMBICTIO O TOTO UM IHIIOTO Mperapary.
[licns mporo Taki BapiaHTH HEOOXiAHO MOPIBHATHU 3 NaHUMH
ITHTEHCUBHOCTI MeTaboJi3My Jikapchkux 3aco0iB. Llum camum
CTYyJAEHTaM HAaJa€TbCs MOXKJIMBICTh HEPEKOHATUCS B TOMY, IO
TeHEeTUYHO 3yYMOBIIEHAa CTYMiHb YYTIWBOCTI OpTaHi3My 0
JNiKapchKOro 3aco0y BH3HAYA€THCS BIAMNOBIIHOIO iIHTEHCHUBHICTIO
Horo Merabonismy. BkazaTu Tako)k, IO 1HKOJM B OCHOBI
NiKapchKOi HEMEPEHOCUMOCTI JIEKHUTh HaJATO HHU3bKa OioTpaHc-
dbopwmarris mikiB, a B OCHOBI IMOHWXEHOT YyTJIWBOCTI, HaBIaKH,
— nyxe iHTeHCUBHUHN Merabonizm. CamMe TYT NOUiINBHO 3a3Ha-
YUTH, 110 BiAMIHHOCTiI B MeTa0O0JIi3Mi JIiKiB B OCHOBHOMY 3YMOB-
JeHl icHyBaHHAM 0aratbox (epMeHTIB, sIKi 3a0e3MeuyroTh Iei
npolec He B OJHIM, a B 0araTboX MOJICKYJIsApHUX popmax (i30-
dbepMeHTax) 3 pi3HOI KATAJTITHYHOIO AKTHBHICTIO. Y SAKOCTI
KJIaCUYHOTO MPUKJIAAY CIiJl HABECTH AaHI Mpo moaiMopdizm
CHPOBAaTKOBOI OyTHpHUIXOJIiHecTepa3u. 3aBEepIIUTH BUKIAL i€l
npob6nemu Qapmakosorii MokKHa aHaldi30M pe3yabTaTiB AOCHI-
JUKCHb JIIKAPChKUX 3aC00iB Ha OJHO- 1 JBOSHIEBUX OJM3HATAX.

[Ipr xapakTepUCTHUII MEXaHI3MIB i cImoco0iB MeTabomi3My
JMiKapChKUX 3ac00iB CIiJ 3BEPHYTH yBary CTYJEHTIB Ha T€HETHY-
HO JEeTEepMiHOBAHI MOPYIIEHHS CTPYKTYPH M BIACTHUBOCTI psAAy
(dbepMeHTIB, Tak 3BaHUX eH3MMomaTisx. HeoOxiqHO 3a3HauuTH,
o TpH JAESKHX 3 HHUX PI3KO MOPYMYETHCS IHTCHCUBHICTD
MeTabodi3My JKiB 1, y 3B'S3Ky 3 IIHM, 3MCHIIYETHCSA IX
dbapmakomorigyaa aig. Tak, mpuU HEITOCTATHOCTI CHPOBATKOBOI
OyTHpHUIIXOJiHECTEpa3u PI3KO NPOJOHTYeTbCs Ais  edipis
XOJiHYy, MpHU akartanasii 3pocTae ePeKT i 301IbIIYETHCS TOKCHY-
HICTh E€TUJIOBOTO CIHUPTY, HPH HEAOCTAaTHOCTI (QeHinalaHiH-
TiIpOKCHIAa3W 3pOCTa€ AKTHUBHICTh KaTeXoJaMiHIB Tomo. I
HaBUakK®W, Ipu AedinuTi rirroko3o-6-docdarasu pizko mociaad-
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JNIOETHCS TIMEpTINiKeMiYHUN e(eKT aapeHaniHy, TIIOKaroHy i
rajlakTo3u, NpH AESKUX CHaAKOBUX 3aXBOPIOBAHHSIX 3POCTAE
ToJepaHTHicTh 10 Bitaminie PP, B, B , i in. JlouineHo BKasarw,
oo Mpu psijfi €eH3UMONATIH Ais JESIKUX TpenapaTiB 30BCIB He
MPOSBISAETHCS (KaTala3Ww NPHU akKaramasii TOMIO).

Ha mexmii i mpakTH4HOMY 3aHATTI, NPUCBIYEHUX TOKCHU-
HOCTI JiKapCchKHX 3ac00iB, JAOMIJIBHO BKa3aTH Ha Te€HETHYHUU
acrnekT niei npodiremu. CTyAeHTH MOBHHHI 3HATH, IO NPHU Pl
CMaJKOBUX 3aXBOPIOBAHb PI3KO 3pOCTa€ TOKCHYHICTH 0araThox
mikiB. IlepeBakHo 0e3mMoCepeIHLOI0 MPUINHOIO MLOTO € (hepMeH-
TH, AKI TIPSIMO YU OMOCEPEAKOBAHO BILUIMBAIOTHL Ha MeTaboi3M
MEAUKaMEHTO3HHUX 3ac00iB. [I[pudyomy cmaakoBa TOKCHYHICTBH iX
MOJKe TPOSABIATHCS y IBOX BapianTax. llo-mepmie, Moxke pi3ko
3pOCTaTH aTHIMOBA TOKCHUYHICTh, HABITH MPHU 3aCTOCYBaHHI JIKiB
y MiHIMaJbHHX TEpamneBTHUYHUX J[J03aX, a HO-Ipyre, MOXYTb
3aroCTPIOBATHUCS CIAJKOBI 3aXBOpPIOBaHHS, AKi 0 3aCTOCYBaHHS
BiIMOBiIHOTO MpemapaTy Maju JaTeHTHHH abo B'siauil mepedir
(mpoBoKytoua ais JnikiB). 30KkpeMa, O6arato JiKapChbKHX Ipenapa-
TiB BHKJIWKA€ TEMOJITHYHHH KpU3 1 aHEMil0 TpH CHAJAKOBIH
HemoctatHOCTI ['6D /], rmyTaTtioHpeaAyKTa3W, HECTA0IIbHUX TE-
MoTn00iHO3aX, a IHralmsAmiiiHI HapKO3HI 3aco0HM — 3IJI0AKICHY
rineprepMmito Tomo. [IpoBOKYyIOTh 3arocTpeHHsS CHaJAKOBHUX 3aX-
BOPIOBaHb, 30KpeMa, Me4iHKOBI mop¢ipii, mepBHHHY moaarp,
rinep6inipyOineMii, MeTremMorio0iHemMito, Ta 6araTo JiKapCchbKUX
3aco0iB.

Ha mpaktmunomy 3aHaATTi Ha Temy "Hapko3zHi 3acobu" ciix
3a3HAYUTHU, U0 MPHU ACAKHX CIAJKOBHX 3aXBOPIOBAHHSAX I1HTAJA-
HiHI HApKO3HI 3acO0M MOXYTb 3YMOBUTH JOCUTH HeOe3meuHi
ycknanuenHs. lle 3mosikicHa M's30Ba pHTIAHICTE Yy NIonel i3
CXUJIBHICTIO OO 3J0SAKiCHOI TimepTepmii, pi3ke 30idbIICHHS
HapKO3HOI 1ii MpW pONWMHHINA mucaBTOHOMII (cmHApOM Paiini-
Jest), mpoBoKaLis TocTporo Hamajay nedinkoBoi mopdipii, i roc-
TPUX HamagiB MNEPiOJUYHOTO TiMEepKaTi€EMiYHOTO POJUHHOTO
napaniuy (xBopo6a ["amcropmna) tomo. Ciig TakoX 3a3HAYHUTH,
o nesKi 3 MUX yCKJIaZHEHBb, 30KpeMa, 3JI0sAKiCHA TilmepTepMis,
CTAHOBJIATH QyXe BEIUKY 3arpo3y ISl KUTTS mamieHTa. TinbKu

194



KOMIIJIEKC paHHIX aKTUBHHUX (papMakoTepameBTHYHUX 1 peaHiMma-
LiHHUX 3aX0MAiB MOXe BpsTyBaTu Horo. KoxkeH cTyJeHT MOBH-
HEH BpPaxoOBYBAaTH, IO JKapO3HWXKYBaJbHI JiKapchKi 3aco0u He
B3MO31 JIIKBIIyBaTH TaKy TilepTepMilo, TOMY 3aCTOCYBaHHS iX
mpu 1Mid maTtoJsorii 3aiiBe.

[Ipu BuBYeHHI (papmakoyorii MpoTUTYOEpPKYIHO3HUX 3ac00iB
JOLIJIBHO PO3TASHYTH (PapMaKOTEHETUKY MOXIAHUX TiApazuHy
130HIKOTHHOBOI KUCJIOTH 1 3'sSCyBaTH MHUTAaHHS MPO IO3YBaHHS,
epeKTHBHICTh 1 TOKCHYHICTH iX y Pi3HUX (ECHOTHIIIB.

Jnsa imrocTpamnii Matepiary ciii CTBOPHTH BIiANOBIAHI Tab-
Ui, PUCYHKH, CXeMH, ciaaiau. Jmg nporo MoxHa BHKOPUCTATH
HajgaHy Hamu iHdopMalilo Npo OCHOBHI (GapMaKOreHETHYHI
edexTu nmikapchbkux 3aco0iB Mpu TeHETHYHUX JnedekTax (AUB.
"lomaTok").
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NOJIATOK

OcHOBHI ¢papMaKoreHeTHYHI

edekTH JiKapchbKUX 3ac00iB

NpH reHeTHYHHUX AedeKTax (3aXBOPIOBAHHSIX)

I'eneTuunmii negext
(3aXBOpIOBaHHS)

dapMaKkoreHeTHYHUMN edexr
(Jikapcbki 3aco0n)

1

2

Hapxo3Hi i cHoailini 3aco0u

CXHJIBHICTB J0 3JI0SIKICHOT TinepTepmii

Osteogenesis imperfecta
/lycaBTOHOMIsI pOJIMHHA (CHHIIPOM
Paitni-/les)

[lepBrHHA riniepKcanypis

[eginkoBi mopdipii

[lepioquunuii rinepkagieMiuHui
[POAMHHHI Tapaniy

CIiaJJKOBi HCKOH TOTOBaHi rimnep-
6inmpy6inemii

3n0sIKiCHA TinepTepMis 1 mporpecyroua
M’s130Ba PUTIAHICTH (1HTAJSIIHHI
HapKO3HI 3aC00M)

/1oOposikicHa rineptepmis (proporan)
Pi3ke 3pocTaHHsI HAPKO3HOI Aii
(¢roporan, meTokcudITypaH)
[IpUCKOpPEHHS YTBOPCHHS OKCAJIATHUX
KaMeHIB Y HUPKaX 1 ITiACUIICHHS
He(pOKAIBIINHO3Y (MeTOKCH(ITypaH)
[IpoBoKartist TOCTPOTo HaMaTy
3aXBOPIOBaHHS (IHTaIALIHHI HAPKO3HI
3acobu, OapOiTyparu)

[IpoBoKaIlisi FOCTPUX HamaIiB
3aXBOPIOBAaHHs (IHTAMSIHHI HAPKO3HI
3acobu, 6apOiTyparn)

[TinBuIeHHs rinepOLTipyOiHemii i
iICUIICHHS JKOBTSHULL; TIPU CHHPOMI
Kpirnepa-Hamxapa HeGe3nexa siaepHoi
broBTsAHMII (0apOiTypaTH, XJIopanTiapar)

AJIKOr0J1b, TPAHKBLII3aTO

M i MPOTHCYI0MHI 3ac00HU

[edimur xaTana3u (akaTana3zis)

[eginkoBi mopdipii

CXIUTBHICTB JI0 TIOPYIICHHS OOMiHYy
ypHHIB

CriaKoBi KOH FOTOBaHi Timep-
Oinmpy0OiHemii

[epioanyHuii TiMOKATIEMIYHUI PO-
MMHHMH apaitiv (xBopoba Becrdarns)
HenocrarHicTh Ie4iHKOBUX Tl IPOKCHIIA3

[ligcunenHs aii 1 MigBUILEHHS
TOKCHYHOCTI €TaHOJIY; 3MCHIICHHS [ i
TOKCUYHOCTI METAHOY

3arocTpeHHs 3aXBOPIOBAHHS (€TaHOII,
MemnpoOamart, qudeHiH)

BuHUKHEHHS Togarpu (€TaHoM)

30iblIeHH TinepOiTipyoiHeMmii i
IiJICUJICHHS JKOBTSHHUIII (€TaHOI)

[TpoBoKallist rocTpUX HarajaiB (€TaHo)

[incunenns nii nudeHiny
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IIpooosoicenns dooamky

1

| 2

3He00.110BaJIBHI i sKap

03HUKYBAJIbHI 300U

Hedimur I'6D/] i rmyraTioHperyKTa3u
CPUTPOLHTIB, NeEKT y CHHTE3I
TITyTaTIOHY €PUTPOIUTIB, HECTAO LITbHI
reMorI00iHO31

[leqinkoBi mopdipii

CriamikoBi HEKOH 'FOTOBaHi Tinepoi-
nTipyoinemit

["emodinii i xBopoOa Binebpanna
Jedimur MetreMoryiodinpenyKra3u
CucTeMHUI YepBOHUI BOBYAK

HemoctaTHiCTh MiKpOCOMAaJIBHHX Till-
pOKCHIIa3

["eMoiTHUHUI KpU3 1 aHEeMis
(deHaneTHH, KUCIOTA aIleTHUIICA-
ITIITIIIOBA, aMiOTipUH, aHTHITiPHH )

3arocTpeHHs 3aXBOPIOBAHHS (aMi-
OIIPYH, aHTUITIPUH)

[TimBreHHst rinep OuTipyOiHemii i
MIJICUJICHHS JKOBTSHUIL, TIPH CHHAPOMI
Kpirnepa-Hamkapa HeGe3neka siaepHoi
KOBTSIHULI ((peHaneTnH, napareramoln)
3011bLICHHS KPOBOTOYHMBOCTI (AIIETHII-
caJlinuIIoBa KUCIIOTa)

[lincuieHHS TPOSBIB METTEeMOTI001He-
Mii (TTapameramon, aHTUITIPYH,
(eHaneTnH)

3arocTpeHHs 3aXBOproBaHHA (OyTaIioH)
MeTtremornoOinemis ((heHaneTnH)

3aco0ou Mex

iaropHoi gii

HemocratHicTh (eHimananiHOKCHIA3M
(penimkeToHYpis)

[Iporpecyroua criagkoBa xopest
(xBopoOa I'eHTHHTTOHA)

3acriiiHa opMa NEPBUHHOI ITIAYKOMH

JedekT rimoko30-6-pocdarasu (Hed-
[POMETAIBEHAHN TITIKOT€HO3)
CucteMHuUl YepBOHUI BOBUAK

HemoctatHicTh cHpoBaTKOBOI OyTH-
prIIXOJIiHECTepa3n

[1iqBUIIIEHHS] aKTUBHOCTI CHPOBAT-
KOBOi OyTHpHIXOJiHECTepa3H (BapiaHT
Cinthiana)

[1icuineHHs aii KaTexoJaMiHiB
(ampenanin, HOpaJpeHaTiH)
MUMOBITBHI XOpPEENOiOHI pyXy
(meBogoma)

Hanagu rinaykomu (CMMIaToOMiMETHKH
1 XOJIIHOJIITHKH)

Pi3ke 3MCHIIICHHS TiMePTITiKeMIYHOT il
a/IpeHaJTiHy, IIIIOKaroHy, ralakTo3u
3arocTpeHHs 3aXBOPIOBaHHS (CIIa3Mo-
ITITHKH, alipecuH)

Pi3ke MOTOBXKEHHS il AUTHITIHY i
iHIuX edipiB XOIiHY

Pi3ke yKOpodeHHS Iii TUTIDTIHY i
iHIMMX edipiB XOIiHY
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BiTaminni

npenaparu

edinur I'6D /1 i riryraTionpeayKTasu
ePUTPOLUTIB, NePEeKT y CHHTE31
[ITyTaTIOHY ePUTPOIUTIB, HECTAO B HI
reMorI00iHO3!

HemocTaTHICTh Me4iHKOBUX Tiapo-
KCuias3

CraikoBi HEKOH 'FOTOBaHi Timnep-
OimpyOiHemit

PaxiT, pe3uCTeHTHUI 10 BiTaMiHy J]
XBOpoOa XapTHyma

HemoctaTHicTh KiHypeHiHa3H, ITUCTa-
TIOHCHHTETA3H YM [MCTATIOHIHA3H,

e ekt qexapOOKCINTa3y MIIF0TaMiHOBOT
KHCIIOTH

CuaepoaxpecTiyHa aHeMis (HemocTar-
HICTh CUHTETa3H ®-aMiHOJIEBYIIHOBOT
KUCITOTH)

MeTrIManoHOBaA Ay pist

CXHJIBHICTB 10 MOPYIICHHS OOMiHY
[TypUHIB

["eMOMI THYHUH KpU3 1 aHeMis
(Bomopo3unHHI aHaIOTH BiTaMiHy Kj)

[1ig gac JiKyBaHHS TUKYMapHHOM i
HEO IMKYMapHHOM Pi3KO 3pOCTae
poTpoMOiHOTEeHHA Ais BiTamiHy K;
301sbIIeHHS TinepOinipyoiHemii 1
[TiICUICHHS JKOBTSIHHUIII (BOIOPO3YUHHI
aHajoryu Biraminy K, HikoTHHOBa
KHUCIIOTA)

Pizke mocnabnenHs aii (mpenapatu
BiTaminy [])

Pi3ke mocnabneHHs aii (HIKOTHHOBA
KHCJIOTA 1 11 aMiJ)

Pi3ke mocnabneHHs Aii M puIOKCHHY

[loBHa BinCyTHICTH Aii (mpenaparu
3autiza i BiTaMiH B,), pizke
rocnadueHHs il (mpuIoKCcrH)
Pizke nocnabienns aii (Biramin B,)
[TosiBa o3Hak nojarpu (Biramid Bi,)

I"'opmoHaJibHI IpenapaTu

[NeuinkoBi mopgipii

CIiaJJKOBi HCKOH TOTOBaHi rimep-
Oinmpy6inemii

CriagKoBi KOH FOTOBaHi TinepOimipyoi-
HeMii

3arocTpeHHs 3aXBOPIOBAHHS (€CTpore-
HU 1 IpenapaTy, 10 CKIaay IKAHX BOHH
BXOSATh, HAIPUKIIA, TPOTH3AILTIHI)
30inbIIeHHs TinepOinipyoiHemii i
ITiICHJICHHS JKOBTSIHUIII (€CTPOTCHH,
recTareHu i mpernapar, 10 CKIary
SIKMX BOHU BXO/ISITh)

30impIeHHs TinepOinmipyoinemii i
MTOCIJICHHS >KOBTSHHIII (ECTPOTEHH i
[penapary, 10 CKIaay sSIKHX BOHH
BXOZAThH, HAPUKIIAZ, IPOTH3AILIIIH1)

198




IIpooosoicenns dooamky

1

2

[epiognyHMH TiMOKATIEMIYHUHN PO-
MMHHUH Tapamiv

[ceBorimomapaTupeoiqu3M
CrnagkoBa HEUyTIMBICTH KOPU HATHUP-
KOBHUX 3aJI03 10 KOPTHKOTPOTIiHY
CXHUIIBHICTB 10 MOPYIICHAS 0OMiHYy
MypHHIB

[IpoBokaryist rocTpux HarafiB (IHCYJIiH,
a/IpeHaJIiH, MiHEp ATOKOPTUKOI I, KpiM
AIBJIOCTEP OHY )

Pi3ke mmocinaOimeHHs mii
[apaTupeoiiuHy

Pi3ke mociabieHHs Aii KOPTUKOTPO-
TiHYy

[TosiBa 03HAK IOAATPHU Yepe3 PalToBe
NPUIKAHEHHS 1H’ €Kil KOPTUKOTPOIIHY
a00 nmpuiiMaHHs KOPTHKOCTEPOIiB

XimioTepaneBTHYHI 3ac00U

Iedinur 6D/, nedimuT riryrario-
pellyKTa3u epUTPOLUTIB, Ne(EeKT y
CHHTE31 IIyTaTiOHy EpUTPOLIUTIB,
HecTallIbHI reMOTI00iHO3H
CnazkoBi HEKOH T0TOBaHi rinepoi-
nipyOiHemil

Jedinut MeTreMoriodiHpesyKTa3n

[euinkoBi mopdipii

CucteMHUH YepBOHUI BOBYAK
CXWIJIBHICTB /10 HOPYIIEHHSI OOMiHY
TypUHIB

Henocrarnicts N-anetunrtpancgepasu
v (eHOTHUIII MOBITPHUX IHAKTUBATOPIB
130HIa3U Ty

["eMoiTHUHUIT KpU3 1 aHeMist
(cynbganinamiau, noxinHi HiTpody-
paHy, JICBOMIIICTHH)

[inBuieHHs TinepOuTipyOiHeMIT 1 mij-
CIJICHHS YKOBTSIHHULIi; IPY CHHIPOMI
Kpirnepa-Hamkapa HeGe3reka siaepHoi
YKOBTSTHHIN (JICBOMIIICTHH,
CyIb(aHiIamimm)

[lincuneHHs IposBiB METTeMO-
rio0iHemMii (JIeBoMileTHH, Cybda-
HiTaMiay, GypamgoHiH)

3arocTpeHHs 3aXBOPIOBAHHS
(TpizeodynbBiH, CynbhaHiTaMiIH)
3arocTpeHHs 3aXBOPIOBaHHsI (IEHILMITIH)
[osiBa KIIIHIYHUX O3HAK [TOJATPH
(TMeHIMITiH, CTPENTOMILIMH)

[1i ABUIIIECHHS TOKCHYHOCTI,
[TOJIIHEBPUT, Y XBOPHUX Ha EMiJIETICi0
[ovaIieHHs HanadiB (CyJb(paguMe3nH)

IIporuTy0epKyab03Hi i npoTHMAaJIsIpiiiHi 3aco0u

Hedimur ['6D/] i rmyraTioHperyKTasu
CPUTPOLHTIB, TePEKT Y CHHTE31 TITy-
TaTiOHY epHUTPOIINTIB, HecTabiIbHI
reMorI00iHO31

["emonitnunmii kpu3 i anemis (ITACK,
MpUMaxiH, XiHTaMiH, aKpUXiH,
XIHOIIH/T)
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1
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Henocrathicte N-anetuiarpaschepasu
y ()CHOTHITI TOBITFHIX IHAKTHBATOPIB
130HIa3u Iy

ledimur MeTreMornodinpeayKkTa3su

Henocrathicts N-aneTriTpancdepasu
y ()CHOTHITI TIOBIJIBHUX IHAKTHBATOPIB
130 Hia3u Iy

CriaJJKOBi HEKOH TOTOBaHi rimep-
Oinmipy6inemii

CrCcTeMHHN Y€pBOHUI BOBYAK

[eginkoBi mopdipii

[1iqBUIIIEHHS TOKCHIHOCTI, TIOJiHEBPUT
YV XBOPHX Ha CTIJICTICI0 IO YaIleHHS
HanaaiB (moximuai ['THK)

[lincuneHHs IpOosIBiB METTEMOTIIO-
6inemii (ITACK, mpumaxiH, XiHiH)
[1igBUIEHHS TOKCHYHOCTI, ITOJIIHEB-
PHT, Y XBOPHX Ha EILICTICIIO
novamieHHs HaraniB (noxiani 'THK)
[TinBuieHHs rinepOutipyOiHemii i
[TOCUJICHHS JKOBTSIHHUIII, IPH CUHIIPOMI
Kpirnepa-Hamkapa HeGe3nexa siaepHoi
broBTsiHALI (ITACK)

3arocTpeHHs 3aXBOPIOBAHHS (TTOXiHI
['THK, [TACK)

3arocTpeHHs 3aXBOPIOBAHHS (XiHTaMiH)

Inmi npenapatu

[edimuT xaTana3u (akaTanaszis)
ledimur I'6D/] i rmyTaTioHpe fyKTa3n
CSPUTPOIHTIB, NeEKT y CHHTE31
[ITyTaTiOHY ePUTPOIUTIB, HECTAO B HI
reMOrJI00IHO3H

HenocraTHicTh TIMOKCAHTUH-TYaHiH-
bochopubozunTpandepazu
CXUJIBHICTB 10 MOPYIIEHHS OOMiHY
TypUHIB

Cria/IkoBi HEKOH 'FOTOBaHi rinepoi-
mipyOiHemil

[epiognynmii TinepKaTieMidTHIH
POIMHHM Tapaiid
edimur MeTreMornobinpeaykTa3su

BincyTHICTB il TepOKCHAY BOIHIO
BUHUKHEHHS TEMOJIITAIHOTO KPU3Y 1
aHeMii (METHIIEHOBHH CHHIH,
TOJIOYTaMiJI, XiHiIWH)

YTBOpEHHSI KCAHTHHOBHX KaMEHIB
(anmomypuHOM)

[NosiBa KIIIHIYHIUX O3HAK MTOJATPH
(mpenapaTy MaTKOBHUX PIKKIB, COJIi
30J10Ta, NIpeTapaTy MeqiHKH)
[TinBumenHs rinepO6itipyOiHemii i
MMOCIJICHHS YKOBTSHHUIII (MEHTOIL,
kampopa, peHondranein)
[IpoBoKaIlisi TOCTPUX HaMaIiB
(xamiroxopu)

[locunenns nposBiB
MEeTreMorio0iHeMiil (HaTpiro HITPUT,
aAMUTHITPUT, HITPOTIILIEPHH, CYIb(OHH,

XJIOpaTH)
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CnazkoBa HEJIOCTATHICTH o, ;-aHTH-
TPUIICHHY

CrazxoBa HEOCTATHICTH IEYIHKOBHUX
TiIpoKcHTa3

Cnazxogi rinepaimigemii [1I-V Tumis

[IprCKOPEHHSI BUHUKHEHHST XPOHIUYHUX
3aXBOPIOBAHb JIET€Hb, OCOOIUBO Y
TOMO3UTOT (IOAPa3HIOBAIBHI 3aCO0M)
[lincuneHHs Ail HEIPAMUX aHTH-
KOAryJISHTIB (IUKyMapyH, HEOIH-
KyMapuH, BaphapuH)

3aroCTpeHHs 3aXBOPIOBaHHS (TJIFOK03a)
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