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AnddepeHiinarbHad AUArHOCTHUKA
U AeueHHe OOAe3HU BUAbCOHA'

Ipaxmuueckue pexomengayuu AASLD (Amepukanckoll accoyuayuu no usyienuro 60Ae3nell neiexu)

Differential Diagnostics of Wilson disease

Llens 0630pa. O3HaKOMUTb C COBPEMEHHbIMU
MeTo4aMn OUArHOCTUKK, JIeYeHnsa 1 HabniogeHnsa 3a
naumeHTammu c 6os1e3Hbto BuibcoHa (BB).

OCHOBHbIe NonoXxeuus. lnarHo3 6one3Hn Bunb-
COHa A0JXeH OblTb UCKIIOYEH Yy Kaxaoro 60JIbHOro ¢
NnaTosiorMen ne4YeHn HEeyTOYHEHHOM 3TUOJSIOTNU B BO3-
pacte ot 3 go 55 netr. Pe3koe CHUXEHME ypOBHS
uepynonnasamuHa (LNH) B cbiIBOpOTKE KPOBU (MeHee
50 mr/n nnn meHee 5 mMr/an) AOMKHO pacLEeHNBATLCS
Kak ybeamTenbHoe Aoka3aTeNbCTBO B MOMb3y AMarHo3a
BB. Mpun yMepeHHbIX iy cybHOPMasbHbIX 3HAYEHUSIX
3TOro nokasaresis Heo6xoAMMO NPOBOAUTL AAJIbHEN-
wne obcnepoBaHusa. HopmanbHbii ypoBeHb LIMH He
MOXET NCKoYaTb anarHo3 bB.

C uenbio YTOYHEHMUS AnarHo3a TpebyeTcs nccneno-
BaHMe obmeHa meau.

OLeHKa HEBPOSIOrMYECKOro cratyca U paguonorun-
YeckOe uccnefoBaHMe roJIOBHOrO Mo3ra (npeanoy-
TUTENbHO MArHUTHO-PE30HAHCHOE) OOJKHbI MPOBO-
OUTbCA OO Hayana nevyeHns BCex naunueHToB C HeBPO-
norunyeckon dopmori BB, ny4yeBble MeTOAbl ChAyXaTt
TaKke cpeactsoM auddepeHUnanbHOM ANarHOCTUKN.
MpoBeneHe reHeTNYeCcKoro aHannaa LenecoobpasHo
NpY BO3HWKHOBEHUW AMArHOCTUYECKUX TPYOAHOCTEMN.
Y Kax[oro nauueHTta ¢ OCTPOM Ne4YeHO4YHOW HepocTa-
TOYHOCTbIO U OTpULATENBHOM peakumen Kymbca Ha
BHYTPUCOCYAMNCTbIN FrEMOIN3, YMEPEHHbBIM MOBbILLEHU-
€M aKTMBHOCTU CbIBOPOTOYHbBIX aMUHOTPaHchepas nnm
NMOHUXXEHHbLIM YPOBHEM LLIENIOYHOM pocdaTasbl Tpeby-
eTcs ucknoyats bB.

MepBryHas Tepanus GObHbLIX C KIMHUYECKON CUM-
NTOMaTUKOM O0/MKHA BKIOYATbL XENaTupylowmin npena-
pat (D-neHvumnnaMmmH mnn TpueHTnH). Heobxoanmo
n3berarb ynoTpebneHns NULLEBbLIX NPOAYKTOB 1 BOAbI C
BbICOKWM COZEpP>XXaHeM Meaun, 0COOEHHO B NEPBLIN rof,
neyeHus. JleyeHne NpecMMnTOMHbIX OONbHbBIX MW NaLm-
€HTOB Ha NOAAEPXMBAIOLLEN TEPANMM MOXHO NPOBOANTL
C NMOMOLLBIO Xenaropa uin uuHka. OcTpas nevyeHo4Has
HeLoCTaTO4YHOCTb, Bbi3BaHHas BB, crnyXxuTt nokasaHuem
ONs HEMEeAJIEHHOW TpaHCnnaHTauuy nevyeHn. MaumeHTol

The aim of review. To present modern methods of
diagnostics, treatment and monitoring of patients with
Wilson disease (WD).

Original positions. Diagnosis of Wilson disease
should be excluded at each patient with liver disease
of non-specified etiology at the age of 3 to 55 years.
Dramatic decrease of ceruloplasmin level (CP) in blood
serum (less than 50 mg /I or less 5 mg/dl) should be
regarded as the convincing proof for the benefit of WD
diagnosis. At moderate or subnormal values of this
parameter it is necessary to carry out further tests .
Normal CP level cannot exclude WD diagnosis.

To specify the diagnosis investigation of copper
metabolism is required.

Evaluation of neurologic status and radiological
study of the brain (preferably — magnetic-resonance)
should be done prior to onset of treatment in all patients
with neurologic form of WD, radiological methods serve
for differential diagnostics purpose. Genetic analysis
is expedient at diagnostic difficulties. At each patient
with acute liver failure and negative Coombs test for
intravascular hemolysis, moderate elevation of serum
aminotransferases activity or decreased level of alkaline
phosphatase WD should be excluded.

Primary treatment of patients with clinical symp-
tomatology should include chelating agent (D-
Penicillaminum or trientine). It is necessary to avoid
the use of food products and water with high contents
of copper, especially in the first year of treatment.
Treatment of presymptomatic patients or patients at
maintenance therapy can be carried out with the help of
chelator or Zinc. The acute liver failure caused by WD,
serves as the indication for immediate liver transplanta-
tion. Patients with decompensated cirrhosis, tolerant to
chelator therapy, should be regarded as candidates for
transplantation. During pregnancy WD treatment pro-
ceeds, but by the lower doses of copper chelators.

Conclusion. Wilson disease — is one of the first
diseases of liver for which effective method of treat-
ment has been found. WD was a fatal disease before

*Oxonvyanue cratbl. Havano cM. B 5-M HOMepe >KypHaJa.
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C OEKOMMEHCUPOBAHHBLIM LUVPPO30M, HE YyBCTBUTESb-
Hble K Tepanun xenatopamu, AO0KHbl pacCLEeHMBATbCS
KaK KaHOuaaTbl Ha MpoBedeHue TpaHcniaHTaumn. Bo
Bpems 6epeMeHHOCTU NnedeHne BB npoponmkaeTcs, HO
60onee HN3KNMU 1,03aMU XENTATOPOB MEAMW.

3akno4vyeHue. bonesHb BunbcoHa — 0gHO 13 nep-
BblX 3a00sieBaHNI NevyeHn, s KOTOPOoro ObU1 HalaeH
9 deKTUBHLIN MeTon neyveHus. Jo Toro kak 50 net
Ha3ap eLle He Oblnv paspaboTaHbl METOAbI ee Tepanuu,
BEB npenctaBnsina coboi daTtanbHoe 3abosieBaHue.
OTKkpbITUE W BHEOpeHME B NpakTuky D-neHnuunnamm-
Ha peBOMIOLMOHM3NpPOBANO NeveHne BB. Haubonee
apPeKTNBHBIM CNOCcOOOM, MO3BONAIOLLMM COXPaHUTb
>KMU3Hb NAUVEHTY, CAYXUT OPTOTONMYECKas TPaHCMIaH-
Tauns nevyeHu.

KnioueBble cnoBa: 605e3Hb BunbcoHa, amarHoc-
TUKa, reHeTU4eCckne nccnegoBaHuvs, D-neHumnnamuH,
opToTONMYeckasa TpaHCNIaHTaUms NeYeHn.

ArnddepeHiinarbHasgs AMAarHOCTHUKA
B [IEAEBBIX CHEIUPUIECKUX HOIMYAIINAX

«3aMacKupOBaHHOE» IOPAa’KeHUeE IEYEHH. Y TTalli-
eHToB ¢ BB, oco6eHHO MONOABIX, KJIHMHUYECKUE U
TUCTOJIOTMYECKHE WM3MEHEHUsI MOTYT ObIThb IIPAKTHU-
YECKU HEOTJIMYMMbBI OT TaKOBBIX TPU ayTOMMMYHHOM
renatute. Ha mnpenmer Hammuuss BB Heo6xomumo
IpOBe/leHNe THIATeJTbHOTO 06CIeJOBAHIS BCeX aeTeil
C JIOKa3aHHbIM JAMArHO30M ayTOMMMYHHOI'O Tella-
TUTA, a TaKXXe BCEX B3POCJBIX C IIpeAllosaraeMbIM
YKa3aHHBIM JMAarHO30M, KOTOpbIe OBICTPO M aJ[eKBaT-
HO HEe OTBETWJM Ha TEPANHI0 KOPTHKOCTEPOWIAMMU.
Y Hekoropbix 60sbHBIX BB orMeuaercsa ymydinenue
IpU TIPUMEHEHUN KOPOTKOTO Kypca KOPTHKOCTEPO-
UJ0B B COYETAHUU C COOTBETCTBYIOIIEH Teparnueii
OCHOBHOTO 3a00JIeBaHus. Y YacTH IAIlMEeHTOB HeJIb3s
UCKJIIOUNTb KOHKypupyomue anario3sl bB u ayrto-
uMMyHHOro renarura. Crearo3 nedyenu npu bB ne
TaK BbIpakeH, KaK IIPU HeAJIKO020JIbHOU KUPOGOU
6onesnu newenu (HYKBII). Tem He MeHee, y yacTu
naneHToB ¢ BB cuMnTOMBI OYeHH HANTOMHHAIOT
HIKBII nnm stin 3a6osieBaHUST MOTYT CYIECTBOBATD
HE3aBUCUMO y OJHOTO ¥ TOTO K€ GOJBHOTO.

Octpasi neyeHOYHas] HEJOCTATOYHOCTb. Y 60Jb-
ITMHCTBA TaimeHToB ¢ BB u ocTpoil medeHouHoi
HEIOCTATOYHOCTBIO MMeeTCsl XapaKTepHasl KINHUYeC-
Kasl KapTHUHA:

* TeMOJIUTUYECKAs AaHEMUSI C OTPUIIATENBHON TPOGOit
Kym6ca n npusHakaMu BHYTPUCOCYAUCTOIO I'eMOJIM3a;

* KoaryJolarus, He OTBevalolllas Ha IapeHTe-
pajbHOe BBeleHUe BUuTaMuHa K;

* OBICTPOE TIPOTPECCHPOBAHME TIOYEYHOH Heo-
CTaTOYHOCTH;

* OTHOCHUTETBHO HEGOJBINOE MOBBINIEHNEe AKTHB-
HOCTH CBIBOPOTOYHBIX aMuHOoTpaHcdepas (o6braHo
mernee 2000 ME /1) ¢ caMoro Havana KIMHUYECKUX
MPOSIBJICHU];

* HOpMaJbHOE WM CYOHOPMaJbHOE 3HAauYeHHe

methods of its treatment have been developed 50 years
ago. Discovering and introduction of D-Penicillamine in
clinical practice revolutionized WD treatment. The most
effective method, allowing to keep life to the patient, is
orthotopic transplantation of the liver.

Key words: Wilson disease, diagnostics, genetical
studies, D-Penicillaminum, orthotopic transplantation
of the liver.

wenounoti pochpamazv. (IIID) — o6bIYHO MeHee
40 ME/ n;

* COOTHOIIIEHUE «MYKYMHBI — JKEHITUHbI» 2 : 1.

JIJ1s1 TOCTaHOBKY MPaBUJIBHOTO JAMarHo3a Heo6Xo-
JIUMO TIPOSIBJISIT BBICOKYIO KJWHUYECKYIO HACTOPO-
JKEHHOCTH, TIOCKOJIBKY CTaHJapTHbIE JabGopaTopHbIe
METO/Ibl He BCErja TMO3BOJISIIOT OTJIUYUTH OCTPYIO
MEYEHOYHYIO HEJ0CTaToOYHOCTh Tipu BB or  Toro
JK€ COCTOSIHUS, BbBI3BAHHOIO BUPYCHOH uHeKIu-
el WM JieKapCcTBEHHOW ToKcwyHOCThiO. Ilo cpas-
HEHWIO C OCTPOW TEeYEHOUYHOH HEeJ0CTAaTOYHOCTHIO
JIPYTON 3THOJOTUN y GOJNBITMHCTBA MalueHToB ¢ bB
OTMeYaeTcs OTHOCHUTEJNbHO yMEpPEHHOe IIOBBIIeHNe
AKTUBHOCTU CBHIBOPOTOYHBIX aMHHOTpaHcdepas, uTo
YacTO MPUBOJUT K HEJOOIEHKE TSIXKECTH COCTOSTHUS.
CoiBopoTOuHBIil ypoBeHb yepyaoniazmuna (IITH)
06BIYHO TOHWIKEH, OJHAKO IPOTHOCTUYECKAS IIeH-
HOCTb 3TOTO MCCJIEJIOBAHNS B YCJIOBUSIX OCTPON Tieve-
HOYHOI HEIOCTATOYHOCTH He3HAuMTeJbHa. Y POBEHb
Me/ll B CbIBOPOTKE KPOBH U €€ CYTOYHOE BbIJIeJIeHIE
¢ MOYOil cyliecTBeHHO MNoBbluenbl. K coxxasnenuio,
BO MHOTHX JieueOHBIX 3aBeeHUIX HEBO3MOXKHO
OBICTPOE TIOJYUYEHHE JIAHHBIX MOKa3areseid, M03TOMY
IUArHOCTUKA JOJDKHA OBbITh OCHOBaHA Ha KINHUYEC-
KUX TIPOsBIeHUsAX. /[lig TOATBEPIKAEHUS JIUATHO-
3a MOsKeT ObITb MKCIIOJIb30BAHO BBISIBJIEHUE KOJIEI]
Kaiizepa—®ueiimepa, Ho y 50% Takux GOJbHBIX OHI
MOTYT OTCYTCTBOBaTb. DbICTpas TOCTaHOBKA JHa-
rHO3a UTPAeT OYeHb OOJIbINYI0O POJIb, TaK KaK 3TOM
KaTeropuy MaIlMeHTOB JJIsI BBUDKUBaHUS TpeGyercs
AKCTPEHHAasT TPAHCILIAHTAIUS TTeYeHH.

Y HeKOTOPBIX GOJIbHBIX C OCTPO TEYEeHOUHOM
HEIOCTAaTOYHOCTHIO, BBbI3BaHHON DB, axTtuBHOCTH
AcAT B CBIBOPOTKE KPOBH MOKET OBbITh BBIIE, YeM
akTuBHOCTh AJAT, 4YTO TOTEHIMATHLHO OTpa’kaeT
MOBpeXKAeHNe MUTOXOHApuii. TeMm He MeHee, 3TH
MOKA3aTe N JOCTATOYHO YacTO W CHJIbLHO BapbupyIoT,
4TOOBI CJYKUTD IMATHOCTUYECKUM KputepueM. Yaie
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B YKa3aHHON CHUTyallud OTMeYaeTcs HU3Kasg aKTHB-
Hocth 1M, a cooTHoleHne ee ypoBHs (B MEX.Iy-
HAPOJHBIX eAMHMI[AX Ha JMTP) M MOKaszaresst oblie-
ro 6wmpy6una (B MuIMrpaMMax Ha JIEHUJINTD)
coctaBysger MeHee 2. IlporHoctuyeckwii WHIEKC,
MPUMEHSIEMbII Ha MOMEHT TOCTAHOBKHM /IMarHo3a
OCTPOH TE€YEHOUYHOH HEJOCTATOYHOCTH y TAI[MeHTOB
¢ BB, xoropblii onennBaer ypoBeHb BBIKHBAEMOC-
TH, OCHOBaH Ha TIOKa3aTesasax o0miero GuampyOnHa,
AcAT B cbIBOpOTKE KPOBU U AJTUTEIHHOCTU TTPOTPOM-
6MHOBOTO BpeMeHU. XOTs JaHHbI WH/IEKC a/IEKBATHO
OLIEHMBAET 3JKCTPEMAJbHbIe CJydan 3a60JIeBaHs,
OH He CJIMIIKOM JIOCTOBepeH Npu 6ojiee yMepeHHON
BbIpa)KEHHOCTH 3a6osieBaHus. HenaBHO aTOT MHAEKC
6bL1 TIepepa6oTan (Tenepb B HETO BKJIOYEHDI TaKKe
MOKAa3aTes N KOJIWYecTBa JIEHKOIMTOB U YPOBHS aflb-
GyMHMHA B CbIBOPOTKE KPOBM) M, BO3MOKHO, OH CTa-
HeT WHQPOPMAIMOHHO 60Jiee 1eHHBIM.

Ocrtpast neueHOUHAs HEIOCTATOYHOCTD YaCTO CJIY-
JKUT TIEPBBIM KJIMHWYECKUM TPOSIBJICHUEM TTOBPEXK-
JleHusT TiedeHn y manueHtoB ¢ BB, ommako mpm
o0CeZIOBAaHNN y HHUX, KaK MPABUJIO, BBISBJSETCS
nporpeccupymonuit 1uppo3. llpeanomaraercs, uto

HaJMYue WHTEPKYPPEHTHBIX 3a60JieBaHUI, TaKUX
Kak BupycHass WHQEKIUS ¥ JeKapCTBEHHAs TOK-
CUYHOCTb, MOMKET JIaTh TOJYOK OBICTPOMY TIPO-
IPECCUPOBAHMUIO TIeYeHOYHOU maToJsornu. MHoraa y
GOJIBHBIX € OCTPOIl MEYEHOYHON HEI0CTATOYHOCTBIO,
BBI3BAaHHON BUPYCHBIM TE€NATHTOM, OOGHAPYKUBAETCS
narenTHass BB.

[TarmmenTnr € OCTPOll TEYEHOYHOU HEIOCTATOU-
HOCTbIO, BbI3BaHHOW bBB, BkiowaioTcss B BbICHIYIO
MPUOPUTETHYIO TPYIITY JHUCTa OXUIAHUS JJS TPAHC-
mwiantanun nedenn no crarycy 1A United Network
for Organ Sharing He3aBHCHMMO OT HAJIUYHS y HHUX
XPOHMYECKOTO 3260J1€BaHUs TIEUEHN.

CemeiiHoe ckpuHupoBaHHe. Po/ICTBEHHUKH 110
MPsIMOii JIMHUU BHOBD BBISIBJIEHHOTO GoJibHOTO ¢ BB
JIOJDKHBI TIPOXO/IMTL CKPUHUHT HA HaJIWunMe y HUX
sa6onepanust (cM. pucynok). Ilpu atom TpeGyercs
BBISIBJIEHHE KPAaTKOBPEMEHHBIX 3MM30/I0B JKEJTYXH
B aHaMHe3e, 3a00JIEBaHUS TeYeHW W PaHHeH CHUMI-
TOMaTHKN HEBPOJIOTUMYECKUX OTKJIOHeHuH. B mporre-
yPy CKPUHUPOBAHUS BXOAAT Tak:Ke (DU3MKATBHBIIN
OCMOTp, OTIpejieJieHre B CBIBOPOTKE KPOBU YPOBHEI
MeJiH, HEePYJIOIIa3MuHa, TpoBe/ieHne (PYHKIMOHATb-

i MauueHT ¢ noaTBEpPXAEHHbIM AnarHo3om BB i
CUBAUHF PebeHok nauueHTa
(cTapLue 2 nert, ecnu oTCyTCTBYET
l cuMmnToMaTKa)
Ecnu paHee He JOCTYMHO MOIEKYNsipHOE UccnefoBaHne i
> lanotvnvposativie y LLlenesas namna (Bo3pact > 4 fner)
VNN aHanua myTauuii ” Liepynonnaamu

Y HeonpegeneHHbin
MpeHTnYHbIA ranotun pesynbrar

/ KnnHnyecknin aHanna Kposm + TPOMOOLUTBI
MHO

MeyeHo4Hble NPO6bI

CyTquoe BblAeNeHne Meam ¢ Mo4oun

v

VIW Hanuume 2 myTtauun \
l [narHos uckso4eH

Ecnu paHee He NPOBOAMIIOCH MOMEKYSIPHOE UCCNefoBaHne

<«—| Hopma
N3meHeHns 6MoxMmMmyeckmnx
nokasaTtesnew nevYeHn, unn
uepynonnasmuH < 20 Mr/gn, unm
varHo3 BB yctaHoBneH
EVEEE YCIAR0BI8 NOBbILLEHVE BbIOENEHNSA
Menu ¢ Mo4ow > 40 MKr
v v
Mony4eHHble pe3ynbTathbl
yo6cnen§sar)|lvm Buoncus nevexn
NeyeHne [« HvarHo3 BB yctaHoBneH |€¢——— >250 MKr/r 50-250 mkr/r <50 mKr/r
Cyxoro Beca cyxoro seca CyXoro Beca

, |

MaumeHT

Hopma
WUnn HocuTersb

CKpuHUHT 00Ae3HU BUABCOHA Y CHOAMHIOB UAU A€TEl NAllMeHTa C IIOATBEPKAECHHBIM AUArHO30M.

[Ipu BO3MO>KHOCTHU NPOBEAECHUSI MOAEKYASIPHOIO UCCAEAOBAHUS 3TO HauboAee 3 (peKTUBHAsI CKPUHUHIOBas CTpa-
Terus. EcAn mccaep0BaHUS KPOBY 1 MOYM He YKa3bIBAIOT Ha IIATOAOTHIO, HEOOXOAUM IIOBTOPHEIN CKPUHUHT Uyepes
2—25 aet. [epeBop Ha MesKAyHapoAHYyIo cucTeMy epaunuil: LITTH 20 mr/aa uau 0,2 r/A; CyTOUHOe BEIAGACHUE MeAU

¢ mouort >40 pr uau 0,6 pMoab. [TepBruuHOe 0OCAepOBaHME: KAUHUYECKMM aHaAW3 KPOBU + TPOMOOIIUTHEI, IIe€YeHOY-
Hble 6MOXUMMYEeCKHe TeCThl, MeXgyHapogHoe HopMaausupoBanHoe omHowenue (MHO), yposens LITTH B cbIBOpoTKe
KpPOBH, KOAUUECTBO MEAU B CYyTOUHOM MOYe, IPU HEOOXOAUMOCTH OUOIICHS IleUueHU
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HBIX I€YEHOYHBIX TECTOB, BKJIOYAIONIUX OIIpejesie-
HUe aKTUBHOCTH CbIBOPOTOYHBLIX aMHUHOTpaHcdepas,
co/iepskaHusi aTbOYMUHA, a TaKXKe KOHBIOTHPOBAHHO-
T'O U HEKOHBIOTHPOBAaHHOTO Ounpyouna. 3mepsiercst
KOJIMYECTBO Me[IH, BBIJENSEMOil ¢ MOUOW 3a CyTKH,
a ¢ TIOMOIIBIO NIEJEBOW JaMIbl — HAJWYUEe KOJell
Katizepa—®uaeiimepa. JlumaMm, y KOTOPBIX TOCTe-
HUe He BBISBISIOTCS, HO UMETCS CyGHOPMAJbHbIE
nokasarean [IIITH u un3MeneHus Ie4yeHOYHBIX TeC-
TOB, TOKAa3aHO TIpOBe/leHNe OUONICUHN TeYeHH JIJIs
HOATBEpP KAeHNs Anarno3a. Ecam aTo BO3MOXKHO, B
KauecTBe NEepPBUYHOTO CKPUHUPOBAHUS HEOOXOANMO
MoJIeKyJIsIpHOe HuccaenoBanune myrtanuil rena ATP7B
WM u3ydeHue raijioTunia. BceeMm JmmiaM  crapiie
3—4 JsieT c BbBISABJIEHHBIMU NPU CEMENTHOM CKPUHUHTE
cUMITOMaM# 3a00JIEBAaHUST IOJKHO OBITh HAa3HAYEHO
JieueHue.

CkpHHUHT HOBOPO:KAeHHBbIX. OTpe/ieieHne 1mepy-
JIOTJIA3MUHA B 00pas3iiax MOYU HOBOPOXKIEHHBIX WJIH
B KPOBU MeTO/IoM ['aTpm MOKeT TTOMOYb B paclo3Ha-
Banun bB. Oanako st 6oJjiee TOUHOU AUArHOCTUKU
peKOMeHIyeTcs TpuMeHeHre 6oJjiee TOHKUX METOIOB
MCCJIEeZIOBAHNS, BKIIOYAIONIMX UMMYHOJIOTHYECKHE.

AeuyeHue

B Teuenme 50 ser mociae omucanns bBB  me
66110 otpesiesieHo 3(PHEKTUBHBIX CIOCOO0B JIEUeHUS
3TOTO TIpPOrpeccupyomiero ¢partaabHOro 3a60JeBaHNS.
[Tockombky B TOT Tepwoi, KOrja JedeHHe CTajio
JIOCTYTIHBIM, HE GBLTO BO3MOXXHOCTH TIPOBOJUTD KOH-
TpoJIpyeMble HccjaefoBaHusI, Tepanus BB mctopn-
YeCKN PAa3BUBANACH OT BHYTPUMBIIIECYHBIX WHDBEKITHI
BAJI — 6puranckoro anrmmonsura (2,3-guMepkar-
TOIIPOIAHOJA) A0 TOpasao 6ojiee MPOCTOTO OPAIbHO-
ro NMpUMeHeHUs MEeHUTUIITAMUHA.

XOTs TPOBEJIEHHBIMU HMCCJIE0BAHUSIMU JIOKa3aHa
3 PeKTUBHOCTD TEHUIMJJIAMUHA B 3aBUCUMOCTH
OT [I03bI M COOTBETCTBEHHOTO BbBIBEIEHHSI MeIu C
MOUYOIi, B TIepBOE BpeMs TIOCJie Hayvaja €ro IpuMe-
HEHUsI KJIMHUYECKOE HCII0JIb30BaHWe ObLIO Orpa-
HUYEeHO JIOCTYITHOCTbIO caMmoro mpemapara. J[{o3br
NOJIGUPATICh AMIUPUYECKH, TaK KaK (POPMaJbHBIX
HUCCJIEIOBAHUI 0303aBUCUMOCTH OTBETa Ha JieyeHue
He TIPOBOAWIOCH. VIHTEPECHO OTMETUTh, 4YTO [pU
MEPBUYHOM TPUMEHEHUU 3TOW Tepanuu IIpernapar
Ha3HA4YaJICd TOJIbKO CHUMIITOMATHYECKUM OOJbHBIM,
MOCKOJIBKY XOPOINUX JUATHOCTHYECKUX TECTOB JIJIsI
BBIABJIEHIS ACUMIITOMHBIX IAIUEHTOB ellje He ObLIO.
OHOBPEMEHHO C TIPOTPECCOM B AMATHOCTUYECKOM
tectupoBann BB Hauasach HOBas apa B JI€UeHUHU
3a6oyieBanusl, KOTZa ObLIO yCTAHOBJIEHO, YTO TIPU
Tepanuu aCUMITOMHBIX GOJIBHBIX TPOrPECCUPOBAHUE
JIAHHOW TTaTOJIOTUU U CMEPTHOCTD OT Hee MOTYT ObITh
npesoTBpalienbl. 3ateM ObLT pa3paboTaH Tpenapar
TPUEHTHUH, CIENUAJbHO [pPeIHA3ZHAYABIIMNUCS IS
6OJIbHBIX € MOGOYHBIMU PEAKIUSIMU HA MEHUIU-
gamud. OT[eTpbHO pPacCMaTPUBAJIOCh MPUMEHEHHE
muaKa (cM. tabaumiy).

CerogHss OCHOBHOW TeHjueHInell JjeyeHusa DB
ocraercst MOoXKuU3HEHHast (hapMaKOJIOrMyeckasi Tepa-
nug. TpaHciranTanust 1meyeHn, KOTOpas MO3BOJISIET
KOPPEKTHPOBATh TIOBpeX/eHne opraHa tpu bBB,
MIPUMEHSIETCST B TSIKEJBIX UM PE3UCTEHTHBIX K Jede-
HUIO caydasx. B 1mesoM moaxos K Ha3HAYEHWIO
JIeYeHNsT 3aBVICUT OT HAJWYMS KJIMHUYECKHN JOKa3aH-
HOro 3a60JIeBaHUS WK JAGOPATOPHBIX W TUCTOJO-
rHYECKUX MPU3HAKOB AKTHBHOTO BOCHAJIUTETHHOTO
mnpoiiecca — HEBPOJIOTUYECKOTO WJIU TE€YEHOUHOTO.
Tepanusi HazHAYAETCS TAKKe B CAY4YassX BbISBJIEHUS
BB y mamuenrta emie [0 TMOSBJEHUS KJIUHUYECKUX
CUMTITOMOB.

Pexomenjyemast 1epBuYHAs Tepanus IS CHMII-
TOMATHYHBIX OOJIbHBIX WJIHM IMAIMEHTOB € AKTUBHBIM
TeyeHneM 3a60JIeBaHUS — 3TO XeJATHPYIOIIue Tpe-
naparbl. OJHAKO B HEKOTOPBIX padotax OBLIO MOKa-
3aHO, YTO TIEPBUYHOE Ha3HAUeHHWe I[MHKA TaKxKe J[aeT
azekBaTHBIH addert. CaMblii GOMBIIOH OMBIT Jede-
HUSI BO BCEM MUPE BCe ellle CBsi3aH ¢ D-TieHuimiaMmu-
HOM, HO B HACTOSsIIIlee BpeMs [IJIsl TIePBUYHON Teparu
yalle CTaJ HCIoJIb30BaTbesl TpueHTHH. Ceifyac yxe
CYIIECTBYIOT JIaHHbBIE, JIOKa3biBaole ero apdekTun-
HOCTb B JIEUEHWH TAIUEHTOB C JIEKOMIIEHCUPOBAHHBIM
HEBPOJIOTHYECKUM W/ TIEY€HOUYHBIM 3a00JI€eBaHUEM.
Panee mpensTcTBUSMU JIJI Ha3HAYeHUs] TPUEHTHHA
CJIY;KUJIM €T0 OTPAaHMYEHHBIH 3amac U 6ecroKOICTBO
0 JaTbHENIIeN JOCTYITHOCTH, a TaK)Ke OTCYTCTBHUE Y
MHOTUX KJIUHUIINCTOB OMBITA €r0 TMPUMEHEHNS.

KoM6uHupoBaHHas Tepanus ¢ HUCIOJb30BAHUEM
IIMHKA B COYETAHWN C XEJATOPOM MMeeT TeopeTmdec-
Koe 000CHOBaHME, TaK KaK Hapsiay ¢ GJOKUPOBAHUEM
3axBaTa Me/U TIPOMCXOJUT yAaJieHWE ee WM3JIUIIKOB
u3 opranmsMa. B HekoTOpbIX paboTax yHoOMUHAeTCs
UCIOJIb30BAHUE TaKOW KOMOUHUPOBAHHOW Teparuu
B KauecTBe MEPBUYHOIO CPEJCTBA JIEYEHUS, OJHAKO
HEOOXOAUMBI JajbHellme uccaenoBanus 3 dexTus-
HocTH 3toro Mertoga. [locse crabuausanuum CUMOTO-
MOB 3a00JIeBaHUs UM GUOXUMHUYECKUX TOKa3aTesei
(0o6braHO 4epe3 2—6 Mec Tocse Hayaja JIEYEHUS)
MAIMEHThI MOTYT ObITh MEPeBe/IeHbl Ha TTOIEPIKIBA-
IONIYIO /103y XeJaTopoB WM InHKa. beccnMnToMHbIe
6OJIbHBIE TIOCTEe TMOCTAHOBKU JMATHO3a YK€ MOTYT
MOJIy4aTh MOAJEPKUBAOIINE O3Bl JEKAPCTBEHHO-
ro cpejactBa. IlepepblB B MOKU3HEHHOM JieUEHUU
MPUBOJIUT K BO3BPAIIEHUIO CUMIITOMOB U PAa3BUTUIO
MeYeHOYHOI HEeJ0CTaTOYHOCTU, 4YTO TpebOyeT Tnepe-
CaJIKN TMeYeHN [T BBDKUBAHUS OOJIBHOTO.

D-nennmmnnamun. IleHunuiiaMuH Kak TepBbIid
rnepopajbHbIil npenapat /s Jjedyenus bB cran npu-
MensaTbess ¢ 1956 r. Cumrasoch, 4TO OH TIPEACTaB-
JsieT co6oll TMPOAYKT pacnaja NeHWIIJJINHA, HO Ha
caMOM JieJle 3TO JBAK/bI 3aMellleHHass MeTHJIOBbIMU
TPYIIIIaMu CepocoiepKaiiasi aMIHOKNC/IOTA IIHCTENH.
I[Mogo6Ho BAJI mneHunuaiaMuH COAEPKUT CBOGOJ-
HYTO CyJb(PTUAPMIbHYIO TPYTILY, KOTOPas XeJaTHpy-
eT MeZb. B HacTosIee BpeMs EHUIUIIAMIH BbITTYC-
KaeTcs B CMHTE3MPOBAHHOM BHUE, MO3TOMY MPSMOTO
OTHOIIEHUS K TIEHUIUJJINHY HEe UMeeT.
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q)apMaKOAOI‘I/ILIeCKaH Tepalusd IIpu 6oAe3HU BuabcoHa

IIpemapar | Cmoco6 ameiicTBus e pOer e O [To6ounbie apderTo KommenTapun
HapyIIeHUs
D-uennimn- | Xemarop obmero | 10—20% Bo BpeMms | ¢ JImxopajka, cblillb, Boida- | CHUXKEHHE [03bI IIPU
JIaMUH JIEfiCTBUS, BBI3BI- | MEPBUYHON (ha3bl | HOUHONOJOOHBIE PEAKITUH XUPYPruuecKuxX BMelIa-
BaeT KyIpypHIO JIEIEeHUS * AmnacTuvecKass aHeMus TETHCTBAX [IJIST YJIYUTIEHUS
o JleiikoneHus 3aKUBJIEHUSI PAHbI
* Tpom6oruToTeHNS MakcumanbHasi 03a
» Hedporuueckuii cungpom | 20 Mr/Kr/cyT; CHUKEHHE
* JlereHepaTtuBHbBIE U3MEHE- |03bI HA 25% MPU KJIMHUYE-
HUS KOXU CKOi1 CTaGMIBHOCTH
* IlepdopaTuBHblii cepru-
TUHO3HDBIN 3J1aCTO3
* Bblpa’keHHbBIIl PETHHUT
* [emaToTOKCUYHOCTD
Tpuentun Xemarop obmero |[10—15% Bo Bpemsi | * Tacrpur CHuKeHMe [103bl TIpH
JIENICTBYS, BBI3bI- | MepBUYHON (pa3pl | * Peako ammactudyecKast XUPYPrUYeCKUX BMeNIa-
BaeT KyIIpYypHIO JIe4eHUs AHeMMUST TeIbCTBAX /IS YJIYUIIEHUS
* CunepobyacTo3Hast aHe- | 3aKUBJIEHWS PAHbI
MUI MakcuMaJibHag 1032
20 Mr/Kr/cyT; CHUXKEHHE
JI03bI Ha 25% TIPW KJIMHAYE-
CKOil cTabUIHbHOCTU
Hunx WNunpyxrop Metan- | MoryT BcTpe- e Tacrpur, 6moxumuveckne |Her He0OXOAUMOCTH B CHU-
JIOTHOHEWHA, 6JIO- |4aThCS BO BPEMST | TaHHbBIE 32 TTAHKPEATHT JKEHUU JO3BbI TIPU XUPYP-
KUPYeT KUIeyHyto | mepBu4Hoil daspl | Hakomnsenue muHKa THYECKUX BMEIaTeTbCTBAX
BCAChIBAEMOCTh JIEYEeHUST * Bo3MoskHbIE UBMEHEHUST | W GEPEMEHHOCTH
Men UMMYHHOH (DYHKITUT OG6bruHas JO3MPOBKA
y B3pocibix: 50 Mr mpocTo-
ro IUHKa 3 pas3a B CyTKH;
MUHUMAaJIbHAST /1032
y B3pocJbix: S0 MT mpocTo-
ro IMMHKa 2 pasa B JIEHb
TerpaTuo- Xematop, 610Kku- | Peako Bo BpeMst * Anemus, HEUTPOTIEHUST B CIIIA — skcnepuMen-
MoJsbaar pyeT BcacbIBaHHE |HepBHYHOII ¢a3pl | ¢ [enaToOTOKCHYHOCTD TaJbHDBIN Mperapar
Mean JIEIEeHUS
[naBubiM  adppexrom  peiictBus  D-menunimiiia- CBo6ogHoro D-meHunmiiaMuHa B TJIa3Me  Majo,

MuHa 1pu BB gBisgerca yBenuueHuwe BblJleJeHUS
Mean ¢ Modoil. IIperapar MosKeT eiicTBOBaTh TaKKe
MOCPEICTBOM MH/YIIMPOBAHUS METAIOTUOHENHA. D-
MEHUINJIAMIH TIO/IaBJIgeT TaKyKe CHHTe3 KoJllareHa
B OpraHW3Me W HOPMAJHM3yeT COOTHOIIEHUE MEXKIY
€TO PACTBOPUMBIMU U HEPACTBOPUMBIMH (DPAKITHSMIU.
Kpome Toro, obiamaer ompeeseHHON WMMYHOCYTI-
PECCUBHOII aKTUBHOCTHIO, YTO MO3BOJISIET IPUMEHSTh
ero npu peBmarougHoM aprpure. OH Tpe/CTaBJsET
co00ii XesaTop /I BCeX METAJIOB U HCIOJb3YETCs
IS JIedeHusT ICTUHO3A.

D-nenutunnaMua 6bICTPO BCACBIBAETCS U3 JKEAY-
douno-xkuweunozo mpaxkma (GJKKT) ¢ aByxXumkosoii
KpHuBO#l aGcopOIuu B KHUIIEYHUKE. 3axBaT MOKET
MPOMCXOANUTD C MOMOIIBIO HEOOBIYHBIX MEXaHU3MOB:
JUCyTbPUIHOE CBS3bIBaHWE C MeMOpPaHON 3SHTepo-
UTa ¢ TOCTeIyonM nuHOIMTO30M. [Ipu mpueme
D-nenutuiraMuHa ¢ THIeil BCachbiBAEMOCTh YMEHb-
maercss B 1eoM Ha 50%. O6mas 6HomoCTyITHOCTD
onenusaercsa B 40—70%. Ilocse BcachblBaHUSA OKOJIO
80% mpemapara HAXOIUTCS B IUPKYJISIIIUU B BUJE
CBSI3aHHBIX C IJIA3MEHHBIMU OeJKaMU KOMILIEKCOB.

TaK Kak OH (DOPMHUpPYET HEeaKTUBHbIE AUMEPBI WJIH
cBsI3bIBaeTcs ¢ 1ucrenHoM. DBosee 80% mpemapara
BBIBOJIUTCSI U3 OpraHu3Ma 4epes 1mouku. Ilepuoj ero
nosypacnaga cocrasisier 1,7—7 4, HO CyIIecTBYIOT
3HAYUTETbHBIE MHANBUIYATbHbIE BAPUAIUN U CJIEIBI
mperapara Wil ero MeTaboJUTOB MOTYT ObITh OOHA-
DYKEHBI B MOYE Uepe3 HECKOJBKO MECSIEB IIOCJIE
IPEKPAIIEeHNsT TEPAINN.

Ucnonb3zoBanne D-merunimiiaMuia Kak TepBUY-
HOTO CPE/ICTBA JIeUEeHHsI CUMIITOMATHYECKUX GOTbHDIX
BB noarsepskaeTca MHOTOYNCICHHBIMU HCCJEI0BA-
HusiMu. Bo BpeMs nepsoii dasbr tepanuun y 10—50%
[IPOJIEYEHHBIX ITAIIMEHTOB OTMEYaeTcsl yXyJAIIeHue
HEBPOJIOTHMYECKOI CUMIITOMAaTHKK. B HenaBHux pa6o-
TaX O TaKOM MOGOYHOM JEHCTBUU COOOIAJIOCH JIJIST
BCEX TpeX BapwaHTOB JieueHuss BB, HO B GoJbimHC-
TBE CJAy4aeB OPU HPUMeHEHWH D-TeHUMIIaMIHA
(13,8%). V GOIBHBIX C CHMITOMATHYECKUM MOpa-
JKEHWEM TeYeHU MPU3HAKNA BOCCTAHOBJIEHUSI €€ CHH-
TeTHYECKON (YHKIUN ¥ KIMHUYECKOE YJIydIlieHue
(yMeHbIIeHNE BBIPAKEHHOCTU JKEJITYXH M ACIUTa)
0ObIYHO HAOJIO/IAI0TCS B 1epBble 2—6 Mec 1ocJe
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Hayasla Tepaluy, HO JaJbHEHIINil mporpecc JieueHus
3aHUMaeT Bech nepsbIil To. Hecroco6HoCTh TIPOI0JI-
JKaThb TEpanuio MPUBOJIUT K CYHIECTBEHHOMY YXY/-
IIEHUIO COCTOSTHUS TE€YE€HU U PAa3BUTHIO TTEYEHOUHOU
HegocTaToyHOCTH Yepe3 1—12 Mec mocse mpekpartiie-
HUS JIEYeHUsI, YTO MPUBOJUT K CMEPTHU TAIUEHTA WJIN
HEOOXOJAUMOCTH TPAHCIJIAHTAIIMHA OPTaHA.

[Ipumenenne D-menunmanaMuHa CBSI3aHO C MHO-
TOYMCTEHHBIMUA MOGOYHBIMU peakiusMu. [IpumepHO
y 30% OGombHbIX TsReJable TOGOYHBIE 3(PDEKTHI
TpeOYIOT TIpepbiBaHus JedeHusi. B nepsbie 1—3 Hen
npueMa Iipenapara MOTYT IOSIBUTbCS JIMXOPAJIKa,
KOXKHas CbIllb, Pa3BUTbcA JuUMQoaaeHoIaTHs, Hell-
TPOIIEHUs, TPOMOOIUTONIeHUsT U npoTenHypus. [Ipu
BO3HUKHOBEHUY TaKUX SIBJEHUI HEOOXOIMMO MpPepbl-
BaHue Tepanuu. Hamwmume aqbTepHATHBHBIX CPEICTB
He TpeOyeT M06aBIEHUS K JIEYEHUIO0 KOPTHKOCTEPO-
UJIOB.

K mo3manM mo60YHBIM PEAKITHSAM OTHOCSIT TOKCH-
YecKoe MOpaskeHne MovyeK, OOBIYHO TPOSIBJSIONIEECs
IPOTEHHYPUEH WU MOSBJACHUEM JAPYTUX KJIETOUHBIX
37IEMEHTOB B Modye, 4YTO TpebyeT HeMeJIeHHOTO
npekpaiieHuss npuemMa D-nenunmianamuna. Cpenn
MO3IHUX PeaKIMii HeOOXOMMO OTMETUTD TaKKe BOJI-
YaHOYHOMOAOGHBIN cuHApoM (reMarypust, MpPOTEHH-
ypHUS U IOJIOKHUTETbHAS pPeaKlMs Ha aHTHHYKJeap-
Hble anTutena). [Ipu mIpUMeHeHn BBICOKUX JI03 Ipe-
mapara (4T0 B HacTosiee BpeMs ais jedenus BB e
HCIIO/Ib3YeTCs1) pasBHBaeTcs CUHAPOM [yanacuepa.
BoipaskeHHass TOKCMYHOCTD JJISI KOCTHOTO MO3Ta MPO-
SIBJISIETCS TSKEJION TPOMOOIMTOTIEHUEN WJIN TIOJIHOM
amtasueii. [lepMarosiormueckmne peakiuy MpeacTaB-
J10T oGO TIporepuvecKue u3MeHeHust Koxu (cuH-
POM TIPEKAEBPEMEHHOTO CTapeHHUs1), TeM(UTONTHbIE
(HamoMuHaOmMe My3bIPYATKY) M3MEHEHHUS, SI3BbI,
MJIOCKUH Juinail 1 apTO3HBIH CTOMATHUT.

Haub6onee nosaune no6ouynbie apdeKTs BKIIOUA-
10T B ce6sT TOKCHYECKOe TOPasKEeHNe TI0YEK, TSIKETyIo
AJIJIEPrUYeCcKyIo PEaKInio Ha TOBTOPHOE HAa3HAUEHUE
npernapara mnocJie mpeKkpalieHust Kypca JiedeHns1, pa3-
BUTHE TSDKEJION TICEB/IONAPATUTUYECKON MUACTEHUH,
MOJIMOMHUO3WTA, TOTEPI0 YYBCTBA BKYCa, CHUKEHUE
YPOBHS UMMYHOTJIOOYJTMHA A ¥ BBIPAJKEHHBIH peTu-
HUT. COO0IIATOCh O CJIy4asX TelaTOTOKCUYHOCTH.
Cuyepo3 1medeHN ObLI OTMEYEH Y MPOJICUYCHHBIX
MAIMeHTOB C TOHMKEHHBIM YPOBHEM CBIBOPOTOYHOTO
IIITH un me cBg3aHHOW C HUM ME/U.

[Teperocumocts D-neHUIMIIAMUHA MOXKET OBITH
JIOCTUTHYTa HasHaueHUeM MHHHMMAJbHBIX [[03 IIpera-
pata (250—500 Mr/cyT) ¢ MOC/TIEAYIONMM MOBbIIIE-
HueM Ha 250 Mr/cyT Kaskibie 4—7 aHEHl 10 MaKCH-
MasbHO# 1103b1 B 1000—1500 Mr/cyT, pasiesieHHOIT
Ha 2—4 upuema. llogaep:kuBaioiiast 03a OOBIYHO
cocrasister 750—1000 Mr/cyr, pasmenennas ua 2—4
mpueMa. Jlo3bl mpemapara y jgereit — 20 Mr/Kr/cyT
(okpyraenno 250 mr), nmpuHuMaembie 3a 2 wiam 3
paza. Hawmbosnee addexktnBHO TpuMeHeHHE TIpera-
para 3a 1 4 g0 wiam 4yepe3 2 4 TocJie mpueMa MUIIH,
MOCKOJIbKY OH TIOZIaBJIsieT BcacbiBaHue. l3MeHeHme

3TUX TPABUJ JAOIMYCTHMO, €CJU OHO OTBEYaeT Tpe-
60oBaHUsIM GOJIBHOTO U COXPAHSET €ro TOTOBHOCTD
MIPOJIOJIKATH JIeYeHNUeE.

3a WCKJIIOUEeHNEM Pa3BUTHI TOOOYHBIX 3Pdek-
TOB, OIMCAHHBIX BBINIE, JPYroil Ba’kKHOUH 0OCOOEH-
HOCTBIO Tepanuu D-TIeHUITAMITHOM  SIBJISIETCS
BO3MOXKHOE CHUKEHUE YPOBHS IepPYJOIIa3MUHA B
CBIBOPOTKE KPOBH TIOCJEe Havaia JedeHus. Ilocre
NpoAoJKUTEbHON Tepanun yposenb IIITH mosxer
b0 OCTaBaThCsl TAaKUM >Ke HHU3KUM, 160 IIOBBI-
CUTBCSI, TOCJEHEEe OTMEYAeTCs y TMalleHTOB ¢
TSXKENOW TeYeHOUYHOW HeJOCTATOYHOCTbI0 B IMPO-
1ecce yJydlleHus y HUX CHUHTETHYECKOH (hyHKIUH
nevYeHn B OTBET Ha JevyeHwe. HampoTtus, cHUXKe-
HUE CBIBOPOTOYHOIO [EPYJONJIA3MUHA Y JPYTrUX
KaTeropuii GOJbHBIX, JJINTETHHOE TPUHUMAIOIINX
D-nenumuiiaMuH, MoOKeT ObITh MPU3HAKOM U306bI-
TOYHOW JJIVMUHAIMKM MeId W 4YacTO CBSI3aHO C
HelTponeHuei, cuaepobJacTUYeCKOl aHeMueln wu
reMOCHU/IEPO30M.

AIEKBATHOCTD TEPATNK TPOBEPSIETCS M3MEPEHUEM
KoJIn4yecTBa Me/id, BBbI/IeJsIeMOll 32 CyTKH ¢ MOYOH BO
BpeMs jedenns. [locie Havyama Tepamuy 3TOT MOKAa-
3aTeJib MOJKET UMEThb HauBbICIIee 3HaueHne — GoJiee
1000 mMrr (16 mMmomb)/cyt. Ilpu pmurensroit (mox-
JIep’KUBAIONIEil) Tepanuu KOJUYECTBO BBLAEASEMOIL
C MO4YOil Meau OOBIYHO KojebJeTcsi B Hpelenax
200—500 mMxr (3—8 mmoub)/cyr. B monomnenwe
TOMYy B ciayvae 3DPHEKTUBHOCTU JIEYEHUS TIPU OIIEH-
Ke ypoBHs Meau, He cBg3anHoin ¢ I[ITH, ormeuaercs
CHIDKEHHE 3TOTO TOKA3aTess.

KoanuectBo Meam, BbLIeasIeMO C MOYOH 3a
cyrku, Menee 200 Mkr (3,2 MMOJb) MOMKeT yKa3bl-
BaTh 60 Ha Hea(hEKTUBHOCTb Tepanuu, Jubo Ha
n36bITOYHOE JIeYeHNe ¢ UBIUIIHAM yAAJTeHueM MeJIH.
IIpu neaddexTnBHOCTH JieueHUs YPOBHU Me[U, He
cBg3annoii ¢ IITH, nosbimensr (Gomee 15 MK/t
unu Gosnee 150 MKr/J1), B TO BpeMs Kak HpU H30bl-
TOYHOMN Tepanuu OHU OoveHb HuU3Ku (MeHee 5 MKr/ i1
nmu Menee 150 MKr/ ).

Tpuentun. Tpuentun (TPUITHIEH TeTPaMUH
JUTHAPOXIOPU, WaH 2,2,2-TeTpaMHH), H3BECTHBIN
TakXke TOJ OQUINATHPHBIM Ha3BaHUEM <«TPHUEH»,
SIBJISIETCST TIPEJICTABUTENIEM CEMEHCTBA XeJaTOPOB C
MOJIMAMUHOTIOZOOHOH CTPYKTYypoil. XWMHUYeCKH OH
OTJIMYAETCS OT TEeHUIMITAMIUHA. B HEM OTCYTCTBYIOT
CynbMrUIPUIbHBIE TPYIIIBI U MeIb XeJaTHPYETCS C
dopMmupoBanneM CTaGUIBHOTO KOMILJIEKCA C YETHIPh-
MST COCTaBJISIIONMMU MOJIEKYJIAMH a30Ta B IJIOCKOM
KOJIBIIE.

Tpuentun 6bu1 TpeactaBgeH B 1969 r. Kak ajb-
TEepHATHUBA MNeHWIWITaMuny. [lanubIX 0 ero dap-
MaKOKHHETHKe HeMHOTo. OH TIJI0XO BCACBIBAETCS
B JKKT, a6copbupyemasi 4actb MeTabOJU3UPYETCS
u wuwHakTuBUpyeTcs. IIpumephHo 1% BBeIEHHOTO
TPUEHTHHA U OK0JO 8% O6uorpancdopMupOBAHHOTO
MeTab0/IuTa TPUEHTHHA — AleTH/ITPHEHAa B KOHEUHOM
UTOTE BBIBOJSITCS C MOUYOH. AIETUJATPUEH — MeHee
agdekTuBHLII XeaaTop, YeM TPHUEHTUH. Y POBHU
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Me/iM, IIUHKA U JKeJie3a B MOYe MOBBIIIAIOTCS TTapaJ-
JIEJTbHO YPOBHIO BBIBOJAMMOTO TPUEHTHUHA.

Kak u neHuIuIIaMuH, TPUEHTUH YCUINBAET BbIJle-
JIeHre MeZy TouykaMmu. [[aHHBIE O CUJIe BO3/eHCTBUA
ATHX areHTOB NPOTUBOPEUYMBBI U MOAO0P J103bI MOKET
ycrparuTh pasnuily. Ob6a mpemapara MOTYT BO3/eii-
CTBOBATh HA Pa3jIMYHbIE 3AIAChl MeJIU B OpraHU3Me.

Tpuentun mpeacraBisier co6oit  addeKTuBHOE
cpezctBo i Jedenusi BB u ocobenno nokasau npu
HENEPEeHOCUMOCTH TIeHUIMJIJIAMUHA, a TakKe O6O0Jib-
HBIM C KJIWHUYECKUMU MPU3HAKAMH IOTEHIIMATHHON
ero wuHrojepanTHocTH (mpu Ja060M  3a60IeBaHUN
IIOYeK B aHaMHe3e, 3aCTOHHOH CIJIeHOMeraaniu,
BBI3BABINEN TSIKENYIO TPOMOOIUTONEHWIO, TEH/IEH-
MU K ayTOMMMYHHBIM IpoleccaM). B HeKoTopbIxX
paboTax OTMeYaJoCh YCUJEHHE HEBPOJOTHYECKON
CUMIITOMATHKK TIOCJe Hadaja JiedeHUsI TPUEHTHHOM,
HO 3TU SIBJIEHUSI BCTPEYAIOTCS PEXKe, YeM HpHU IpH-
MeHEeHWH TeHuIIaMuHa. TPUeHTHH ToKa3asl TakxKe
cBOI0 3(PPEeKTUBHOCTD KaK CPEJACTBO MEPBUYHON
Tepanuy J1aske y MalUeHTOB C JeKOMIEHCHPOBAHHBIM
3a60/IeBaHIEM II€YEHH.

[Mo6ounbix apdexToB Npu Tepanuu TPUEHTHHOM
HeMHoro. He coo6iaercst 0 HaIMuuu ruiiepyyBCTBU-
TEJbHBIX PEAKIUil, XOTS Y OJHOTO MalueHTa OblLia
BbIsIBJeHA (UKCUPOBAHHAS KOXKHAs peakius Ha
BBejleHUE TIperapara. YKasaHWs Ha MaHIUTOIEHUIO
Takke pefku. I1oCKONBKY TPUEHTUH OJHOBPEMEHHO
C MeJIbI0 XeJIATUPYET KeJie30, HeoOXOoAuMOo u36erarhb
COBMECTHOTO BBeJIEHUsI 3TOrO Iperapara ¥ Ipera-
paToB Kesie3a, TaK KaK UX KOMILIEKC TOKCHUYEH.
[MocnencrBueM u3GBITOYHON Tepauu MOKET CTaTh
obpaTuMas cujiepolacTuiecKasi aHeMusl, BbI3bIBAIO-
mas gedunut Meau. Y HEKOTOPBIX nanueHToB ¢ BB,
MPUHUMABIINX TPHUEHTUH, ObLIN BbISIBIEHbI BOJYA-
HOYHOIIO00HbIe cUMOTOMBI. OJHAKO 3TH IAllMEHTHI
MPAKTHYECKH BO BCEX CJYYAsX MOJydYaaud KOMOUHU-
poBaHHYIO Tepamuio (TPUEHTHH M NEeHMIMJLIAMUH),
MO3TOMY HUCTUHHBIE JAHHBIE O YAaCTOTE YKA3aHHOTO
OCJIO;KHEHWS TPU MPUMEHEHWH TPUEHTHHa de novo
HEN3BEeCTHBI. B 11eJJ0M MOKHO CKa3aTh, 4TO MOOOYHbIE
peakiu, HaGJI0/[aeMble TIPU TEPATTMK TEHUITHILIAMU-
HOM, YMEHBINAIOTCS TP 3aMEHe €T0 TPUEHTHWHOM, U
UX PeluuBa IpH JJTUTEJTbHOM IIPUEMe TpenapaTa He
ormeuaercs. [Ipu ucnosib3oBaHuy mpenapara naueH-
TaMU C TEPBUYHBIM OUJIMAPHBIM IIUPPO3OM COOOMIA-
JIOCh O PA3BUTUU Y HUX T€MOPPArMYECKOTO TFaCTPUTA,
OTCYTCTBUM BKYCOBBIX OIIYIIEHUI U MOSIBJIEHUU KOXK-
HBIX BBICHIIAHUI. B HeZaBHUX MCC/I€LOBAHUIX ObLIN
YIHOMUHAHUS O TOM, 4YTO IPUMEHEHWE TPHEeHTHHA,
No/I06HO TMEHUINJIIAMIHY, MOKET BbI3BaTb y 60JIb-
ubpix BB m36nITouHOE OT/IOKEHNE Kee3a B MeYeHN.

Oo6bruno puMensieMast go3a — 750—1500 mr/cyr,
pazzienienHas Ha 2—3 pasa, nojjep:kuBaiomnas — 750
wm 1000 Mr. ¥ gereil 3aBUCHMOCTb J03bI OT MACChI
TeJIa He YCTAHOBJIEHA, HO OGBIYHO 5T0 1032 20 Mr/Kr/
cyt, npubmmkamomascss k 250 Mr/cyT, pasiesieHHast
Ha 2—3 mpuema. TpuentuH BBOAWTCS 3a 1 4 wan
yepe3 2 u mocye efpl. DPdeKT ero TabIeTUPOBAH-

HOU (hOpMBI MOXKET ObITh HecTaOWIeH TIPU BBICOKOM
TEMIIEpaType OKPY>KAIoIeH Cpe/ibl, YTO MPEeJICTABIISIET
npobJjeMy [l JIMIl, IMyTENIeCTBYIOMNX B CTPAHbI C
JKApKUM KJIUMATOM.

AJIEKBATHOCTb TEpanuu TPUEHTHHOM OIlEHUBA-
€TCsT OTpeIe/IeHNeM CO/IepKAHMsT MeIn B CYTOYHOW
Moue BO BpeMs JedeHus. OHO [JOKHO COCTaBIISTD
npumepro 200—500 Mkr (3—8 MMosB)/CyT npu MO~
JIEPKUBAIONIEN Tepanuu, HO MOXKeT ObITb TOPa3/lo
BBIlle B Haudaje JiedeHus. B gomosHeHwe K atomy
olnpejie/ieHrie YPOBHS M€/, He CBI3aHHOW C 1epy-
JIOTIa3MUHOM, Tipu 3 PEeKTUBHON Tepanum MOKET
yKa3aTh Ha HOPMAJIM3AIMIO0 ee KOHIEHTPAIMH B KPO-
BOOGpAaIeHHH.

ITokasarenb BbIEAsIEMON MeJAu B Mouye HUKE
200 MKT/CyT CBUIETETBCTBYET JTHOO O HEBOCIPUHM-
YUBOCTH K JieYeHWo, JUOO0 00 U3OLITOYHON Tepanuu
U CJUIIKOM aKTUBHOM YJAJ€HUU MeJIW U3 Opra-
Hu3Ma. IIpu HecocToATeTHHOCTH JieYeHUS YPOBEHD
memn, He cBsizanHoii ¢ IIIH, mosbmmen (6omee
15 MKr/ma win Goee 150 MKr/j1), B TO BpeMs Kak
npu u30BITOYHON Teparuu 3TOT MOKA3aTesab OYeHb
un3ok (Menee 5 MKr/ i uau Meree 50 MKr/ 7).

Hunk. OTo BelecTBO ObLIO BIIEPBbIE HCIOJb-
30Bano ag jedenus BB Schouwink B Tosurananu
B Havase 1960-x rozoB. MexaHusM €ro JIeicrBusd
OTJINYAETCS OT MEHUIMIJIaMUHA W TpueHTuHa. [{uHk
BMemmmBaeTcst B 3axBar Meau u3 JKKT n maaynupyer
SHTEPOIUTHBII METAJJIOTUOHENMH — OeJIOK, OOoraThlii
IUCTENHOM, KOTOPBIN MpeACTaBsieT co60il HHIOTEH-
HBI XeaaTop MeTajuloB. MeTa/sloTHOHEUH 00JaaeT
OOBITIM CPOJICTBOM K Me/IN, YeM K IIMHKY M, TaKUM
06pa3oM, B OCHOBHOM CBSI3bIBAET Me/[b B SHTEPOIUTE
U UHTUOUDYET ee BBIXO/J B MOPTATBHYIO ITUPKYJIS-
muio. CBsizaHHas Meab He aOCOPOUPYETCS W BBIBO-
JuTcst u3 opranuama ¢ gekanusmu. [lockosabky Menb
nomazsaer B JKKT Takske co ciioHON U ceKpeTop-
HOU TIPOAYKIIMEN Keay/IKa Tepamnusl IMUHKOM MOKeT
reHepUpOBaThb OTPUIATENbHBIN OanaHC IS Meau U
CHIDKATh ee HaKoIlleHue B opraHuaMme. [{MHK MoxkeTr
a(pdeKTUBHO elicTBOBATh, MHIAYIUPYS TOBBIIIEHTE
YPOBHS MeTasioTHOHewHa. [Ipm ero mnpuMeHeHWH
OTMEYEHO OYeHb HeGOJIBIIOe KOTMYECTBO TTOOGOUHBIX
peakiuii. [7aBHON W3 HUX SBJSIETCST pa3ApaskeHue
CJTM3UCTON OOOJOUKHN KETYyJKA, YTO MOXKET 3aBU-
ceTb OT BO3JEHCTBUSA cOJU MeTakana. B HEKOTOPBIX
paborax cooOIAeTcs O CAyYasiX MOPAXKEeHUs MeYeHU
B Havase Jiedenus. OJUH U3 TaKUX CJIy4YaeB 3aKOH-
YHUJICST CMEPTEJbHBIM HcxoaoM. IIuHK MoskeT o6.a-
JlaTh UMMYHOCYTIPECCUBHBIM 3(deKToM 1 yMeHb-
1maThb XeMOTaKcHuc JielkonuToB. MoskeT Tpou3oiTn
MOBBIIIEHNE YPOBHSI CHIBOPOTOYHOW JINIIA3bl ¥,/ UJIH
aMUIa3bl 6e3 KIMHUYECKUX WU PATUOJOTUIECKIX
MpOsIBJIEHUH maHkpeatuTa. HeBpoJormyeckast mato-
JIOTHUST BCTPEYaeTcst peiko. SABJsercst i 6e30macHoi
BBICOKAs /1032 IIMHKA /ISl MAIMEHTOB € HapyIIeHUs-
MU (DYHKIMH TTOYEK, TTOKA HE YCTAHOBJEHO.

XoTs1 B 1IeJIOM IIMHK ceifuac CJIYyXKUT CpPe/CTBOM
MOJI/IEPKUBAIONIEN Teparnu, OH HMCIIOJb30BAJICI KaK
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CPEJCTBO IIepBOIl JIMHUM B OCHOBHOM Yy aCHMIITOM-
HBIX WJIM MaJOCUMITOMHBIX naiueHToB. Coszpaercd
BII€YaTIeHNe, YTO OH 3(P(eKTUBEH TaK e, KaK TTeHH-
IUJITAMUH, HO TOPA370 JIydllle TTepPEeHOCUTCS GOTbHBI-
MHU. JTO TOJTBEPKIEHO WMCCIETOBAHUAME OOJBITNX
TPy B3pocabix mnammeHToB ¢ BB. B ognoit wn3
paboT OIMUCAH CIyYail yCIEeIHOTo JeYeHUus IHHKOM Y
peGeHKa ¢ acUTOM U KoaryJonatueii. VMeercs ete
psan paGoT, B KOTOPBIX ToKazaHa 3(PdeKTHBHOCTD
NMpUMEHeHMUs] IIMHKa y JeTeil M B3pOCiabIX. DBblno
BBIZIBUHYTO TIPEJIOSKEHNE HCIO0JIb30BaTh KOMOWHA-
MY TPUEHTHMHA C IIMHKOM WJHM [EHUIWJIAMUHA C
IIUHKOM, IIPM KOTOPBIX 002 CpeicTBa INPUHUMAIOTCS
B TeyeHue [HsI ¢ GOJIBIIUM BPEMEHHBIM HHTEPBAJIOM,
OJTHAKO 006 UCCJEOBAHUSIX C IPUEMJIEMBIM JU3AHOM
MOKa He COOOMIATIOCh.

[IpunnMaemasi [103a pacCYUTHIBAETCS B MUJIIU-
rpaMMax npocmozo TWHKa. [l1s B3POCJIBIX M CTap-
mux Jereit ona cocrasisger 150 Mr/cyT Ha 3 mpuema
(momyckaercsi  2-pasosblii  npuem). Vcrnoab3yemast
coJb MeTayia He MeHseT 3(PdEeKTUBHOCTH mpemna-
paTa, HO MOXET TMOBJMATH HA €ro IepeHOCHUMOCTD.
B orHotienun no6ouynbix peakiiuii co croporbr JKKT
OTMeYaeTcs, YTO aleTaT W IJIIOKOHAT IMHKA JIydlle
HepeHOoCUMbI, 4eM cyabdaT, HO y PasHbIX GOJbHBIX
9TO MOKET BapbupoBath. [[yist MaseHbKuX jeteil (Macca
tena Menee 50 Kr) josa cocraBasier 75 Mr/cyt B 3
npuema. /lns mereil muaaiie 5 JieT OHa Ha JIaHHBIN
MOMEHT IOJIHOCTBIO He ycTaHoBJeHa. [lpumeM nuHKa
BO BpeMsSl e[lbl yMEHBIIAeT €ro BCACBIBAEMOCTb U
3D DEKTUBHOCTD JIEUEHUSI.

AIEeKBaTHOCTD TepPAIUU IIMHKOM OIEHUBAETCS KJIH-
HUYECKUM W OMOXUMUYECKUM YJIyUIIeHHEM U C TIOMO-
MIbI0 M3MEPEHUs KOJUYeCTBA Meld B CYTOYHOH Mode,
KOTOpOe JOJUKHO ObiTh HibKe 75 MKr (1,2 MMob)
npu cTabGUIbHOM IipueMe Ipenapara. B pomonnenue
K 3TOMY IPH YCIEIIHOM JieYeHUH HOPMaJU3yeTcs
YPOBEHb Me/li, He CBS3aHHOM C LePYyJIOIJIa3MUHOM.

AHTHOKCUAAQHTBI. AHTHOKCHIAHTBI, B OCHOBHOM
BUTAMUH E, MOTYT IPUMEHSITHCS KaK CPEJCTBO a/IbIO-
BanTHoU Teparnuu. [Ipu BB Habmonaercs cHmkenne
co/iepskaHus BUTaMUHa E B CBIBOPDOTKE KPOBU W B
nedern. [leproandyecku coobiaercsi 06 yMEHBIIEHUN
CUMIITOMATHKHU TIpU Ao6aBjeHnr BuTaMmHa E K oc-
HOBHOMY JICUEHWIO, HO TOYHBIX WCCIEOBAHWIA TI0
3TOH TeMe He TMPOBOANIOCH.

Huera. ITlpexne Bcero cieayer uzberarb npuema
MUIE ¢ BBICOKMM cojiepskanueM Mean (MOJIIOCKH,
opexy, IIOKoJaJ, I'pulbl U PpasjuyHble BHYTPEHHUE
OpraHbl KMBOTHBIX), TO KpaliHeil Mepe B TedyeHue
nepBoro rojga Tepanuu. /luermyeckoe orpaHuvyeHue
MOCTYIJIEHUS] MeJId MOKET OTCPOYUTH Havayuo 3a60-
JIEBAHUSI W JIA€T BO3MOJKHOCTb KOHTPOJIUPOBATL €r0
TedyeHwe. TeM He MeHee, /UeTa HE MOXKET CIYKHTD
eIMHCTBEHHBIM MeTozioM JiedeHus: BB. TpeGyercs
KOJIOZIE3HYT0 BOJIy WJIW BOJY, HMOCTYHAIONLYI0 B JOM
Mo MeJIHBIM TpyOaM, MPOBEPSITb HA HAIW4YWe B Hell
Me[, HO MYHUIINTIAJbHbIE BOJIHbBIE 3aIachl B IIE€JIOM
IpoBepATb HeT HeoOXoAamMocTu. Ecam copep:kanue

MeJI B BOJIE TTOBBIIEHO, PEKOMEH/YETCS TPUMEHSITh
BOJZIOOYMCTUTEIbHbIE CUCTEMBI. B jjoMax ¢ MegHbIMU
BOJIOIIPOBOJTHBIMU TPYGaMU HYKHO CJIUBATDH 3aCTOSIB-
IIyIocs BOJy TIepe]l ee HCIOJIb30BaHNeM B KyJHWHAp-
HBIX WJIN JApYTux 1ensx. [l XpaHeHus u mMpuroToB-
JIEeHWsI THUIA HeKeJaTeJbHO WCIIOJJIb30BaTh MeJHbIE
KOHTEHHEPDbI WM MeJHYIO TTOCYyy.

Terpatuomoau6aar ammonusi (TM). TM — 310
OueHb MOIIHBIN Tpemapar, MOHIDKAIOIINNI YPOBEHD
Mea. OH jgeficTByeT IOCPEJNCTBOM JIBYX MeXaHHU3-
MOB: HapylIeHHe 3axBaTa MeAu B Kuimeunuke (mpu
npueMe ¢ IuIleil) u cBsAsbIBaHue Mean B 1asme (mpu
ynoTpeGIeHn MeKAy IIpHeMaMy IHIn). B Hu3KUX
nozax TM ypansger meab U3 MeTAJJIOTHOHEMHA, HO
[Py TIPUMEHEHUU BBICOKUX [103 006pasyeT Hepact-
BOPUMBIN MeIHBIN KOMILIEKC, OTKJIAJbIBAIONIANCS B
neuenn. B CIHIA TM ocraercst sKCIiepuMeHTAIbHBIM
mpenapaToM ¥ B KOMMEPYECKYI0 CeThb He TMOCTYTIaerT.
HenaBame ucciemoBaHus TMOKa3aJd HEKOTOPBIE €TO
MPEeNMyIecTBa, TaK Kak IPU IpHeMe He OTMEYEeHO
JlereHepanu  HepBHOU cucTeMbl. lloTeHrmaabHbIE
MOOOYHbBIE PEAKIUU BKJIOYAIOT yTHETEHHE KOCTHOTO
MO3ra, TOKCHYECKOE MOBPEXKEHNE TIeYeH! U U3JIUIII-
He aKTUBHOE BbIBeJ/leHUE MeJiM, BbI3bIBAIOIlee HEBPO-
JIOTUYECKYI0 AUCHYHKINIO. 3a CYeT MacCUPOBAHHOTO
BbIBeJleHUsI Meu u3 opranusMa TM o6jafaer Takke
AHTUAHTUOTEHHBIM [[€IICTBUEM.

AeueHNeE B 0COOBIX KAMHUYECKUX
CUTyalludx

Beccumnromubie maiueHntbl. /[as OeccuMIIToM-
HBIX WJIM HMPECUMIITOMHBIX TAIMEHTOB, BBISBJIEHHBIX
NpU ceMeiTHOM CKpUHUHTE, 3(PPEeKTUBHBIM CPE/ICTBOM
JledeHus JIJIs TIPeIOTBPAIleHUus] PA3BUTHS KIMHUYEC-
KOI KapTWUHbI WJU TIPOrPEeCCUPOBAHUST 3a00J€BAHUS
ciyskar xematopbl (HampuMmep, D-TIeHMIMLIaMKH )
win 1uHK. [letsm miagnie 3 JieT MpearovYTUTENbHO
Ha3HAYaTh IUHK.

IMoanep:xxuBaromasi Ttepammusi. Ilocse agexsar-
HOTO Kypca JieYeHus XeJaTUPYONUM IpernapaToM
cTabuIbHBIE TMAIMEHTBI MOTYT OBbITh TIepeBelEeHbI Ha
6osee HU3KyI0 103y (Kak GBLIO yKa3aHO BBINIE) W
Ha Tepanuio IMHKOM. B OCHOBHOM Takue MaIlUeHTbI
HOJIy4aloT JedeHHe B TedeHme 1—5 jier. Bo Bpems
Tepanuu 'y OOJbHBIX OyAeT OTCYTCTBOBATb KJIMHU-
Yyeckask CUMNTOMATUKA C HOPMAJbHbIM YPOBHEM aMU-
HoTpancdepas U HeM3MEeHEHHOW CHHTETUYeCKO PyH-
knueit neyenu. KoHneHTpauus Meau, He CBSI3aHHON
C LEPYJIONJIA3MUHOM, OOBIYHO HAXOJUTCS B Mpeeaax
HOPMBI, a CYyTOUYHOE BbIJleJIeHe Me/I1 C MOYOH COCTaB-
asier 200—500 mrr (3—8 mmoub). IIpeumyiinectsa
JUTATEJIBHOTO JIEYeHUS IIMHKOM 3aKJI0YaloTCs B TOM,
4yTO TIpenapar 6oJiee CEJTEKTHBEH B YIAJIE€HUU MEIH,
yeM TeHUIWJIaMUH uiau TpuentuH. [[uHk oGmamaer
TaKKe MEHBIINM KOJIMYECTBOM IIOOOYHBIX JeHCTBUIL.
Y6enureabHbIX HCCJAEAOBAHUI HA U3MeEHeHUe Iep-
BUYHOI Tepanuu [T B3POCJbIX OGOJIBHBIX C Iede-
Hounoit ¢dopmoii BB He mnpoBeneHo, CyuecTByioT
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TOJIBKO OTPAaHUYEHHbIE J[AHHbIE TIO TIe[UATPUUECKON
npakTuke. He3aBUCHMO OT TOTO, HACKOJIBKO XOPOIIUM
Ka)KeTCs COCTOSHME TIallMeHTa, JieYeHue He JI0JKHO
npekpamiarbcs. IlpepbiBaHne Tepamy 4peBaTo TPYy/I-
HOUBJIEYNMOIl JIEKOMIIeHCA 1neli 3a60J1eBaHus MTeYeHN.

[dexomnencupoBannbiii muppo3. IlanmmenTor c
JIEKOMIIEHCUPOBAHHBIM XPOHUYECKUM 3a00JIeBaHIEM
nevernn (runoasbOyMUHEMUSs, BBIPAKEHHAS KOATyJIO-
narust, acuut), Ho Ge3 sHIedATONATHH B HACTOSAIIEE
BpeMsl ToJIydatoT Tepanuio xeiaatopom (D-neHntmi-
JAMUHOM WJIM TPUEHTHHOM) C AOGABICHMEM LUHKA.
O6a HazHaueHHbIX TpenapaTra MPUHUMAIOTCI 4 pasa
B JleHb C WHTEPBAJIOM B 5—6 4 MeXJYy PpPa3HbBIMU
areHTaMu, Ui TOrO 4TOObl U30EKATh CBSI3bIBAHUS
IMHKA XEeJaTOPOM U CHU3UTHh TaKuM 06paszoM addek-
TUBHOCTH JieueHus:. OObIYHON TPAKTUKOU SIBJISIETCS
HasHauyeHWe IUHKa mepopaabHo (50 Mr mnpocroro
IUHKA, WK 25 MT [T JeTeil) — Kak HmepBast U TPEThs
1031 1 tpuenTnHa (500 MT y B3pOCJABIX U TPUOIN3H-
TespHO 10 MT/KT y fleTell) — Kak BTOpas M 4eTBEpTast
no3pl. DyHmaMeHTaqbHO 3TO HamboJsiee WHTEHCHUB-
HBI MHIYKIIMOHHBIN pesxuM. HekoTopble mnaiueHTb!
MOTYT He OTBETUTb HA JIAHHOE JiedeHUe W B TaKOM
cJydyae IMOKa3aHa CPOYHAsT TPAHCILIAHTAIUS TE€YEeHH.
BosnbHble, oTBeTwBIIME Ha JieyeHue, 4yepe3 3—6 Mec
MOTyT ObITh NepeBe/leHbl Ha MOHOTEPANHIO TPUEHTH-
HOM C IIOJTHOHN m030H mam D-neHunmiiaMuHOM, WJIN
IIMHKOM. YKa3aHHas TepareBTUYecKasl CTPaTerust /10
CUX TIOP OCTAeTCs AKCIIePUMEHTATbHOM, HECMOTPS Ha
HaJIN4Me TOATBEPIKIATONTINX JTAHHDIX.

OcTtpast meyeHOYHAS HEAOCTATOYHOCTB. IIpw ocT-
POl TIEYeHOYHOU HEIOCTAaTOYHOCTH, BbI3BaHHON BB,
JUIST COXPAHEHUsl JKU3HU IMAIMEeHTOB MOKAa3aHa TPaHC-
mianranus mnedenu. Jlyisg onpesieseHusi BO3MOXKHOCTU
BBDKUBAHUSI TIOCJE TPaHCIIaHTaImn Nazer M COaBT.
MPEJIOKUIN TIPOTHOCTHYECKYIO TIKAJTY, OCHOBBIBAIO-
MIyIocsl Ha MoKasarensix 6mnupy6una, AcAT B cbiBo-
POTKE KPOBH U yPOBHE MPOTPOMOMHOBOTO BPEMEHH.
Bosbubie ¢ 7 u 6osiee 6ajiaMu 110 TOH IIKAJIEe UMEIOT
OYeHb BBICOKYIO BEPOSITHOCTH JIETATBHOTO WCXO/A.
Basibubie cucreMbl ObLin  paspaboTaHbl Kak JIJIsI
B3POCJBIX, TaK W O] JeTeld ¢ OCTPOH TEeUYeHOTHOM
HegocratouHoctbio 1 BB. O6e cucreMbl UMEIOT XOPO-
1ee MpPe/CKa3aTe/ibHOe 3HAYEHUE, HO, K COXKAJEHUIO,
CTAaHJAPTHO HE MPUMEHSIOTCS.

Jlo TpaHCITAaHTAIIMM C 1EAbI0 3allUThl [TOYEK
OT BBI3BAHHOTO ME/IbI0 TIOBPEX/IEHUS KaHAJbIIEB
MOJKET BO3HUKHYTb HEOOXOJIMMOCTb B MPOBEJIEHUN
nnazmadepesa u reMouIabTpaIUu, a Takke OOMEH-
HO# TpaHcdy3un M reMouUILTPAIUU WU JAMATH3A.
AnbOYMUHOBBI a3 JOKA3al CBOIO CHOCOGHOCTD
K CTa0WIN3allMd COCTOSTHUSI TAIUEHTOB C OCTPOil
NEeYEHOUHO! HEeJ0CTATOYHOCTBIO M MOXKET OTCPOYMTD,
HO He OTMEHWTDb TPAHCIIAHTAIMIO TeuyeHn. B nanHoi
CUTYaITH MOKeT ObITh TIPUMEHEHO YCTPOWCTBO yJIbTPa-
unbpTpanuM penupKyASTOPHONU CUCTEMBI MOJIEKYJISIP-
HBIX a/ICOPOEHTOB.

Bepemennocts. Y OGepemenubix skennu ¢ BB
JledeHue JIOJKHO TIPOJIOJIZKATBCS B TeYeHHe BCEero

cpoka GepemeHHocTH. llpepbiBanue Tepamuu B 3TOT
MEPUO/I BBI3bIBAET PA3BUTHE OCTPOIl TIEYEHOYHOU
HEJIOCTAaTOYHOCTH. HaKOIJIEHHBIN OMbIT TOKa3bIBa-
€T, 4TO IpuUMeHeHHe XeaaTopoB (IeHWIMIIaMUHA 1
TPUEHTHHA) U Ccojiefl IMHKa CBA3aHO C IOJIOKUTEIb-
HBIM HCXOJIOM GEPEMEHHOCTH [JIsi MaTepu W ILI0/A.
YacTtoTa posOBBIX HETATUBHBIX MOCJEACTBUH Y JeTel
MPOJIEYeHHBIX TAIMEHTOK Hu3Ka. BMmecre ¢ teM pej-
KOCTb TaKWX SBJCHWN 3aTpyAHSEeT WX CpaBHEHUE
¢ ToKasareJqssMM Bo Bcedl momysstiuu. [losa coseit
IIMHKA COXPaHseTcsd HEeU3MEeHHOW BO BpeMs Bcel
6epementocTu. /[03a XesaTopoB AOKHA OBITH MUHU-
MU3HUPOBaHa, 0COOEHHO B TOCTEHEM TPUMECTPE, IS
TOro 4ToOBI O0ECIIEUNTh JIydlliee 3aKUBJIEHUE PAHBbI,
eciii TOTpeGyeTcs TPOBe/IeHNe KecapeBa CEeyeHws.
CHIKeHNe JTO3bI MOJKET COCTaBJsATh 25—50% OT mep-
BOHAYaIbHOW BeanuuHbl. HalsroneHne 3a maiueHT-
KaMu BO BpeMsi 6epeMEHHOCTH JOJIKHO MPOBO/IUTHCS
4acTo.

sKermunam, nmomyvatomnM D-nennmaramun, He
ceyeT KOpMUTD peGeHKa Ipyblo, TaK KakK Ipenapar
BBIBOJIUTCS C MOJIOKOM MaTepy W MOKeT MOBPEIHTD
HOBOPOXK/JIEHHOMY. J[aHHBIX O CO/IEPXKAHUU TPUEHTU-
HA U [IMHKA B MOJIOKE MaTepu OYeHb MaJo.

Tpaucnianranus neyeHu. TpaHcITaHTAITMS TIeve-
HU TPeJCTaBseT cO60i eAMHCTBEHHBINH AP derTHn-
HbI MeToj JedeHud mnainueHToB ¢ BB u ocrpoi
TTeYeHOUHON HenocTaTroyHocThio. OH TMOKa3aH TakKKe
BceM OOJIbHBIM C J€KOMIIEHCHPOBAHHBIM 3a60jieBa-
HHUEM TeYeH!, He OTBETUBINNM HAa MeINKAMEHTO3HOE
JedeHne. TpaHCIJIAaHTAIUS KOPPEKTHPYeT MeTalo-
Jgndeckre JedekTsl B Tiedyenn npu BB u Moxker cno-
cOOCTBOBATh HOPMAJU3AIUU BHEIIEYEHOUHOTO MeTa-
6osu3Ma Meju. BbirKkuBaHue B TeueHHe TOJA TIOCTe
onepanun KoJjebsercs B upenenax 79—87%, u te
MAIMEHTDbI, KOTOPbIE MEPEKUIN ATOT PAHHUIT TEPUO/I,
COXPAHSIOT XOPOIINE TOKA3aTeJd BBIKUBAEMOCTH U
B JTMTEIbHBIE CPOKU. XOTSI GOJBITUHCTBO OOJIbHBIX
MIPU TPAHCIJIAHTAIINN TIOJYyYaioT TPYITHbIE JOHOPCKIE
OpraHbl, BO3MOKHO TPOBE/IEHNE TTePeCca KU MeYeH! 1
oT KMBOTO JoHOpa. OCOOEHHO YCIEIHOW SBJSETCS
omepanusi, KOrja JOHOPOM CJIYKUT TeTepPO3UTOTHBIN
4jieH ceMbU GOJIBHOTO.

Memnee onpejiesieHHble TOKAa3aHUs K TPAHCILIAHTA-
IIUU TIeYeHU UMEIOTCS /it GOJIbHBIX C BbIPAKEHHOM
HEBPOJIOTHYECKON CHUMITOMATUKOH. Y HEKOTOPBIX
MAIMEHTOB C MCUXUYECKUMHU UJU HEBPOJIOTMYECKUMHU
CUMIITOMAMH YacTOTa TOCJTE[HUX TI0CJe TPAHCILIaH-
TAIUU TIeYeHn yMeHblnaercs. B HekoTopbix pa6orax
y OIpeJeNleHHON YacTh OOJbHBIX YIIOMHUHAETCS 00
YJYUIIEHUH WX COCTOSIHMS TIOCJIe TEPeca/iku MeveHn,
OMHAKO JaHHBIE O HEBPOJOTUYECKON OIleHKE 3THX
MAIMeHTOB HEJOCTYNHbI. TpaHCIIaHTaus TeYeHn
TMOKa3aHa HE BCEM TAI[MeHTaM C HEBPOJIOTHMYECKOH
dopmoii BB, mockosibky 3aloJieBaHWE TIEYeHH Y
GOJTBIMUHCTBA CTAGUINBUPYETCS ¢ TIOMONIBIO MeInKa-
MEHTO3HOI Teparnuu, a Mepecajika NeueHn He BCerja
IIPUHOCUT TIOJIOKHUTEJbHBIN pesyabTar. Bomee Toro,
MaIUeHTbl € TICUXWYEeCKON WM HEeBPOJOTMYeCKOH
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dopmamu BB wuMmelor Xyammii 1mporHO3, WHOTAA
BCTPEYAIOTCS TPYAHOCTU U C IIOHUMaHUEM UMH MeJu-
IIMHCKOTO PEeXKMUMa I0cye OTepalii.

Ileau Tepanuu W AUHAMHYECKOE HaGJIOIEHHE.
[enpio HaGMOIEHUS 32 XOJOM JIEYEHHS SIBJISIETCS
MO/JTBEPIK/CHIE KJIUHUYECKOTO W OHOXMMUYECKOTO
COCTOSTHUS TAIMEHTa, €ro COIJIacHsl Ha TPOJ0JIKe-
HUe Teparny, CBOEBPeMEHHOE BbISBIE€HNE TOOOYHBIX
addexToB. YacToTa BHU3UTOB MOXKET BapbHPOBATD,
HO He JIOJDKHA ObITh peske 2 pa3 B roj. Bosee uvac-
Toe HabMoeHe HEOOXOAMMO BO BPEMs IePBUYHON
(aspr nevenusi, 0co6eHHO [JisSI TE€X JIMI[, KOTODPbIE
UCIIBITBIBAIOT yCHJIEHUE CHMITOMATUKU WJM IOSB-
JeHre HOOOYHOTO JeficTBUS IpelaparoB, a TakxKe
JUI TeX, KTO MOXKeT He BBIMOJHIThL Ha3HAuYeHUN
Bpaua. Du3NKATHHBLII OCMOTP HAlpaBJeH HA BBISIB-
JieHre 3a00JIeBaHUSI TEYEHW U HEBPOJOTHYECKUX
pacctpoiictB. [Ipn ckIOHHOCTHN TaleHTa He BBITOJ-
HATb BpaueOHbIE PEKOMEHJAINN TPeOYITCS TTOBTOP-
Hble WCcleNoBaHUA Ha Hagnume Kojel Kafizepa—
Ddueiiniepa, Tak Kak TMepPBUYHOE WM MOBTOPHOE WX
MOSIBJIEHUE MOJKET CBH/IETETHCTBOBATH 00 060CTPEHUN
3a6oneBanusd. Ilpum ¢usukaasbHOM oOCMOTpe malu-
€HTOB, MOJYYAIOIUX [EeHUIWIJIAMUH, HEe0OXOINMO
BHUMATEJIbHO CJEIUTD 32 HOSABIeHNEM KOKHBIX U3Me-
HeHuii. TulatenpHblli c60p aHaMHe3a JOJIKEH ObITh
HampaBJieH Ha BbISIBJIEHHE KAT006 TICUXMYECKOTO
XapakTepa, 0COGEHHO THIIMYHBIX JIJISI JENPECCHH.

JlabopaTopHoe wHccIe/JoOBaHHE BKJIOYAET OIpe/ie-
JieHre OMOXVMUYECKUX MapaMeTpPoB IeYeHW, B TOM
qucje ee CHHTETHYECKON (DYHKITMH, C MpPUMEHEHWEM
MapKepoB Meraboqmama Meau (cofepskaHue Meau
HepyJIoIIasMiHa B CBIBOPOTKe KpoBw). OleHKa
comepkanusi menu, He cBsazanHou c I[ITH, moxer
oKasarbcs Haubojiee BaXKHBbIM ToKazaTesneM 3ddek-
TuBHOCTH Tepanuu. KonmdectBo Menu, BbiessgeMoi
3a CyTKH € MOYOHl BO BpeMsl JIeYeHUS, OTpaKaeT
obuii o6MeH Meau. Y TAIMEHTOB, MOJYYaOIUX
D-nlerumiiaMus UM TPUEHTHH, 3TOT TOKA3aTesb J0JI-
kel cocraastth 200—500 Mxr/cyt (3—8 MMoiib/cyT),
IpH TIPUEME IMHKA He JOJDKEH MPEBBIIATh 75 MKT/ CyT
(1,2 Mmomb,/cyT).

[ manmeHTOB, MOJMYYAONNX XeJaTHPYIOIyIo
TepaIuio, TOBBINEHHbBIN YPOBEHDb MEJIN B MOYE MOKET

03HaYaTb HEBBINOJIHEHNe HasHaueHUil Bpaya, BCJel-
CTBHE Yero BO3MOXKHO YXY/IIIeHIE COCTOSHMS IIeYeHHU.
Huskuil ypoBenb MHUKpO3JEMeHTa B ModYe Yy JaHHOI
KaTeropuu GOJIbHBIX MOXKET YKa3bIBaTh HA M3OLITOU-
HOCTb JIO3bl, OCOOGEHHO €CJIU 3TO COIPOBONKIAETCS
OueHb HU3KHUM CO/IePKAHWEM Me[M, He CBI3aHHOW C
IEPYJIOIIa3MUHOM. Y 3TUX GOJBbHBIX MOXKET OOHa-
PY’KHMBaTbCS TaKyKe HEUTPOTIEHUs, aHeMUus, THUIep-
bepputuHEMUSA. Y I, TPEPBABIIUX JieUeHUE WM
CaMOCTOSITETBHO TIepenieIiuX Ha cyOTepaneBTHYeC-
KHe J/03bl, MOXeT HaOJII0laTbCs HU3KUI ypPOBEHD
CYTOYHOTO BbIJeJICHUS MeIU C MOYO#, HO BBICOKHN
[IOKa3aTeab Me[y, He CBSI3aHHOH C LepyJIONJIa3Mu-
HoM. CobumozieHre peKOMeHJAIil 110 IpueMy LIHHKa
MOJKET OIEHWBATHCSI M3MEPEHUEM €T0 COJ/IEPKAHMS B
CBIBOPOTKE KPOBU UJIM KOJINYECTBA B CYTOYHOH MOUe,
KOTOPOE JIOJIKHO COCTaBJATH Topsara 2 Mr. Beem
MalieHTaM, TOJYYaloNiM XeJaTopbl, HeOOXO0IMMO
MPOBOJNTL KJAMHWYECKHE aHaan3bl KPOBHU, a IJIs
Mo/iTBepsK/ieHnst 6e30MacHOCTH JieueHus: — oOliue
AHAJTM3bI MOYH.

SaKAIOUeHUe

Bonesup Buibcona — oano u3 mepBbIxX 3aboJie-
BaHWIl MevyeHH, /IS KOTOporo Obln HaiineH addex-
TUBHBIA MeTto]| Tepanuu. [lo Toro kak 50 Jer Hazaj
emme He ObLIM pas3paboTaHbl MeTOAbI JeueHus: BB,
OHa TIpejicTaBJsia coboit daTtanibHOe 3a00JeBaHUE.
[TepBbIM XeTATUPYIONIMM MpemaparoM craj british
anti-lewisite — 6puranckuii antnmonsur (BAJI, nmm
JMMEPKANTONPONAHO), TPeACTaBIeHHbd B 1951 T.
Nnentudukamms u tectupoanue B 1956 1. [[:xonoM
Yommem (John Walsh) opampHoro mpemapara
D-nenunuiaMiuHa PeBOMIOIMOHU3UPOBAIIO JIedeHue
bB. /IpyruMm BapuaHTOM Tepanuy CTAalI0 TpUMeHe-
HUe coJieil IMHKA /Ui GIOKUPOBAHMS KUIIEYHOTO
BcacbiBaHus Meau, TerparnoMonubaata (TM) s
XeJATUPOBAHUST MeIM W TakKe OJOKUPOBAaHUS ee
KHUIIeYHOro BcacbiBaHusl. Hambosee adpdexkTuBHBIM
sedenneM BB, KoTopoe mo3BoJisieT COXPAHUTD JKU3HD
MAIUEHTY, CJHYKUT OPTOTONMMYECKAS TPAHCILJIAHTAIIUS
TeYeH .




