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CIIICOK COKPAIIIEHUI

A1AT — anbba;-aHTUTPUTICHH

AnAT — amanuHOBas aMuHOTpaHchepasa
AcAT — acnaparuHoBasi aMuHOTpaHc(epasa
I'CIT — remocuepo3 neyeHu

['X — remoxpomaro3s

KK® — konsua Kaiizepa—®dieitmepa

MHO — MexayHapoAHOE€ HOPMAJIN30BaHHOE OTHOILIEHUE
HTX — xoaddurmeHT HachIeHUsT TpaHCPEPPHUHA KEITE30M
IDK — nmeperpy3ka xene3om

[ITHU — npoTpoOMOMHOBBIN UHIEKC

[IIIP — nmonuMepa3zHas uenHasi peakius

C® — chIBOPOTOUHBIN (PeppUTHH

V31 — ynpTpa3ByKOBOE UCCIIEIOBAHUE

[® — menoynas docdarasza

H63D — myramusa HFE rena

HFE — ren HacnencTBeHHOro reMoxpomarosa
C282Y — myrauus HFE rena

Pl — protease inhibitor

ATP7B — ren 6o1ne3nu Bunscona—KonoBanona
H1069Q — myrarus ATP7B rena
HCV-undexuus — hepatitis C virus uagexnus
PIS — myranus rena Pl

P1Z — myranus rena Pl

B Hacrosmiedl WHCTPYKIIMU MO TPUMEHEHHIO (Jajieeé — HWHCTPYKINS) H3JI0KCHBI
QITOPUTMBl  JTUATHOCTUKH, TpaBWia JICUCHUS M MOHUTOPHUHTA HACJIEACTBEHHBIX
3a00JIeBaHUH TIEUeHH — TreMoXpomarosa, OosesHn Bunbcona—KonoBanoBa, neduimura
anbdas-antutpunicuia. l[lpennasHadueHa g Bpaded oOmeld TpakTUKH, Bpadeii-
TEPANEBTOB, BPaUYEH-raCTPO3HTEPOJIOTOB, BPAYEH-TEHETUKOB.

OININCAHUE TEXHOJIOI'MA NUCITIOJIB3OBAHUS METOJA

3ajgauyy AMArHOCTHKH H JIeYEeHHS HACJIEeACTBEHHBIX 3200/1IeBAHUH NeYeHH

1. PanHss quarHoctuka (B uaeajie Ha JOCUMIITOMATHYECKOM CTaIuH ).

2. Pannee Hayajo Tepamuy, 4TO TPEAYNPEKIAeT U MUHUMH3UPYET MOPAKEHHUE
OpPTaHOB, PA3BUTHUE OCIOKHEHUUN U TIPEKIECBPEMEHHYIO CMEPT.

3. [loku3HEHHOE HETIPEPBHIBHOE JICUCHUE, MOHUTOPHUHT PE3yJbTaTOB M OCJIOKHEHUM.

I'EMOXPOMATO3
Jluaznocmuueckue mecmot.
TecTbl U X XapaKTEPUCTUKU ‘ HopmanbHble 3HaueHus1
[TapameTpsl heppOKUHETHKN
VYBenuueHne ChIBOPOTOYHOTO Keje3a Myxunabsl — 10,6-28,3 MmxMoJib/n
(KTMHUYECKas 3HAYMMOCTb HEBBICOKAsT ) Kennmnael — 6,6-26,0 MKMOJIB/1T
YBenuuenne KodhPuimeHTa HachIIEeHHUS 20-40%




tpaHcdeppuna xene3zom (HTK)

YBenuyeHue cbiBOpoToyHOro gepputuna (COD) 10-200 Mkr/n

buoricus neuenn

[TonoxuTenpbHas Ka4eCTBEHHAS peakius (OKpacka
o Ilepncy)

MosekyasipHO-TeHETUYECKHE METO/IbI

BoiaBnenne myranuii HFE- rena
(ITLP-nmuarnocTuka)

Ilo3TanHast ATMArHOCTHKA

| 3Tanm — o0cieg0BaHNMe HeTeBbIX TPy

Crparerust HampaBji€Ha Ha paHHEE BbBISIBICHUE TPYNI BBICOKOIO pHCKa
HOCHUTEJbCTBA MyTauuii reHa HFE.

Iayuenmut c HaTUUUEM NAMOIOZUYECKUX CUMPINOMOE

- 3a00JICBaHUWE TICYEHW HEYTOUYHEHHOW OTUOJIOTUM WM MPEANOJI0KUTEIHHO
W3BECTHOW MPUYMHBI C YCTAHOBJICHHBIMU WM3MEHEHUSMH CBHIBOPOTOYHBIX MapKepOB
xKesesa,

- caxapHbli rabeT OCOOEHHO B COYETAHUU C TernaroMeraivuei, H3MEHEHUuEM
MEYCHOYHBIX (PEPMEHTOB, aTUIUYHBIM 3a00JIeBaHUEM Cep/illa, aTUIIUYHON apTpomnaTuen
WJIM TIPEKIECBPEMEHHOM CEKCyallbHON AUCHYHKITUEH;

Hayuenmul 63 Hcanod u cumMnmomos 3a00/1€6aHUA.

- cuOCHI (po/IHbIE OPaThs U CECTPHI) MAIMEHTOB C YCTAHOBIEHHBIM T€MOXPOMATO30M
(IX);

- MMAIIUEHTHI C U3BMEHEHUSAMU ChIBOPOTOYHBIX MAPKEPOB JKEIIE34,;

- MAIIUEHTHl C HEOOBSICHUMBIM TMOABEMOM AKTUBHOCTH TEYEHOUYHBIX (DEPMEHTOB,
OCCCUMIITOMHOM TenaToMerajiuud WM W3MEHEHUW B TMEYCHU, OOHApY>KEHHBbIC IIPHU
KOMITBIOTEPHON TOMOTpaguu.

Juaznocmuueckue meponpuamus:

- ONpEeJICTICHNE HEMPSIMBIX CEPOJIOTUUECKUX MAapKEpPOB MEPETPy3KH  KEJIe30M
(IDK) — HTXK u C®;

- onpefeneHre npsmoro Mopdonornyeckoro Mmapkepa [DK — remocunepun neueHu
(I"CID).

Ouenka, KoMmenmapuu u 0eiucmeus.

Bapuant 1: HTXK <45% u C® <250 mxr/n y myxuus uiu CO <200 MKI/n y >KeHIIMH —
IDK orcyrcTByer

Bapuant 2: HTXK >45% npu CO >250 mkr/n y myxuud wia CO >200 Mkr/m y
KEHIIWH — KOCBEeHHBIM mpu3Hak IDK; Tectsl cieayeT moBTOpUThH MO KpailHend mepe 1
pa3. HanpasneHnue naureHTa Ha MEAUKO-TEHETUYECKOE KOHCYJIbTUPOBAHUE

BapuanT 3: npu NOJOXKUTEIBRHOM peakiuu Ha reMocuiepuH mo merony llepica —
HaIlpaBJICHUE MAIMEHTA HA MEAUKO-TEHETUYECKOE KOHCYJIbTUPOBAHUE

Il 3Tanm — reHoTUNMpPOBaHNE HA HOCUTEILCTBO MyTauuii HFE rena
Juaznocmuyeckue meponpuamus.
- [IIIP-nuarnoctuka mytaruii HFE rena



BapuanT 1: npu BesiBiennn reHotuna C282Y/C282Y u nanuuuu [1DK BeicTaBisercs
muaraos I'X

BapuanT 2: Beisiienue renotunoB D63H /D63H unu C282Y/D63H tpebyer 1)
BoisicHeHus1 Hanmuuus [ DK u 2) uckmouenus sropuanoit [1DK

Cemeitnulit CKpUHUH2

Meponpusmusi:

- OLICHKA HaJIMYUs U XapakTepa KIMHUYECKOW CUMITOMATUKH,

- 001Ul aHAIIU3 KPOBH,

- buoxumuueckue tectol: ACAT, AnAT, LD, 6unupyoun, ans0ymMuH;

- [ITU nmu MHO;

- OCHOBHBLIE noka3aTrenu ooMeHna xeiesa: HT)K u CO;

- MOJIEKYJISIPHO-TEHETHUECKOE UCCIeJoBaHue: TTOUCK MyTaruii rena HFE.

Jleuenue, nabnrooenue

OO61mue pekoMeH A 110 BEICHUIO NAIlMeHTOB:

- Ie4YeHre HeoOXO0IMMO MTPOBOIUTH U HA CTAAUU OECCUMITOMHOIO T€UEHUs Ha (poHe
BBICOKMX 3HAYEHMM MapKepoB Keje3a, U Ha CTalud KIMHUYECKUX MPOSBICHUM, YTO
MO3BOJISIET MAKCUMAJIbHO, HA CKOJIBKO 3TO BO3MO>KHO, YMEHBIIIUThH TOBPEKAECHUE OPTraHoOB;

- TJIABHBIM METOJIOM JICUEHUS SBISAIOTCS (Pr1e00TOMUN (MALIMEHTHI C YCTAHOBJICHHBIM
I'X pomxHBI OBITH CTPOrO OPUEHTUPOBAHBI HA MPOBEACHUE TEPANECBTUUYECKUX
(dbneboToMUM A0 MOTHOM JIMKBUAAIIMU U30BITOYHOTO COJICPIKAHUS JKEJie3a B OPraHU3ME);

- IUETUYECKUE PEKOMEHJaluu: cOalaHCUpOBaHHAsl JUETa, HU3KOE MOTpeOJIeHHE
aJIKOTOJII, OTrPaHUYEHHE U30bITOYHOrO BBelNeHHS BuUTamMuHAa C, MO BO3MOXKHOCTH
ynotpeOieHue 4asi; u30eratb NpoAYKTOB MUTaHUsA, OOraThIX KEJIe30M, OJHAKO JAUETa CO
CTPOTHUM OTpPaHUYCHUEM >JKeje3a TPYAHO peanudyemMa W Maio 3¢dekTruBHa (0aHA
JOTIOJTHUTENbHAs ~ (uieOOTOMHSI B TOJA  TO3BOJIAET OCBOOOJAWTH  MAaIMeHTa  OT
HEO0OXOAMMOCTU JUETUYECKUX OTPAHUYCHUIN JKeJe3a);

- peryJsipHbIA CKPUHUHT Ha TIPEIMET renaToIeIUTIONSIPHOTO paKa.

Ilokazanus k nauany prebomomuii: ycranoienne rerHotuna C282Y/C282Y u
Hasmune [DK.

Lenu prebomomuii: ynanenue n30bITKA Kelesa.

Ilpasuna evinonnenus ghiebomomuii:

-yactora — 1 pa3 B 1-2 Hemenu; oObem ypansemoil kpoBu — 500 wmi;
KoHTpoupoBaTh 3HaueHHe CD kaxasie 10—12 uedoTomuii;

- korga 3HayeHue CO omyckaercs Huxke S0 Hr/mil, yacTtbie (IeOOTOMUU CleyeT
MpeKpaTuTh (HayaTh MOJAepKUBatonIMe (QreO0OTOMHM € HHTEPBAJIOM, IO3BOJISIOIIEM
coxpansTh 3HaueHue CO mexy 25-50 Hr/mi).

IlpocHo3: pa3BUTHE KIMHUYECKUX CHMITOMOB HE IPOUCXOAUT, €CIU JICUCHHE
HA4YaToO Ha JIOCUMITOMHOW CTaJHH; MPOJOKUTEIBHOCTh KM3HU Ha (DOHE JIeUueHUs IO
JTOCTIKCHUHM HOpMaTU3anuu QyHKIUUA TIEYEHU TPUOINKACTCS K CPEAHETIOMYIISIITUOHHOM;
0e3 jiedeHus 3a00JeBaHNUE MTPOTPECCUPYET U MOKET MTPUBOJIUTH K CMEPTH.



BOJIE3Hb BUJIBCOHA-KOHOBAJIOBA
Huaznocmuueckue mecmot.

HopwmainbHbie
TecTsl 1 X XapaKTEPUCTUKH
3HAYCHUS
CHMXEHHBIN YPOBEHB IIEPYIIOIIA3MUHA CBIBOPOTKH KPOBHU
(xapakTepeH, HO He TAaTOTHOMOHHWYECH ); KpaifHe HU3KHUE (b 200—-400 mr/n
(<50 mr/m) cTporo yka3bIBaroT Ha 600Jie3Hb Briibcona—KoHoBaoBa,; 170-270 En/n

HOpMaJibHBIE IIU(PHI HE HCKIIoUYaloT 00Je3Hb Buiscona—KoHoBanoBa

VYBenuueHne CyTouHON SKCKPELMH MeId ¢ MOYOH (YPOBEHB
>100 mr/cyT uiu >1,6 MKMOJIB/CYT MIPH HAJTMYUKA CUMITOMOB 20-50 MKr/cyT.
yKa3bIBaeT Ha 0ose3H» Bunbcona—KoHoBasioBa)

YBenuueHue cBOOOHOM (HECBSI3aHHOM C IEPYIIOIIIa3MUHOM ) METN
CBIBOPOTKHU KpoBH (>1,6 MKMOJIB/1)

Konsna Kaitzepa—®neiiniHepa (BbISBISIOTCS IPU OCMOTPE B LIEIEBOM

OTCyTCTBYIOT
namie). OTCyTCTBHE HE UCKIIIOYaeT 0ose3Hb Bunbcona—KoHoBasioBa

MoneKkynsipHO-TEHETUYECKOE TECTUPOBAHUE: BBISIBICHUE MYTAallMld T'eHA
ATP7B

IHodTanHasi AMATHOCTUKA

| ’Tanm — CKPUHMHT 1eJIeBBIX TPy

CrpaTerusi IMarHOCTUYECKOTO CKPUHUHTA HAIpaBJieHA HA PAHHEE BBISABJICHUE TPYIII
BBICOKOTO PHCKa HOCHUTENIbCTBa MyTanuii reHa ATP7B.

Iayuenmout c nanuuuem namoI02u4eCKUX CUMRIMOMOG:

- 3a007IeBaHE TICYCHU HESICHOM  OTHUOJIOTHH, HEOOBSICHUMOE  TIIOBBIIIICHUE
MEeYEHOYHBIX (PEpMEHTOB, TenmaToMeraius B Bo3pacte ot 3 110 45 ner;

- KIMHUYECKUE TPU3HAKKM ayTOMMMYHHOTO renaTuta npu  HedP(HEKTUBHOCTH
CTaHJIaPTHOM Tepanuu KOPTUKOCTEPOUIaMH;

- pyJIbMUHAHTHAS MeYeHOYHAas HEJIOCTaTOYHOCTb, COTIPOBOKIAFOIIIASICSI
FEMOJIMTUYECKON aHEMUEH.

Hayuenmel 6e3 xcanod u CuMnRmMOMOB 3a0071€6AHUAL.

- cuOchl  (poaHble OpaThss W CECTpbl) NALUMEHTOB C OoJe3Hbl0 BuibcoHa—
Konosasoga.

Jluaznocmuyeckue meponpuasmus’

- OMpe/ieNieHne  IMEepyJoIJla3MUHA  CHIBOPOTKH  KPOBH, O(TaTbMOJIOTHYECKOE
MCCIIEIOBAHNUE MPU MOMOIIY IIEJIEBOM JaMIIbI.

Ouenka, Kommenmapuu u 0eiucmeus.

Bapuanr 1: nepynomnasmud cHuxkeH, KK® npucyTcTByloT —  JIMardos
IIOATBEPKICH. Hanpasnenue NaueHTa Ha MEJIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHUE

Bapuant 2: nepynomrazsMuH B HOopMe, KK® mnpucyrcTBylOT — NpOAOIKEHUE

IIOHUCKA. HaHpaBJ'IeHI/Ie NnagueHTa Ha MCAUKO-ITCHCTHYCCKOC KOHCYJIbTUPOBAHNC

Bapuant 3: nepynomiazmMu cHukeH, KK® oTCyTCTBYIOT — NpOJOIKEHUE MONCKA
Hanpasnenue nanpeHTa Ha MEJUKO-TEHETUYECKOE KOHCYJIbTUPOBAHUE

Bapuanr 4: nepynomiasmud B HopMme, KK® oTCyTCTBYIOT — NpOAOIHKEHHUE MTOMCKA
Hanpasnenune nanueHTa Ha MEJUKO-TEHETUYECKOE KOHCYJIbTUPOBAHUE




[Tpu cyOHOpMANTEHBIX 3HAYEHHSIX TECTOB UCCIEAOBAHNE CIIETYET TIOBTOPHTD.
Il 3Tan — onpenenenue neperpy3Ku MeabIo

Jluaznocmuyeckue meponpuamusn.

- CYTOYHAsI SKCKPEIHs MEJU C MOYOH.

Bapuant 1: nepynomnazmun B HopMme, KK® mpucyTcTByIoT, cyTOouHasi 3KCKpeuus
Meau ¢ Modoi Oosee 100 MKr — AuarHo3 MOJITBEPXKACH, HA4alo CrenuduyecKkoro
JICYEHUS

Bapuant 2: nepynomrnasmMuH B HOpMe, KK® oTCyTCTBYIOT, CyTOYHas 3KCKpeLus
Meau ¢ Mo4oit 6omee 100 MKTr — auarHo3 MOATBEPIKICH, HAYAJIO CIeU(PUIecKoro
JICYCHUS

Bapuanrt 3: uepynomiasmun cauxer, KK® oTcyTcTBYIOT, CyTOUHAsI SKCKPELHs MEAU
c Moyoii Oonee 100 MKr — nAMar€Ho3 MOATBEPKICH, Hadajlo CHenudUuecKoro
JICYEHUS

Bapuant 4: nepynomnazmud B HopMme, KK® mpuCyTCTBYIOT, CyTOYHAsi 3KCKpeLus
Menu ¢ Mouoil MeHee 100 MKr — nepexoJ K CIeAYIIIEMY 3Tany

Bapuant 5: nepynomnasmun cHukeH, KK® oTCyTCTBYIOT, CyTOYHAs KCKpELHs MEIU
¢ Mmo4oi MmeHee 100 MKr — nepexoJ1 K CIEIYIOMEMY dTaIry

Bapuant 6: nepynomrnasmMuH B HOpMe, KK® oTCyTCTBYIOT, CyTOYHas 3KCKpenus
M€l ¢ MOYOM NOBBIIIEHa, HO MeHee 100 MKr — mepexo/1 K CIeIyIIEeMY 3TaIy

Bapuant 7: nepynomiasmMuH B HopMe, KK® oTCyTCTBYIOT, CyTOYHasi 3KCKpELUs
MeJIi C MOYO B HOpME — MOUCK MHOW MIPUYMHBI 3a00JICBaHUS ICYEHU

11 3Tan — reHoTUNHMPOBaHUE HA HOCUTEJIbLCTBO MyTanuii ATP7B rena
Jluaznocmuyeckue meponpusmus’
- [TIP-auarnoctuxka mytaruii ATP7B-rena.

Bapwuanr 1: npu o6Hapyxenun rerotuna H1069G/ H1069G nmm H1069G/ ?
BBEICTaBJISIETC QUarHo3 0osie3un Buinbscona—KonoBanosa

BapuaHrt 2: npu 0TCYyTCTBUM MyTallMii — JajgbHeniee HabltoIeHne

Cemelinwlii CKpUHUHZ

Meponpusmusi:

- OLICHKA HaJIMYUs U XapakTepa KIMHUYECKOW CUMITOMATUKH;

- 001Ul aHaIu3 KPOBH;

- ouoxumuueckue Tectol: ACAT, AnAT, LD, Ounupy6uH, anpO0yMuH;

- [ITU nnmu MHO;

- LIEPYJIOTUIa3MHUH CHIBOPOTKH KPOBH, CYyTOUYHAs SKCKPEIUsl MEJIU C MOYOif;

- opTanbMOJIOTHYECKOE HCCIEOBaHUE TMPU TIOMOIIM IIEJICBOM  JIaMmbl —
BoIsBIIcHUE KK®;

- MOJIEKYJIAPHO-TEHETUYECKOE HCCIIEIOBAHUE: onpeaesieHre myraunid rena ATP7B.

Bannvnas cucmema ouacnocmuxu 6Oonesnu Bunvcona-Konosanosa (the g
International Meeting on Wilson’s disease, Leipzig, 2001)

TunuyHbie KIMHUYECKHE CUMITOMBI U IPU3HAKU basnsi
1. Koubia Kaitzepa—®neitepa
UMEIOTCS 2
OTCYTCTBYIOT 0
2. HeBposoruyeckrue CUMITOMBI




TSDKEJIbIE 2
JIETKHE 1
OTCYTCTBYIOT 0
3. ChpIBOPOTOYHBIN MEPYJIOTIIIA3MHUH
HOpMaJTbHBIHN (>200 mr/11) 0
100200 mr/n 1
<100 mr/n 2
4. KymOc-HeraTuBHasi TeMOJMTUYCCKAST aHEMUSI
UMEETCS 1
OTCYTCTBYET 0
5. ConepkaHue MeJld B I€Y€HU (B OTCYTCTBHUE X0JIeCTa3a)
>5 HOpM (>4 MKMOJIB/T) 2
0,84 MKMOJIB/T 1
HopmMasibHOE (<0,8 MKMOJIB/T) -1
POJIAHUH-TIO3UTUBHBIEC TPAHYJIBI 1
6. Dxckpenust Me ¢ MOYOH (B OTCYTCTBHE OCTPOTO renaTuTa)
HOpMaJIbHAS 0
1-2 HOpMBI 1
>2 HOpMa 2
HOpPMaJIbHAsI, HO TOBBIIIAETCS >5 HOPM MOCJI€ MEeHUIIMJIJIaMUHA 2
/. Myranuun
B 2 XpOMOCOMax 4
B 1 XpoMocome 1
MYTAaIMU HE BBISIBJICHBI 0
CymmapHas oyeuka:
4 n 60J1ee — TUArHO3 MOJITBEPKJICH
3 — nrMarHo3 BO3MOXEH, HO HY)K/1aeTcs B OOJIbIIIEM KOJUYECTBE TECTOB
2 ¥ MEHee — JMarHo3 MaJloBEPOSTECH

Jleuenue, nabnooenue

OO1ue peKoMeHAalMH M0 BeICHUIO MallUeHTOB:

- IPOTHO3UPOBAHNE TEYEHUS OCTPOM IEUEHOYHOM HETOCTATOYHOCTH U OIPEAEIICHNE
MOKa3aHUH K TPaHCIUIAHTALIUU [T€YEHU;

- IM€Ta: OrpaHWYEHUE NUIIEBBIX MPOIYKTOB C BBICOKUM COAEpKaHUEM MeIu
(me4yeHnb, apyrue CyONmpOAyKThl, pakooOpas3Hble, OpeXH, IIOKOIaaA, TPUOBI U Jp.),
KOMILJIEKChl BATAMHUHOB U MUHEPAJIbHBIX I00aBOK HE JTOJKHBI COACPKATH MEJlb; KOHTPOJIb
noTpeOaeHus MeAu U3 JAPYTHX MCTOYHUKOB: COJEpKaHUE MeIW B Ipenaparax s
SHTEPAJILHOIO MUTaHUs He BhIlEe 1,5 Mr/cyT, B muTheBoi Boge — He Oosiee 0,1%o0 B 90%
W3MEpPECHUN;

- IPU OCJIOKHEHUSX LHUPPO3a MEUEHU — TaKTUKA, KaK U MPU MOPAKEHUU NEYCHU
JAPYroi 3THOJOTUY; CHMIITOMAaTHYECKAs] KOPPEKLUS HEPBHO-TICUXUUYECKHUX MPOSIBICHUN —
MEIUKAMEHTO3Has  KOPPEKUMs, CBOEBPEMEHHOE  pACIO3HABaHUE  JEHPECCHUBHBIX
paccTpoicTB, CYMUUAAIBHBIX MbICHeH; aucaruss 0Oe3 acmupanum — OKUJKasd,
MOJTYKUAKAs MUIIA, C ACIUPAalUEd — racTpOCTOMUS, IHTEPATIbHOE TUTAHUE;

- npoduIaKTUKa JIOMOJIHUTEILHOTO TOBPEXKIEHUS TEYEHU: BaKIUHAIUSA IPOTUB



BUPYCHBIX Te€MaTuToB A W B, mckiroueHne ynorpeOieHue ajKorofis, TemaTOTOKCUYHBIX
JICKapCTBEHHBIX CPEJICTB;

- 0a3ucHOE JICUYCHNE.

Ilpocno3uposanue  meuyeHus  OCMPOU  NEYEHOUHOU  HEeOOCMAMOYHOCU U
onpeoeieHue NOKA3aHUull K mparcnianmayuu nedenu (IPOTHOCTHYECKUN MHIIEKC OOJIe3HU
Bunscona—KoHoBasioBa, TPOSBISIONICHCS OCTPO TEUEHOYHOW HEIOCTATOYHOCTHIO,
MoauunrpoBaHHeiii A. Dhawan u coast., 2005)

TecTnl 1 2 3 4
bumipyOun - cemopoTku  KpOBW, | 444 150 | 151200 |  201-300 >300
MKMOJIB/TI
AcAT, E/JI 100-150 | 151-300 301-400 >400
MHO 1,3-1,6 1,7-1,9 2,0-2,4 >2 4
JIeKOITUTHI, x10%/1 6,8-8,3 | 8,4-10,3 10,4-15,3 >15,3
Ans0ymMuH, T/ 34-44 25-33 21-24 <21

Baszucnoe neuenue
OO1Me NPUHIKIIBL:
- BO3BMOXHOCTA 0a3MCHOIr0 Je4YeHUsT OOJIE3HM BKIIOYAIOT BBIBEIECHHE MEOU U3

OpraHM3Ma C HCIOJb30BAaHUEM JIEKAPCTBEHHBIX CPEICTB — MEHHUIMUIAMUHA (XemaTopa
MEJIM) U COJIcH IMHKa (1To/1aBiieHue a0COpOITMH MEIU B KUIIICUHUKE);
- CBOCBPEMEHHO  Hauaras  MeABdIUMHUHMpYIomass  Tepanus  3(PGEeKTUBHO

MpEOTBpAIaeT MPOTPECCUPOBAHUE TIOPAKCHHUS IICUCHH, BEJIET K YMEHBIICHUIO
BBIPQKEHHOCTH KIMHUYECKUX IIPU3HAKOB 3a00JieBaHWsA, a Tepamus, HayaTas Ha
JTOKJIMHUYECKOMN CTauu, CHUKACT BEPOATHOCTH MOSIBJICHUS CHMIITOMOB;

- JICYUCHWE TIPOBOJUTCS ITOKU3HEHHO; IEPEPHIBBI B JICUCHUH YBEIUYUBAIOT PHCK
JICKOMIICHCAIIMHU 3a00JICBaHHS;

- B CIIydasX IMPOTPECCUPYIOMIECTO MOPAKECHUS TMEUYCHU, BBIPAKEHHON TEYCHOYHOM

HEJOCTAaTOYHOCTH E€AWHCTBEHHBIM METOJIOM JICUYEHHUS OCTACTCS  OPTOTOMHYECKas
TpaHCIUTAHTAITUS TICYCHH.

Lenu:

a) HavalbHas (aza Tepanuu — JIOCTUXKEHHE OTpHUIATEIhLHOro OanaHca meau (B

HayaJie JICUCHUS SKCKPEUUs] MEIU 3HAYUTEIBHO MOBBIMIACTCS U AocTUraer ypoBHs 2000—
5000 MKT/CyT; UCTIONB3YETCS KaK JOMOJHUTEIbHBIA TUarHOCTUYECKUHN TECT);
0) momnepxuBatomas (haza — moazep KaHue TOCTUTHYTOTO OaiaHca Meu.
Kpurepun 3¢heKTUBHOCTH: CyTOYHAsi SKCKpemus Meau ¢ Mouoit menee 150 MKr
MpU Tepanuud TMEHUIIWUIAMUHOM WM MeHee 75 MKr MpH Tepanuu IUHKa CylbdaTom,
YpPOBEHb HECBSI3AHHOW C IePYJIOIIa3MUHOM Menu MeHee 250 MKr/i, yiydiieHue
nokasatesel (PyHKIIMOHABHBIX TEYEHOYHBIX TECTOB.




ﬂekapcmeeHHble cpedcmea U pescumbl j1e4eHusl

Crnioco0
JlexapcTBeHHbBIE
Jlo3b1 U KPaTHOCTh Kputepun s pextuBHOCTH
CpeacTBa
MIPUMEHEHHUS

[MenununnaMux Havanbhas tepanusi: 3a 1 u no enpl | CyrouHass 3KCKpenusi MeIu ¢

250-500 mr/cyT, Wik cimycts 2 4 | mouoir  Menee 500 MK,

yBEJIUYUBas /103y Ha MOCJIE €J1bI YPOBEHb  HECBSI3AHHOM  C

250 mr kaxapie 4—7 aaeir | B 2—4 mpuema LEepYJI0IIIa3MUHOM Meau

1o makcuMaibHoM 1000— MmeHee 250 MKr/n

1500 mr/cyt CrabunbHoe yJy4qlleHue

[TognepxuBaromas KIIMHUYECKUX MPOSIBJICHUMN

tepanus: 750—-1000 3a00J1eBaHMS

MT/CYT
[unka 150 mr/cyt B 3 npuema CyTouHas 3KCKpenuss MeIu C
(B 124 Mr nuHKa AIIEMEHTAPHOTO IIMHKA MOUOil  MeHee 75  MKT,
cynbdara YpOBEHb  HECBSI3aHHOM ¢
conepxutrcesa 45 mr LEPYIOIUIa3MUHOM MeIH
AJIIEMEHTAPHOTO Menee 250 MKr/i
LIUHKA) CrabunbHOe YIIy4IlIEHUE

KIIMHUYECKUX MPOSIBIICHUN
3a00J1eBaHUS
Monumopune 3¢hchexmusnocmu u bezonacnocmu 1eKapcmeeHHoU mepanuu
KonTpons a3 dexruBHOCTH KonTpons 6e3omacHocTu
Tectsl Yacrora Kpurepun Kpurepun Yacrora
Hepynonnazmun | Perynsipao, | YpoBeHb HecBsizaHHOM ¢ | OOmumii aHanu3 | PerynspHo, HO
CBIBOPOTKH KPOBH | HO HE peXke 2 | LepyJIoNIa3MUHOM KpOBU HE pexe 2 pa3
Menp CBIBOPOTKH | pa3 B rof (cBOOOIHOM) Menu | buoxumnueckue B IOJ
KpOBU Menee 250 MKr/i [IEYCHOYHBIEC
TECThI
Kpeatunus,
CytouHnas 1 pa3 B rog Ha  ¢one  neuenus | MOUCBHHA
SKCKpELMsl MeH HEHUIUIITIAMUHOM: HIITH wm MHO
C MOYOit meHee 500  wr/cyr, | AHamH3 MOYH
I[MMHKA cyan)aTOM: o0mmit
MeHee 75 Mr/cyT
Knuanueckue Perynspuo, | CtaOuiabHOE yaydIlIeHHE
MIPOSIBIICHUS HO HE pexe 2
pa3 Broj

OcobenHocmu MeOuKameHmo3HoU mepanuu y 6epemMeHHbIX HCeHWUH.

- oOMeHa MeIu 0JIKEH OBITh ONITUMU3UPOBAH 10 OEPEMEHHOCTH;

- Mpenaparthl IUHKA SBJISTFOTCS ONTUMAaIbHBIM BEIOOPOM;

- ICHUIIWJIIAMUH 00J1a/1aeT TepaTOrTeHHBIMU CBOMCTBaMH, 0COOEHHO B | TpumecTpe,
HO €r0 OTMEHA CONPSDKEHA C PUCKOM IS MALMEHTKH; 103y NMEHUIWJIAMUHA CHUKAIOT J10




MUHHUMAJIEHO HeoOxoaumoH, T. €. 300—600 mr/cyT;

- TPY/IHOE BCKapMJIMBAaHHUE HE PEKOMEHYeTCSI.

IIpoenos:

- pa3BUTHE KIMHUYECKUX CHMIITOMOB HE IMPOUCXOIUT, €CJIM JICUCHUE HadaTo Ha
JOCUMITTOMHOM CTaJInu,;

- Ha (poHE JeYeHUs IEeYEHOYHBbIC TECThl (aTBLOYMHH, CHIBOPOTOUHBIA OMIMPYOUH,
akTUBHOCTh ACAT) MOTyT HOpPMalM30BaThCs 4Yepe3 TOA OT Hadajga JICUCHWS,;
cTabmin3aIus akTUBHOCTH MATOJIOTMYECKOTO TIpoliecca Ha (hOHE JICUSHUS,

- POIOKUTEIILHOCTD JKU3HU Ha (DOHE JICUSCHUS TIPU JOCTIDKCHUH CTAOMIH3AIUN |
yIydmieHuss QyHKIOUM TICYCHH NPUOTMKACTCS K CPETHEMOMYJISIIMOHHON, 03 JeYeHUs
3a00s1eBaHUE TIPOTPECCUPYET U MPUBOIUT K CMEPTH.

JAEOUIHUT AJIBPA;-AHTUTPUIICUHA
Huaznocmuueckue mecmot.

XapakTepUCTUKU U UX
HopmanbHble 3HaueHUs

XapaKTEPUCTUKHU

CHIKeHHe KOHIIEHTpaIuu anbga;- NmvmynoTtypouanmerpuyeckuit metoq — 0,9—
antutpuricuda (A1AT) B ceiBopotke | 2,0 /1

KpOBU MeTton nmmyHo3IeKTpodopesa win

panuanbHoi uMMyHOIUPhy3um — 1,5-3,5 r/n
(20—50 MxMoJIB/1T)
Hedenomerpuaeckuit metom — 1,2-3,5 /i

MonekynasspHO-TEHETUYECKOE
HCCIIEIOBAHUE: OnpeeneHue Z u S
amuteneit rena Pl (romo- u
reTepo3UroTHOE COCTOsTHUE/
HOCHUTEJIbCTBO)

buornicus neuenu: BoisiBaenue K-
MOJI0KUTEIbHBIX BKIIFOUCHUM,
YCTOWYHBBIX K BO3JCUCTBUIO
JINACcTa3bl

ITosTanHasi AMArHOCTHKA

| 3Tan — CKPMHMHT LeJeBbIX TPy

Crparerusi AMarHOCTMYECKOTO CKPUHWHIA HAIMpaBjieHA Ha paHHEE BBISBICHUE
IpyII BBICOKOTO prCKa HOCUTENbCTBA MyTauui resa Pl.

Hayuenmal c Hanuuuem NAmMoOI02UUECKUX CUMNIOMOG.

- 3a00JICBaHUS  TICUCHHM HESICHOW JTHOJIOTHH, HEOOBSICHUMOE ITOBBIIIICHUE
MEYEHOYHBIX (PepMEHTOB, TenaToMerainus; xpoaudeckas HCV-undexmus;

- cHIbKeHue (ppakuuu anbda;-rI00yTUHOB TPOTEHHOTPAMMEI.

Hayuenmul 6e3 xcanod u cumMnmomoes 3a001€6aHUA.

- POACTBEHHUKH TIEPBOM JTUHUU POACTBA 00ibHBIX ¢ Aehunutom A1AT, netu wim
POAUTENN KOTOPBIX MUMEIOT TOMO- WJIM T€TePO3UTOTHOE HOCHUTEIIBCTBO MATOJIOTHUYECKHUX
aiutenet Pl;

- MMAIUEHTHI, POJCTBEHHHKU KOTOPBHIX MMEIOT B aHaMHe3e 3a00JieBaHUs ICUEHU
HESACHOM STHUOJIOTHM, TMAIIUEHThl C JKEITYXOH HOBOPOXKICHHBIX W/WJW TOBBIIIEHUEM



AKTUBHOCTU TpaHCAaMHHA3 B aHAMHE3E.
Juazcnocmuyeckue MeponpuAmusL:
- onpenenenue A1AT B KpoBH.
Ouenka, KOMMeHmMapuu u 0elcCmeust:

Bapuantr 1: AIAT B HopMme. HampaBneHue mnamueHTa Ha MEAMKO-TEHETHUYECKOE
KOHCYJIbTUPOBAHUE

Bapuant 2: A1AT cHmwxkeH, HO Bbiie 35% HMKHEW rpaHulbl HOpMbl. Hampaenenue
ITallMEHTa HA MEIUKO-TEHETHYECKOE KOHCYJIbTUPOBAHNE

Bapuant 3: AIAT menee 35% HmkHEH TpaHUIBI HOpMbI — TsDKeNblid qedpunut A1AT.
HanpasneHnue nanueHTa Ha MEIMKO-TE€HETUYECKOE KOHCYJIbTUPOBAHUE

Il 3Tan: BeisiBjIeHUe myTanuu Pl rena

Jluaznocmuueckue meponpuamus.

- MOJICKYJISIPHO-TEHETUUECKOE HCCIEOBaHNe, MMEIOIIEe IIeNIbI0 MOMCK Haubosee
pacrpocTpaHeHHOro Tmarojoruueckoro amiens PlZ (HocutenscTtBo MyTtanuii rexa Pl,
NpUBOAINX K mojguMepuzanun A1AT).

Ouenka, KomMmenmapuu u 0eucmeus.

Bapuant 1: A1AT B Hopme + PIZ He oOHapyxkeH. BO3MOXHO HOCUTENBCTBO APYTHUX
penkux amieneit, kpome Bapuanta PIZ/N (mepexon x stamy I11)

Bapuant 2: AIAT B HOpMe + TOMO3HIOTHOC/TETEPO3UTOTHOE HOCHTEILCTBO PlZ —
nedurt ATAT

Bapuant 3: A1AT camxen + P1Z He o6HapysxeH. Bo3M0XHO HOCUTENBCTBO PYTUX
penkux ayutesei kpome Bapuanta PIZ/N (mepexon k atamy 1)

Bapuanrt 4: A1AT cHikeH + TOMO3UTOTHOE WIIA TE€TEPO3UTOTHOE HOCUTENHCTBO P1Z —
BBIHOCHUTCS 3aKimroueHue o aepunure A1AT

['OMO3UrOTHOE WJIM TETEPO3UTOTHOE HOCHUTENbCTBO PlZ He3zaBHCHMMO OT ypOBHS
ATAT B ChIBOPOTKE KpOBHU SIBJISIETCS NMPUUMHON MOBpexaeHus neuenu. Orcyrcrue Pl1Z
HE MOXET MCKJIIOYUTh TeHeThueckuil aedext. HocuTenbcTBO aApyrux Oojiee peakux
amteneir Pl, cnocoOctByronux nonumepuzaunu Al1AT, Moxer o00ycloBIMBaTh Kak
HOpMasbHbIN ypoBeHb A1 AT B CBIBOPOTKE KPOBH, TaK M CHU>KEHHBIN

11 3Tan: onpenesienue BKIoYeHusi moaumMepoB A1AT B renmaronurax

Juaznocmuyeckue meponpuamus.

- OuoricHs MEYeHN ¢ TUCTOXUMUYECKUM HCCIICIOBAHUEM.

Ouenka, Kommenmapuu u 0eiucmeus.

Bapuant |: Cnenududeckue BKIIOYEHUS OOHAPYKEHbI — TMOBPEKICHUE TCYCHH
00yCJIOBJIEHO HOCUTEITHLCTBOM TATOJIOTHUECKUX aiesneii Pl
Bapuant |l: Cnenuduueckue BKIIOUEHHUS HE OOHApY>KEHbl — JMArHo3 Jeduiura

ATAT He MOXeT ObITb MCKJIIOYEH (BO3MOXHO HOCHUTENBCTBO peAkux amienei Pl,
MPOAYKTHl KOTOPHIX HE BBI3BIBAIOT MOBPEKICHUE TIEUCHH) — MPOIOJIKACTCS TIOUCK
APYTO¥ MPUYMHBI TOPAKCHUSI ICYCHU

Jleuenue, monumopume

Monumopune napamempog nopadxcenus nevenu. (PUMKAIBHOE MHCCIEIOBAHUE,
¢byukuonansuble neuyeHouHble TecThl (ACAT, AnAT, II®, OunupyOun, ansOymuH),
[ITU nnmn MHO, o6muit ananus kpoBu, Y3 opranoB OpIoIIHOM MOJIOCTH, KOMITBIOTEpHAs
Tomorpadust — mpu uppo3se rneuenu (s aur ctapie S0 jier).



Ipopunaxmuxa O0onorHUmMenNbHO20 NO8pexcoenus neyeHu. BaKIHMHALUSA TPOTUB
BUPYCHBIX T€MaTUTOB A U B, HckiItoueHue ynorpeoieHus aakoros, n30eraTb Ha3HauYeHUs
renaToTOKCUYHBIX TMpenapaToB, pPaHHUW MPUEM KApOMOHMKAIONIUX JIEKAPCTBEHHBIX
cpencTB (MpU CyOHOPMAJIbHBIX 3HAYEHUSX TEMIIEPATyphl TENA).

Jleuenue: crnenu@uUUecKoil Tepanuu HE CYUIECTBYET, MPOBOAMUTCS KOPPEKIIMS
KJIMHUYECKUX TIPOSBIICHUA W OCIOKHEHHH Kak Mpu 3a00JIeBaHUSX T[E€UYECHU Ipyrou
ATUOJIOTUH; B TEPMUHAIILHOMN CTaJIMi — TPAHCIUJIAaHTAIUS TIEYCHH.



