[Tpunoxenue 4

Kk  Kiuumamueckomy  mporokoiy
«JlnarnocTtuka 5| JICUCHUE
NalMeHTOB ¢ 3a00JIeBaHUSIMU
OPTaHOB MUIIECBAPEHUS»

Jlnarnoctuka u JedeHUe 3a00JICBaHUI TICUCHU

1. Crearo3 neyeHu:

1.1. cormacHo MexXayHapOJHOM CTAaTUCTUYECKOM Kiaccu(uKaiuu
Oone3Hel W TpoOsieM, CBSA3aHHBIX CO 3J0POBBEM, JECATOrO IEpecMOTpa,
npuHsaToil B 1989 romy copok Ttperbeln ceccueit BcemupHoit accamOien
3apaBooxpanenus (nanee - MKB-10) creatos neveHn KiacCHPHUIMPYETCs Kak:

K70.0 ankoronbHast ;kupoBas IucTpodusi eYEHU [>KUPHAsI TICUYECHb |;

K76.0 >xupoBas JereHepainusi IE€UE€HH, HE KIacCU(UIIMPOBAHHAS B
JIpYrux pyopukax;

1.2. UICTIONB3YIOTCS CIAEAYIONINUE ONPEICTICHUS:

CTEaTO3 IMEUYECHU — AKKYMYJISIUS )KUPA B [IEUCHHU;

CTEaTO03 IIEYEHHU SBJISIETCA KOMIIOHEHTOM HEAJKOTOJIBHOM KUPOBOM
oonesun meueHn (manee — HAXDBII) wnam  BTOpHYHBIM — (PCHOMEHOM,
OOyCJIOBIICHHBIM JICHCTBUEM aJKOTOJIA, METa0OJUYECKHX, JEKAPCTBEHHBIX,
IreHeTUYECKUX, MH(PEKIMOHHBIX (akTopoB (BUpycHBIM rematutr C, OOJE3Hb
Buibcona-KonoBanosa u npyrue);

HAJKDBII — cniexTp XxapakTepHbIX U3MEHEHHUN MEYEHU NPEUMYIIECTBEHHO
C KpYIHOKAIEJIbHBIM CT€aTO30M Yy MAIlUEHTOB, HE YIOTPEOISIONINX aJIKOTr0JIb B
KOJINYECTBAX, BHI3bIBAIOIIUX TOBPEKICHUE ITEUCHU;

1.3. KIMHUYECKUMU KPUTEPUSIMH CT€aTO3a MEYCHH SIBIISIOTCS:

yBEIIMYCHHAS TI€YECHb;

Hanuune (PaKTOpPOB PUCKA CTEaTo3a MEYCHU: YMOTPEOJICHHE alKoroJis B
033X, TMPEBBIMIAIOIMUX | CTaHAAPTHYHO J103y B CYTKH JUJISI KEHIIMH U 2
CTAHJAPTHBIX JI03bl B CYTKH JJIs MY>KUMH (OTIPEACIISIETCS COTJIACHO TaOyuIiaM
19-20 npunoxkenus: 6 kK HacTosieMy KiuHUUeCcKOMY MPOTOKOJY), OXKUPEHUE,
caxapHblii auaber, MUCIMIUIAEMHUS, TPUEM CTEATOTEeHHBIX JIEKAPCTBEHHBIX
cpencts (panee — JIC), MmeTaboaMyecKUe U TEHETUYECKUE HAPYILICHUS,

1.4, nmarHocTHKa cTeaTo3a IMeUYeHH MPOBOJIUTCS COTIIAaCHO TabuIie 1;

Tabmuua 1
Obs3aTenpHas JlononHUTETbHAS
Jlnuna Tena, Macca Tena, MHIAeKCe Macchl Tena | Komnprotepaas tomorpadusi(nanee — KT)
(manee — UMT). OBII (mpy COMHUTENBHBIX WM TPEOYIOIIUX
OO61wuii ananus kposu (nanee — OAK). yTouHeHus pesyapratax ¥Y3U OBII).
OO6mwmit ananu3 Mmoun (nanee — OAM). buoncus medyenn (pu HAIMYMKA OYAroBBIX




OO0s3arenpHas

I[OHOJIHPITeJII)Ha}Il

buoxuMuueckoe — uccleqoBaHWE — KPOBU
(manee — BUK): onpenenenrie KOHIEHTpAIUU
OmnupyOWHa, OmpeaeieHne  aKTUBHOCTH
acmapTaTamMuHOTpaHcdepaspl  (mamee  —
AcAT), AKTUBHOCTH
anannHaMuHoTpaHchepassl (nanee — AnAT),

menouHoii  Qocdaraser  (mamee — D),
OTIpeJIeIIeHHe aKTUBHOCTHU ramma-
rimoramuiITpancnentuaassi(manee — I'T'TII),
OTIpeJIeIIeHHe KOHIIEHTpALUU

tpurnunepuaos (nanee — TI'), onpenenenue
KOHIIeHTpauuu xosectepuna (manee — XC),
OTIpe/ICIICHNE KOHIICHTPAINH TJTFOKO3HI.
VYbpTpa3ByKoBO€ HCCIEOBaHHE (nanee —
VY3U) opranoB OproliHOM mojocTu (fanee —
OBII).

Mapkepsl BUPYCHOTO remaTtura (famee —
BI'): HBsAg, anti-HCV.

W3MEHEHHUI, TpeOyromux
mupdepeHnuanbHOW  TUAarHOCTUKH €O
37I0Ka4eCTBEHHBIMU OITYXOJISIMH,
COMHHUTEIBHBIX pe3ynbTarax
BU3yaJIM3ALMOHHBIX UCCIICIOBAHMUI).
Anbda-deronporenn (manee — ADII) (mpu
HAJTNYUU U3MEHEHHU, TpeOyromx
nuddepeHImaTbHON JIUATHOCTUKU c
OITYXOJIbIO TICYEHHN ).
D30(aroractpoayoneHockonus  (mainee —
OI'AC) (upu  CHHAPOME  JHCIICICHH,
MOJIO3PEHUH Ha MOPTATBHYIO THIIEPTEH3HIO).

1.5. JAUAIrHOCTUYICCKUMHA KPUTCPUAMHU CTCATO34a IICUCHU ABJIAIOTCAL

HaJIM4UC IIPU3HAKOB

AKKYMYJIOUMK  )KHpa 110 JaHHBIM  MCTOHOB

sm3yanuzanuu (Y3U, KT, marautHo-pe3oHaHcHass Tomorpadus (maiee —

MPT)) u (vin)
HajIuuMe Kupa Oosiee dYeMm

B >5%

renmaToumuToB 110 JdaHHBIM

MOP(OJIOTMIECKOTO UCCIICIOBAHMS TICUCHH;
1.6. TMarHOCTUYECKUMU KPUTEPUSIMHU HEATKOTOJIBHOM XHUPOBOW 00JI€3HU

INEYCHU ABJISAIOTCA:

HaJu4yue MPU3HAKOB CTEAaTO3a MO JAHHBIM METOJOB BU3YAIM3ALUHA WIH
MOP(OJIOrMYECKOTO UCCIIEI0BAHMS IEUECHH;
OTCYTCTBHE MPUYUH BTOPUYHOM aKKyMYJALMM >Kupa (ymnorpedliieHue

aJIKOT 01,
HapylIeHUs);

npuemM CTCaTOrCHHbIX

JIC, BpoXjaeHHbIE METa0O0JIMUYECKUE

1.7. nasi OUEHKW CTENEHU TSIKECTU CTeaTo3a MEYEHU HCIOIb3YIOTCA
CJIeAYIOIIUE KPUTEPUU (TUCTOJIOTUYECKUE):

1 crenens: otmoxenue xupa < 33 % renaTouuToOB;

2 CTEINeHb: OTJIOXKEeHUE Kupa 33-66 % renaTouuToB;

3 CTeleHb: OTIOXKEHUE Kupa> 66 % renaTouuTOB,;

1.8. crearos neueHu KIacCUPUUUPYIOT CIEITYIOIUM 00pa3oMm:

1.8.1. HeankoroabHas KUPOBasi 00JE3Hb EUCHHU:

CTEaTo3;
CTEaTOTeIaTHUT;
1.8.2. BTOpUYHBIHI
U3BECTHO);

CTCaTO3 IICHCHU C YKa3aHHUCM OTHOJIOTHUH

(ecnu
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1.9. Ipu popMyIMpPOBKE JMATHO3a CTEATO3a IIEYCHH YKa3bIBAIOT .

HO30JIOTHIO;

3THOJIOTHIO;

CTEIEHb TSIKECTHU (€CIU MPOBOIUIOCH MOP(DOIOTUUECKOE UCCIIEIOBAHMUE);

1.10. menm JleueHus cTeaTro3a MeUYeHH CISaYIOITHe:

yYMEHBIIIEHNE KOJTUYECTBA KUPa B TICUCHHU;

HOpMaJIU3aIusl CTaTyca MUTaHuUs;

peayInpexaeHIE pa3BUTHS CT€aTOrenaTuTa;

1.11. nmoka3aHueM I TOCOUTAIIM3ALMU MAIllMEHTAa CO CTEATO30M II€UYEHU
SBIIIETCST HEOOXOJAMMOCTH BBITIOJIHEHHUSI OMONCHM TIeYeHU (TOCHIUTATU3AIMS
MalieHTa B TaCTPOIHTEPOJIOTHYECKOE WM XUPYPTHUYECKOE OTACICHHS
rOpOJICKOM opraHuzaiuu 3japaBooxpaHenus (naiee — [1'03), oOmacTtHOM
opraHm3aluu 3apaBooxpaneHus (naiee — 003));

1.12. nedyeHue manMeHTa CO CTEATO30M TCYCHU BKIIIOYACT yCTpaHEHHUE
WIM MHHUMHU3AIUI0 (AaKTOPOB PHUCKA: OTKA3 OT YHOTPEOJICHUS alKOToJs,
KOPPEKIIMIO CcTaTyca NUTaHus (HOpMaiau3alus Macchl Teja), HapyIIeHHUM
yTIIEBOJHOTO 0OMEHa, TUCITUTTUIEMUU;

1.13. mamueHThl CO CT€aTO30M II€UYEHH OTHOCIATCA K TpyIIe
nucnancepHoro Haomoaenus J(11).

2. XpOHUYECKUM TeraTuT:

2.1. cormacao MKb-10 XpoHndeckuii rernaTuT KiIacCu(PUIIUPYeTCs Kak:

B18 xponuueckuii BUPYCHBIN TeNaTHUT;

K70.1 aaKoroJpHbINA TEMaTT,

K71.3-K71.5 Tokcudeckoe TmMOpakeHHE TEUYEeHH, MPOTEKAIoIee II0
TUIY XPOHUYECKOTO TeraTura,

K73 XxpoHuyeckuil remnatut, HE KIACCU(PUUUPOBAHHBIA B JIPYTrUX
pyOpuKax;

2.2. UCTIONIb3YETCSl ONpeETCHNUE: XPOHUUECKUN TeMaTUT — KIMHUYECKUM
U TATOJOTUYECKUW CHUHIPOM, KOTOPbIA HWMEET MHOXKECTBO MNPHUYHH H
XapaKkTepU3yeTCs pPa3IMYHON CTEMEHbI0 TeNaTOLEIUIIOISIPHOTO HEKpo3a H
BOCIAJICHUS C IEPCUCTUPOBAHUEM O€3 yIIydIIeHHs OoJiee 6 MECSIIEB;

2.3. KTUHUYECKUMH KPUTEPUSIMU XPOHUYECKOTO TeMaTUTa SIBJISTFOTCS:

yCTaJIOCTh, 00IlIee HEJJOMOTaHUE, PEXe — TOUTHOTA, OOJIU B )KUBOTE, OOIU
B CyCTaBax M MBIIIIIAX;

yBeJIMUCHHAs TICYCHb;

" [Tpumepsr:

1. CreaTo3 ne4YeHU aJIKOr0JIbHON dTHOJIOTHH.

2. HeankoronbHast sxupoBasi 60J€3Hb MIEUCHH: CTEaTO3.

3. HeankoronbHast skupoBasi 00J€3Hb MICYCHH: CTEATOTCIaTHT, JIETKast

OMOXMMHYECKAST AKTHBHOCTb.
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IPU IPOTPECCUPOBAHUM — KEJITYyXa, TEeMHas MOUYa, KOXKHBIN 3y, MIIOXO0U

AaIllICTUT, CHMKXCHUEC MACChI TCJIA,

2.4. WarHocTMKa XPOHMYECKOTO TeMaThuTa TMPOBOJMUTCS COTJIACHO

tadnune 2;

Tabnuua 2

O6s13aTenbHast JIOTIOTHUTE T HAS

Jnuna Tena, macca tena, UMT [IporenHorpamma (Ipu HESICHOW STUOJIOTHUN).
C6op amkoroibHOro aHamie3a ¢ | UmmyHornoOyaunsl (nanee — Ig)A, M, G (npu
OIICHKOM CpeIHeCYTOYHOM JI03BI | HESICHOM STHUOJIOTHH).
ankoronisi  (ompenensiercst  coryiacHo | Ayroanturena: ANA, AMA, SMA, anti-LKM
tabiuuaMm  19-22  npunoxenuss 6 K | (mpu MIOJ03PEHUU Ha ayTOUMMYHHOE
HACTOSIIIEMY Knuanueckomy | mopakeHue).
MPOTOKOIIY), aHallu3 JIeKapCTBEHHOTO, | DepputuH, HACBIIIEHUE TpaHcdeppuHa
AIHUAEMHOJIOTUYECKOTO, xemesom (manee — HTX) (mpu  HescHou
HACJIEJCTBEHHOTO, TOKCUYECKOTO | 3THOJIOTHUH).
aHamHe3a. Llepynomnna3sMuH  CHIBOPOTKH  KpoBH  (IIpU
OAK, BKJIIOYAs ONpEJIETICHUE | HESICHOM ATUOJIOTUH).
TPOMOOIIUTOB. Bpauebnas koHCynbTalusa Bpaya-opTaabMoiora

BUK: ownmupyoun, AcAT, AnAT, D,
I'TTII, TT", XC, riroko3a, oO1iuii OeJIoK.
OAM.

Mapxkepst BI' (HBsAg, anti-HCV).
OnexTpokapauorpamma (manee — OKI).
VY31 OBIL.

Sr'JIC.

(mouck konen Kaizepa-dnetimepa npu HEICHOM
STHOJIOTHH)
CyTtouyHast JKcKkpeuuss Meaun ¢ Mouoil (Tmpu

HEsICHOM 3THOJIOTUH, CHU)KEHUHU
nepyJjoria3aMuHa, Haimnunu kosen  Kaiizepa-
Oneitiiepa).
Anbdal-aHTUTPUIICUH (mpu HESACHOU
ATHOJIOTHUN).

KT OBIl (npu o4aroBbIX U3MEHEHUSX B
MICYEHH).

buoncusi medeHu (mpu HESICHOW ATHOJIOTHUH,
HESICHOM (opMe TOpakeHus TMEYeHH, Npu
PELIEHNH YKCIIEPTHBIX BOIPOCOB).
Onactrorpadust medyeHu (NMpU HEOOXOJUMOCTH
OLIEHKH BBIpQ)XEHHOCTHU (PUOPO3a B MEUYECHHU).
Mapkepsl ~ nenuakuum  (IpU  KHUILIEYHBIX
CUMITOMAaX M HESICHOM ATHOJIOTHUHU TMOPaKEHUS
MICYCHH).

anti-HBcor u npyrue BUpycHbIe MapKepsl (IIpu
HESCHOW 3THUOJIOTHUH).

['eHoTHMNIMpOBaHUE BUpYcCa renaTura,
onpejesiecHue  BUPYCHOM  Harpy3ku  (mpu
IJIJAaHUPOBAHUU U (nnn) KOHTpOJIE
MPOTUBOBUPYCHOM Teparun).

BpaueOnas KOHCYJIbTalUs Bpaya-

MHpEKIMOHNCTa (MIPH TIOJOXKHUTEIBHBIX TECTax
Ha BUPYCHBIE MApKEpPHI).




2.5. IMarHOCTUYECKUMH KPUTEPUSIMU XPOHUYECKOTO IeMaTUTa SBIISIOTCS:

2.5.1. o01ye KpuTepur XPOHUYECKOTO rermaTuTa;

MepCUCTUpOBaHUE TIOBBIICHHBIX 3HaueHud ANAT, AcAT Oonee 6
MECSLIEB — OCHOBHOM KpPUTEPU;

BO3MOXHO ToBbIIeHue aktuBHOCTH D, I'T'TII (Tsixenoe obocTpeHue
3a00J€BaHus, aJKOTOJIbHAs 00JIE3Hb NIEYEHN);

MOP(OJIOrMYECKUE MPU3HAKH: KOMOUHALMS UHPUIBTPALMHU TOPTAIBHOTO
TpakTa C TOTPAaHUYHBIM (TIEPUMOPTAIBHBIM) TEMATUTOM, BHYTPUIOJIHKOBOMN
UHpUIbTpaAIMe U HEKPO3aMH U, BO MHOTHX CiTydasx, (pudpo3om;

2.5.2. KpUTepuu BUPYCHOTO TenaTuTa:

MOJIOKUTENbHBIE MAPKEPHI BUPYCOB IEMATHUTA;

2.5.3. KpUTEepUHU aIKOTOJBHOTO IenaTuTa:

UCKJIFOYEHHUE JIPYTUX ITHOJOTMYECKUX (PAaKTOPOB U

yHOTPEOJICHUE aJIKOTOJIsl B J103aX, MPEBBIIIAIONINX PEKUM HU3KOTO PUCKA
(10 r sTaHoNa B CYTKU sl KEeHIMH U 20 T — JjIsi MYXYUH) B COYETAHUU C
MPU3HAKAMU AJIKOTOJIBHOTO MOPAKEHUS TEYCHMU:

noBeimenne MCV;

noBbiieHue aktTuBHOCTH I'TT1I;

otHomeHne AcAT/AnTAT>2;

ungexkc ANI>0 (ompenensiercss corjiacHO Tadnuie 25 npuioxkeHus 6 K
HacTosmeMy KimnHruueckoMy MpoTOKOY);

WIM YHOTPEeOJICHHE ajKoroJii B J03aX, CO3JAIOUIMX OMAaCHOCTh IS
3I0pOBBs (00Jiee 2 CTaHIAPTHBIX J03 AJIKOTOJISI B JIEHb JJIS KEHIIUH U 4 103 —
JUIS My KYMH) B COYETAHUH C MPU3HAKAMU XPOHUYECKOTO IeNaTuTa;

2.5.4. KpUTeprunu TOKCUYECKOTO TeMaTuTa:

KOHTaKT C TOKCHYECKHM BEILIECTBOM, IPUEM JIEKAPCTB, HMMEIOIIUX B
KauecTBe MOOOYHBIX 3PPEKTOB TOKCUUECKUHN TenaTuT, nopbiieHue AcAT uiu
AnAT, xonecras;

BpEMEHHAasi CBsI3b  MEXJYy BO3JCHCTBHEM TOKCHMYECKOrO areHra
(JIeKapCTBEHHOTO CpEACTBA) W TOSBIICHHMEM TIIPU3HAKOB remaruta (mpu
JIEKapCTBEHHOM TOPXKEHUHM — DPA3BUTHE SBJICHHWN rematuta B TedeHue 5-90
nHel Ha (oHE MmpueMa JICKapCTBEHHOTO CPEJCTBA WM B TedeHHe 15 mgHen
MOCJIE€ €r0 OTMEHBI); MOJOXKUTENIbHAS JUHAMHUKA Ja0OpPATOPHBIX MOKa3aTenen
1IOCJIE OTMEHBI JIEKAPCTBEHHOT'O CPE/ICTBA;

UCKJTFOYEHHUE IPYTUX ITHOJOTHYECKUX (PAaKTOPOB;

2.5.5. Kkputrepuum  ayTOMMMYHHOTO  Tremartutra  (JIOTOJHUTEIBHO
UCIIOJB3YIOTCS KPUTEPUHU COTJIACHO Tabiuile 27 MPUIOKEHHUST 6 K HACTOAIIEMY
KiuanueckoMy IpOTOKOITY):

JKCHCKHUH MOJI;

noBbiiecHue ACAT, AnAT npu HeBbicOKOM ypoBHE LI[D;

MOBBIIIEHUE TaMMa-TJI00yInHOB, [gG;
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nanmnuue ayroanturel. ANA, SMA, anti-LKM1, anti-SLA/LP;

oTcyTcTBUE AMA;

OTCyTCTBHE MapkepoB BI';

HEOTSTOLLICHHBIN AJIKOTOJIbHBIN U JICKAPCTBEHHBIN aHAMHE3;

TUCTOJIOTMYECKUE KPUTEPUU: XPOHUUECKOE BOCIIAJICHUE, TPEACTABICHHOE
B OCHOBHOM JIMM(OIUTAMU C OOJIBIIONW JOJIEH IUIa3MaTUYECKUX KIETOK B
NOPTaJbHBIX TpaKTax; MPU AaKTUBHOM 3a00JICBAHUM — T[IOTPAHUYHBIN U
JOJIbKOBBIM TE€MaTUT; B PEMUCCHUM - OTCYTCTBHE JIMOO HE3HAUUTEIIbHBIC
BOCIAJIUTEIbHBIC U3MEHEHHUS B MOPTAJIbHBIX TPAKTAX;

HaJIM4ME JPYyTUX ayTOMMMYHHBIX 3a00JIEBaHMM Yy TMalMeHTa WU €ro
POJICTBEHHUKOB;

OTBET Ha TEPAINHIO0 KOPTUKOCTEPOUAAMU;

2.5.6. KpUTEpPUHU HEATKOTOJIbHOTO CT€aTOrenaTuTa:

NpPU3HAKK CTE€aTo3a IMEYECHW B COUYETAHUU C TOBBIIMICHHBIM YPOBHEM
TpaHCaMUHAa3;

ynoTpeOieHue ajkoroysi B 103ax, He npeBblimatronmx 10 r/cyT staHona
JUTst sKeHIIUH U 20 1/CyT — 7151 MY>KUUH;

Hanuure (HaKTOPOB PUCKA HEATKOTOJBHOW >KHUPOBOW OO0JE3HU TMEUCHH
(M30BITOYHASI Macca Teja WU OKUPEHUE, TUIIEPIUTINIEMHUs], CaXapHbI TuadeT
2 TUIa);

2.6. cTeneHb TSHKECTH XPOHUYECKOTO TeraTUTa OLIEHUBACTCS CIEAYOIUM
o0pazom:

2.6.1. OMOXMMHUYECKHE KPUTEPUU TSKECTU (AKTUBHOCTH) Te€NaTUTA:

JIETKUM remnaTtuT (JIerkasi akTUBHOCTH): ypoBeHb ANAT 110 3-X HOpM;

YMEPEHHBIM TremaTut (yMepeHHas aKTUBHOCTH): ypoBeHb AJAT 3-10
HOPM;

TSDKEJIbIN TenaTuT (BbICOKask aKTUBHOCTH): ypoBeHb ATAT > 10 HOpM;

2.6.2. KIWHUYECKHWE KPUTEPUHU TSKEJIOTO aJKOTOJBHOTO TIernaTuta
(cormacHo Tabmuue 24 npunoxenus 6 Kk HacrosueMy KamHuueckomy
IPOTOKOJTY):

kodppuunment Mennpeit 6onee 32;

olneHkKa 1o Ikaie ankoroipHOoro rematurta GLASGOW 9 OGamnoB wu
ooJee.

2.6.3. TUCTOJIOTUYECKNE KPUTCPHUU:

2.6.3.1. aktmBHOCTM xpoHmueckoro rematruta 1o METAVIR-
OTIPENENSAI0TCS COTJIACHO Tabnuile 3;

Tabmnuia 3
CryneHuarsie BHyTpuI016K0BBIE bann rucronorunueckoim
Hekpo3bl (PN*) HeKpo3bl (LN**) aKTUBHOCTH (A***)
PN=0 LN=0 A=0




7

CryreHvarbie BHYTpHI0IbKOBBIE bast rucromornyeckoi
Hekpo3nl (PN*) HEekpo3nl (LN**) AKTUBHOCTH (A***)
LN=1 A=1
LN=2 A=2
PN=1 LN=0,1 A=1
LN=2 A=2
PN=2 LN=0,1 A=2
LN=2 A=3
PN=3 LN=0,1,2 A=3

[Ipumeuanue:

*PN= 0 — orcyrcTByr0T, 1 — O4aroBoe MOBpEXIECHUE MOTPAHUYHON IJIACTHHKH B
HEKOTOPBIX TOPTATBHBIX TPakTax; 2 — nud@y3HOE MOBPEIKACHUE TTOTPAHUIHON TIACTUHKH
B HEKOTOPBIX MOPTAIBHBIX TPAKTaX MM O04aroBOE TMOBPESKICHHUE MOTPAHUYHON TUTACTUHKU
BO BCEX MOPTANTBHBIX TPAKTaxX; 3 — AU(Qy3HOE MOBPESKICHHE MOTPAHUIHON TUTACTHHKH BO
BCEX MOPTABHBIX TPAKTaX.

**_N= 0 — meHee, ueM oauH (Pokyc BocnajgeHus U (MJIM) HEKpo3a Ha OJIHY JIOJIbKY; 1
— He MeHee OJHOro (oKyca BOCIAJICHHS W/HIM HEKPO3a Ha OJHY JOJBKY; 2 — HECKOJBKO
0YaroB BOCTIAJICHUS W/WIH HEKPO3a HA OJHY AOJBbKY WIH MOCTOBUIHBIC HEKPO3BI.

***A= (0 — cnmabasi aKTUBHOCTb, | — yMepeHHas aKTHBHOCTb;, 3 — BBIpa)KEHHas
AKTUBHOCTb.

2.6.3.2. ctanuii xpounueckoro renatura no METAVIR — onpenenstorcs
corjiacHo taosiuie 4;

Tabnuna 4
Cragus Onucanue
0 OtcyrcTBre Ghubdpo3a
1 3Be3uaToe  pacliMpeHue  MOpTaJbHBIX  TPakToB  0e3
0o0pa3oBaHUs CENT
2 Pacmipenne  mopTaJibHBIX ~ TPAKTOB €  00pa3oBaHHEM
CAMHUYHBIX CENT
3 MHorounciIeHHbIE CENThI 0€3 UPPOo3a
4 [{uppo3
2.6.3.3.aKTUBHOCTH ayTOMMMYHHOTO T€NaTUTa — OMPEACNISIeTCS COTJacHO
Ta0JIuUIIE O;
Tabnuua 5
Bocnanenune Hekpo3s
Crenenp | mopTanb- | MEPUIIOP- | IOJBKOBOE | MOTPAHUYHBIN | JOJIBKOBBIMA
HOE TaJbHOE
0 0-2+ 0 0-1+
1 1-3+ 1+ 1-2+ <1+ <1+




Bocnanenne Hekpo3s
Crenenp | mopTayib- | MEPUIIOP- | AOJBKOBOE | MOTPAHUYHBIA | TOJIBKOBBIN
HOE TaJIbHOE
2 2-4+ 1-2+ 1-2+ <2+ <2+
3 2-4+ 2-3+ 2-3+ <3+ <3+
4 2-4+ 2-4+ 3-4+ <4+ <4+

2.6.3.4. CrerieHU TSHKECTH HEAJIKOrOJBHOrO cCTearoremnarura no Brunt —
OTIPEICIITFOTCS COTJIaCHO Ta0uIle 6;

Tabnuia 6
JlonbkoBoe BocnaieHue (0-3) [TopranbHOE Crearo3
BocnajeHue (0-3) (1-3)
0 — Her 0 —Her 1- <33%
1 — <2 doxkycos/ none 3penus (x20) |1 — Cnaboe 2 — 33-66%
2 — 2-4 doxkyca/ mose 3penus (%20) 2 — YMepeHHoe 3 —>66%
3 — >4 doxkycos/ none 3perus (x20) | 3 — BeipaxkeHHoe

2.6.3.5. craguil HEaNKOroJIbHOro cTeaTtoremnaruramno Brunt — ompenensitorcs

COrJIacHO Tadiuie 7;
Tabmuma 7
Cranus | [lepucunyconpanbhseiii | Ilepunoprans- | Centanshbii | [{uppo3
¢budpo3 B 30HE 3 HbIH (HroOpo3 budpos
1 DoKabHBIN WU — — —
pacIpoCTpaHECHHBIN
2 DoKabHBINA WU DoKaTbHBINA WU — —
pacrpocTpaHEeHHbIN pacrnpocTpaHeH-
HBIN
3 +/— +/— + -
4 +/— +/— Pacmpocrpa- +
HCHHBIN
2.7. wWcmomp3yeTcs CACAyromas ATHOJOTHYECKas  KJacCH(pUKAIUS
XPOHHUYECKOI0 TenaTuTa;

xpoHuueckuil BupycHsoiii renatut (B, C, D);
XPOHUYECKHUI BUPYCHBIN TenaTUT (He XapaKTepU3yeMblid UHbIM 00pa3om);
XPOHUYECKUM ayTOMMMYHHBIN T€NaTUT;
XPOHUYECKUM TENaTUT, He KIacCU(PUIMPYEMbIM KaK BUPYCHBIA WM Kak
ayTOMMMYHHBIH;
XPOHUYECKUM JIEKApCTBEHHBIN IreNaTuT;




MIEPBUYHBIN OMJIMAPHBINA IIUPPO3;

IIEPBUYHBIN CKIIEPO3UPYIOIINN XOJAHTUT;

0o01e3Hs Briscona-KonoBasiona;

00JIe3Hb MEUYEHU, BhI3BAHHASI HEIOCTATOYHOCTHIO 0.1 —aHTUTPUTICHHA;

2.8. IIpU MMOCTAaHOBKE AUATHO3a XPOHUYECKOTO IE€MAaTUTa YUUTHIBAIOT |

HO30JIOTHIO;

TUOJIOTHIO;

CTENEHb AKTUBHOCTU (MO AaHHBIM MOP(OJIOTHYECKOTO HCCIIEIOBAHMUS,
IPU UX OTCYTCTBUU — 110 JAHHBIM OMOXUMHUYECKOTO UCCIIEIOBAHNSA);

craauio (10  JaHHBIM  MOP(OJOTHYECKOTO  HCCJICAOBAHUS WM
AIaCTOMETPHUN);

2.9. uenu neyeHrs XpOHUYECKOTO TENaTUTA CIIEIYIOIIHE:

CHUKEHUE aKTUBHOCTH BOCHAIIMTENILHOTO MPOLECCa B MIEYEHU;

3aMeJieHue rporpeccupoBanus Gpuodposa;

IpEeAOTBpALEHUE PA3BUTHS LIUPPO3a [IEUECHH;

2.10. mokazaHus [ TOCHHUTAIM3AIMU TAIMEHTa C XPOHUYECKUM
reNaTUTOM BKIIFOYAIOT:

renaTUT C BBICOKOM AaKTUBHOCTHIO (FOCHUTANIM3alMs NAlMEHTa B
racTpoaHTeposiornueckoe otaenenue '03, O03);

OoTpULIaTeNIbHAsg JIMHAMHKAa OMOXMMHMYECKUX TOKazarenend (QyHKIuu
NEYEeHU C YXYyJALIEHHEeM OOIIEro COCTOSHUS MauueHta (ToCHUTaIu3aius
nanueHTa B ractpodnTeposiornyeckoe oraenenue 1'03, O03);

HEOOXOAMMOCTh  BBIMIOJHEHUS OWOTICHMH TeYeHH (TOCIUTATU3AIIS
NAalMEeHTa B TacCTPO’HTEPOJIOTMYECKOE WM XHPYPTHUUECKOE OTACIICHHUS
TOPOJICKOM OpraHu3anuu 3ApaBooxpanenus (maimee — ['03), obOmactHOU
opranuzanuu 3apaBooxpanenus (naisee — O03));

2.11. neyeHue XpOHUYECKOTO reNaTUTa BKIIOYAECT:

2.11.1. oOmue MeponpusiTUs: OrpaHu4eHre GU3NIECKON aKTUBHOCTH IIPU
BBICOKOM AaKTUBHOCTH T€MaTUTa W HAIWYUU CYOBEKTUBHOM CHUMIITOMATHUKU;
WCKJIFOYEHUE AJKOTOJIs; B 3aBUCHMOCTH OT TSDKECTH remaTuTa W HapylleHUs
cTaryca TMHTAHUS HCIOJB3YIOT OOBIYHOE TMOJIHOIEHHOE NHUTaHue 00
HA3HAYAOT JOMOJHUTENBHO DSHTEpaJbHOE NUTaHWE (IIpU  IMPU3HAKAX
HEJIOCTATOYHOCTH MUTAHUS);

2.11.2. necnemuduueckyo tepanuio: cunumapun 210 - 420 wmr/cyt
JUIMTENIbHO WM TMpenapaThl pa3BeTBICHHBIX aMUHOKUCIOT — A0 0,25 r/kr/cyt

" TIpumepsr:

1. Xponnueckuid BUpycHbIid renatut C (reHotun la), rucrosiornyeckas akTUBHOCTh 3
CT., pubpo3 2 cT.

2. AytoummyHHBIM  renatdT  (ANA-MO3UTHBHBIN),  BBICOKAas  OMOXHMMHUYECKas

AKTUBHOCTS.
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JUTUTENIbHO, UK ypcoJieoKkcuxoeBast kuciora 10-12 Mr/Kr/cyT IiauTenbHO, Win
agemetruoHrH 800-1600 Mr/cyT JIUTEIBHO;
2.11.3. Tepanus B 3aBUCUMOCTH OT 3THOJIOTUH T'eNaTUTA:

2.11.3.1. ayTOMMMYHHBIN TeMaTuT:
JIEYEHHE aKTUBHOU (Pa3bl:

KOMOWHHPOBaHHAs Tepamus — MNepopaIbHbIN TPEAHNU30I0H/a3aTHONIPHH:

1-g Henens:
2-51 HeJes:
3-s1 Henens:
4-g Henes:
5-1 Henmens:
6-s1 Henmens:

npeaHu30JI0H 60 Mr/cyT;

npeaHu30y10H 50 Mr/cyT;

npeann3osion 40 mr/cyT u azatuornput 50 Mr/cyT;
npeann3osioH 30 mMr/cyT u azaruonpus 50 Mr/cyT;
MpEeAHU30JI0H 25 Mr/cyT u azaruonpul 100 mr/cyr;
npean3oi0H 20 mr/cyt u azaruonpusn 100 mr/cyr;

7-s1 — 8-s1 HeAens: mpeaHr30JI0H 15 mr/cyT u azatuonpud 100 mr/cyT;
8-1 — 9-s1 Hegens: nmpenuu3oion 12,5 mr/cyt u azaruonpun 100 Mr/cyT;
10-s Henena: npeauusonoHd 10 mr/cyt u azatuonpun 100 Mr/cyT;

nIIn

MOHOTEpanus
HEMEPEHOCUMOCTH, TPOTUBOIIOKA3aHUX JIJISI HA3HAUCHUS a3aTUONIPUHA):
1-a Henens:
2-s HEJEIIA:
3-9 Heaens:
4-5 Henens:
5-g nenens:
6-g Henens:

epPOpabHBIM MIPETHNU30JI0OHOM (mpu
npeaHu3050H 60 Mr/cyT;
npeaHn305oH 40 Mr/cyT;
npeaan30yioH 30 Mr/cyT;
npeaHn30JioH 30 Mr/cyT;
npeaHu3050H 20 Mr/cyT;

npeanau3oiion 20 Mr/cyT;

nojACp>KUBarOIas Tepanusi B pazy peMUccuu (JIUTEILHOCTD - 2-4 roja;
MUHUMU3AIUA T[PUMEHEHUS] TMPEAHU30J0HA JOCTUTAeTCd 3a CYET €ro
KOMOWHAITUH C a3aTHOIIPUHOM ):

IIPEIHU30JI0H  BHYTpPb 20 wr/cyT
MUHUMaIbHAS 3P eKTUBHAS 1032);

npeauu3onon 10 mr/cyt unam menee u azaruonpuH S50-100 mr/cyt

UM MeHee (MCIOJIb3yeTcs

(onTUMallbHOE  COOTHOILIEHHE J03 MNOAOUPAETCSs € Y4YEeTOM JabopaTOPHBIX
MoKaszarejle W TEePEeHOCMMOCTH Tepaluu  IMalMeHTOM, HCIOJIb3yeTCs
MUHHMaJIbHas 3pPeKTUBHAS [103a);

2.11.3.2. anKOroJabHBIN reNaThT:

TToJIHast a0CTUHECHIINS,

HYTPUTUBHASA TOJJICPKKA — KOPPEKIUs OeIKOBO-3HEPTreTUYECKOI

HEJI0OCTATOYHOCTH, JAe(UIINTAa BUTAMHUHOB M MHKPOIJIEMEHTOB, MPU BBHICOKOM
HYTPUTHUBHOM PHUCKE — CMECH JIJISI SHTEPAIHHOTO TTUTAHUS;

IIPU TSDKETIOM aJIKOTroJIbHOM TenaTtute (MHiaekc Menapeit > 32, coriacHo
tabiuie 24 mnpuioxkeHus 6 K HacTosmeMy KIMHHYECKOMY IPOTOKOIY):
npeaHn30Ji0H 40 Mr/cyT BHYTPb (IpHU OTCYTCTBUU MPOTUBOMOKA3aHUN) 28 nHEN
C TOCJEAYIONMIEH MTOCTENIEHHOW OTMEHOW B TEUEHHE 2 HEAENb; IMPU OTCYTCTBUU
CHUKEHHUS OunupyOuHa uepe3 7 AHEH JIeUeHUs IPEHU30JIOHOM (WJIM 3HAYCHUE
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Lille model>0,45, cornacHo Ttabnune 24 npwiokKeHHs 6 K HaCTOAIIEMY
KnvHuueckoMy — MmpOTOKONy) — TPOJOJDKEHHME — MpUeMa  MPEIHU30JI0HA
HelleJIeco00pa3Ho;

2.11.3.3. HeaKOTOJIbHBIN CTEATOTeNaTHT:

HOPMAaJTU3AITUs MacChl TENa;

KOPPEKITUS TUCTUTTUIECMUN;

KOPPEKIIHS HapyIICHUH YIII€BOJHOTO OOMEHa;

2.11.3.4. BupyCHBIif renaTHT:

IPOTUBOBUPYCHASI TEPAIIUS 110 MTOKA3aAHUAM;

2.12. mamuMeHThl € XPOHMYECKUM TelmaTuToM (KpoMe BHPYCHOTO,
ayTOMMMYHHOT'0) OTHOCSTCSI K TpyIie aucnancepHoro Haomonenus J(I11) u
MOJJIeXKAT HAOIIOACHUIO BpauyOM-TEPaIeBTOM MOCTOSHHO;

2.13. nanueHThl ¢ XpOHUYECKUM ayTOMMMYHHBIM F€aTUTOM OTHOCSTCS K
rpynie agucnancepHoro Haomoaenus (1) u noanexaTt HaOMIOAEHUIO BpauOM-
racTPOIHTEPOJIOTOM MTOCTOSIHHO;

2.14. oOcnenoBaHWe MalMEHTa TMPU JUCIAHCEPHOM  HAOJIOJCHUU
BKJIFOYAET:

l pa3 B roa: MEOUUMHCKUNA OCMOTp, olleHKa craryca nutaHus, OAK,
ucciaenoBanre KpoBu omoxummdeckoe (ommmpyoun, ACT, AJIT, I®, I'TTII,
obmuii 6enok, riaokos3a), Y3U OBII;

1 pa3 B 3 roma wiMm TO KIMHUYCCKUM TIOKa3aHHWAM: BpadcOHas
KOHCYJbTAIUsl Bpada-racTpodHTEeposiora (I MAllMEHTOB, HAXOIAIIUXCS IO/
JUCIIAaHCEPHBIM HAOJII0ICHUEM Bpada-TepareBTa Wi Bpaya o01el MPaKTUKN);

2.15. xpurepueM d(PGHEKTUBHOCTH JIEUYEHUS W  JIUCIIAHCEPHOTO
HAOMIOZCHUS TIPU XPOHUYECKOM TeMaTUTE SIBISETCS CTaOWIM3anus WM
CHI)KECHUE aKTUBHOCTH BOCTIAJICHUSI B TICYCHH.

3. [luppo3 neveHu:

3.1. cornmacio MKB-10 tuppo3 neuenu kinaccuuimpyercs Kak:

K70.3 ankoroJyibHbIi HUPPO3 NEYEHHU;

K71.7 Tokcuyeckoe mnopaxeHue TMeueHu ¢ (GudpozoM U UHUPPO30OM
IICYCHH,;

K74 ¢ubpo3 u muppo3 nedyeHu;

K74.3 nepBuuHbIi OMIIMAPHBIN ITUPPO3;

K74.4 propuuHbIii OMIuapHBIA IUPPO3;

K74.5. GunuapHslii 1UPPO3 HEYTOUHEHHBIH;

K74.6 npyroi1 1 HEyTOUHEHHBIN UUPPO3 NIEYEHU;

3.2. ucnonb3yeTcsl cleAyrollee omnpeesieHue LUppo3a MEUeHU: LHUPPO3
nedyeHu — Auddy3HBIA mOpouecc, XapakTepusywoluiics (QudpozoMm u
MEPECTPOMKON HOPMAIBHOM ApPXUTEKTOHWKW II€YCHH, MPUBOJAIICH K
0o0pa3oBaHUIO  CTPYKTYPHO  AHOMAJIbHBIX  y3J0B, CONPOBOXKIAIOIIUNCS



HapyILIEHUEM  COCYIUCTOMN
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CHUCTCMBI IICYCHU C q)OpMI/IpOBaHI/IeM

apTEPUOBEHO3HBIX U IOPTOBEHO3HBIX aHACTOMO30B;
3.3. KIMHUYECKUMU KPUTEPHUSIMH LUPPO3a MEUEHU SIBISIOTCS MPU3HAKH,

yKa3aHHbBIC B TAOIHIIE §;

Tabnuua &

[Tpn KOMIIEHCUPOBAHHOM IIUPPO3E:

[Tpu ekoMIIeHCHPOBAaHHOM LIUPPO3E:

OTCYTCTBUC KIIMHUYCCKUX HpOf[BJIeHI/Iﬁ 1500040
HECIIC-

c1ab0 BbIpaXeHHbIE U (WJIK)
uuYecKue IposBICHUS:
yBEJIMUEHUE U YIUIOTHEHUE TICYCHH;
c1a00CTh;

a0IOMUHAIBHBIN AUCKOMQOPT;
yMepeHHas CIUICHOMETallns;

TCIICAHTUOKTA3UH, COCYAUCTBIC 3BC3JO0YKHU B
obOmactu BCPXHCIO IICYHCBOIO I10sCa HIIA

JINIIA;
IpUTEMa JIaIOHEH;
KpPACHBIN S3BIK;
TMHEKOMACTHS,
JTMC/aMeHopes;

pacmiMp€HUC BCHO3HOI'O PHCYHKAa Ha KOXKE

KUBOTA;
HapyUIEHHUE OBOJIOCEHUS HA TPYAM.

KENTyXa,

aCILIHT;

TICUX0-HEBPOJOTHICCKUE CUMIITOMBI;
KpOBOTeucHHUE U3 BepXHuX otaenoB JKKT;
KPOBOTOYHBOCTb;

00JIN B JXKMBOTE;

JUXOpPaJIKa,;

HapyIICHUE CTaTyca IMUTAHMSI.

3.4. TuarHoCcTUKa Ipu UPPO3€ MEeUESHU MPOBOJIUTCS COTIIACHO Tabmule 9;

Tabnuua 9

Oo0s3arenpHas

I[ononHI/ITeJH,Ha;[1

Ouenka craryca MUTAHUS
MPOBOJIUTCS COTJIACHO TadiuIam 1-
4 mpunoxeHus 6 K HaCTOAIIEMY
Knuanueckomy npoTtokoiny.

COop anKorONBbHOTO aHaMHe3a C
OIICHKOM  CPEIHECYTOYHOU O3Bl
aJIKOroisa coriacHo TaOimiam 19-
22 mpunoxeHuss 6 K HACTOSIIEMY
Knuanueckomy mpoTokoiny.

Orenka HEPBHO-TICUXUYECKOTO
cTaryca, MPU OTCYTCTBHH SIBHBIX

HapylIEHU — IICHUXOMETPUYECKOE
TECTUpOBaHUE (TECT CBS3bIBAHUSA
gucea  corjacHo — Tabmume 23

MPUWIOXKEHUsT 6 K HaCTOSIEMY

Aytoantutena: ANA, AMA, SMA, anti-LKM (mipu
M0/I03PEHUU Ha AyTOMMMYHHYIO 3THOJIOTHIO).
Lepynomna3sMuH CHIBOPOTKA KpOBU (TIpU HESACHOU
ATUOJIOTHUH).

®epputun, HTK (npu HesicHOM 3THONOTHN).

Ocmotp  Bpaua-orampmosiora  (MOUCK  KOJell
Kaitzepa-®neitmepa) (mpu HESICHON 3THOJIOTHH).
CyTrouHasi SKCKpelusi MeId ¢ MOYOi (mpuU HEsICHOM
ATHOJIOTUH, CHW)KCHHH IIepYyJIOIUIa3MUHA, HAJIUYUU
kozer Kaiizepa-®uneiimepa).

Anbdal-aaTUTpHIICHH (IPU HEICHOM STHOJIOTHH).
KT OBII (mpu Hanuuuu W3MEHEHUH, TpeOyrommx

TG QpepeHTNaTbHON  TUATHOCTUKH € OITYXOJIBIO
TIEYEHU).
Onacrorpadgust  (Ipu  OTCYTCTBHHM  IPHU3HAKOB
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O0s3arenpHast JlonoHUTebHAS
Kinanueckomy npoToKoaiy). JIEKOMIICHCAIlMM W COMHEHHHM B HaJMYUHM IMPpO3a
OAK, Bxiouas  TpPOMOOLMTHI, | IEYEHH).
PETUKYIOLHUTHI. buoricus mewyenum (mpW  HEACHOW  STHOJIOTHH,
OAM. mddepenmansHOR JIMarHOCTHKE 0YaroBbIX

BUK: o6muii Oenox, OunupyOuH, | ©3MEHEHUH, PELIEHUH SKCIIEPTHBIX BOIIPOCOB).
AcAT, AnAT, @, ITTII, XC, | A®Il (mpu HaAIUUYMK U3MEHEHHUH, TpeOYIOIINX

anbOyMUH, TITIOKO3A. muddepeHIIMaIbHON  TUATHOCTUKA € OMYXOJIBIO

Omnpenenenre  TPOTPOMOMHOBOTO | IEYECHH).

unaekca(nanee — [ITHU) wwm | JluarHocTryeckuii  maparmeHte3  (MpH  BIIEPBBIC

MEXIYHAPOIHOTO BBISIBIICHHOM acluTe 2-3 CTENeHH, JHXOPAJKe,

HOPMAJIN30BaHHOTO abloMUHANIBHONU OO0JNM) C aHaJU30M AaCHUTUYECKOU

otnomenusi(ganee — MHO). JKUIKOCTH:

Mapxkepst BI': HBsAg, anti-HCV. 00s3aTeNbHbIE TECTHI - KOJIMYECTBO KJIETOK B 1 MII C

OKT'. 170'¢ muddepeHmamei, aTpbOyMUH,

Y31 OBIIL. 0aKTEepUOIOTHYECKUH TIOCEB;

Or'JiC. OTIOJTHUTEIbHEIE TECTBI - [IUTOJIOTHYECKOE
UCCJe0BaHueE, KYJIbTYpbI MUKOOaKTepHUit

TyOepKyJesa, [II0K03a, aMuiIasa.

DNEKTPOIUTHI KPOBU (MPU AUYPETUUECKON TEPAIHH).
Wonbl HaTpust M Kanus B CIy4allHOW MOPLUUHA MOYHU
(mpu HeajeKBaTHOM IOTepe Macchl Teida Ha (oHe
JeYSHUS TUYyPETHUKAMH).

Wonsl HaTpusi B cCyTOUHOU Moue (pu pePppakTepHOM
acuure, N0JI03pEHUN Ha HECO0JII0/IeHHE
TUIIOHATPUEBOU TUETHI)

3.5. IMarHOCTUYECKUMH KPUTEPHUSIMU ITUPPO3a MEUCHU SIBIISTIOTCS

KJIMHAYECKUE TMPU3HAKKM XPOHUYECKUX JudPy3HbIX 3a00JeBaHU
neuenu(nanee — XJI3I1) (yBennyeHHWe W YIUIOTHCHHE IIEYCHH), OTKJIOHCHHS
7a00paTOpPHBIX TECTOB (CHWXKEHUE albOymMuHa, cHwkenue [ITU wnwm
yBenuuenne MHO, noBeiienue ounupyouna, AnAT, AcAT, I®, I'TTII) B
COYETAHUU C IPHU3HAKaAMK MOpTaibHOU runeprensuu(naiee — I1I) (yBenudeHnue
IaMeTpa MNOPTaJbHOM, CEJIC3CHOYHOM WM  ME3CHTEepHAIbHBIX  BEH,
BAPUKO3HBIE BEHbI MUIIEBOJIAa U (WJIM) >KEIyAKa, SKTOMUYECKUE BAPUKO3ZHbBIC
BEHbI, YBEJIMUCHHUE CEJIE3CHKHU, ACLIUT) U (UJIN)

Mopdosiornueckue npusHaku (aqud@y3ueii pudpo3 ¢ GopMupoBaHreM
JIOKHBIX JIOJIEK);

3.6. olleHKa TPOSIBJICHUNA MOPTAIBHOM THUINEPTEH3UHM M OCJIOKHEHUI
OCYIIECTBISICTCA  C  HWCIOJB30BAaHWEM  CIACAYIOIIMX  KJIacCHU(PUKAIIHMA,
ONPEAECTICHUN U KPUTEPHUEB:

3.6.1. BapuKO3HOE pacIIMpPEHNE BEH MUIIEBOIA U KETY/IKA;

3.6.1.1. knaccudukamnus BApUKO3HBIX BEH MUIICBO/IA:

1 creneHb: HeOOJbIIME, HEU3BUTHIE BAPUKO3HO PACIIMPEHHBIE BEHBI
nuieBoa (nanee - BPBII), kotopsie criaxuBaroTcst uHCYbQiisiiiueir Bo3ayxa;
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JMaMETp BEH HE MPEBBIIIAECT 5 MM, BEHbI BHITAHYTHIE, PACIIONAratoTCs TOJIbKO B
HU>KHEW TPETH MHUIIEBOA;

2 crenenb: uzBuThie BPBII, 3anumaromue menee 50% mnpocsera
JTUCTAIBHOTO OTJeNa MHUINEBOJa; AuaMeTp BeH oT S5 1mo 10 MM, BeHbI
pacnpoCTpaHsIOTCS Ha CPEIHIOI0 TPETh MUIIEBOA;

3 crenenb: Oosbiire U u3BuThie BPBII, kotopeie 3anumMarot 6osee 50%
IpPOCBETa JUCTAJIBHOTO OTAENa NUIIEeBOAA; AuaMerp BeH Oosiee 10 mwm,
HaNPsDKEHHBIE, C TOHKOW CTEHKOM, PaCIlOJIOKEHBI BIUIOTHYIO JIPYT K APYTY, Ha
MOBEPXHOCTU BEH «KpacHble 3HaKm» (red color signs);

3.6.1.2. knaccudukamnms BApUKO3HBIX BEH JKEJIyIKa:

ractpoa3odareansubie BeHbl (GOV):

GOV1 — npopomxenue 330¢areanbHbIX BEH BAOIb MaJIOW KPUBU3HBIL,

GOV?2 — npoaomxenue 330(hareaabHbIX BEH Ha THO KEITYIKa;

M30JMpPOBaHHbIE kenynouHbie BeHsl (IGV):

IGV1 — BeHbI HA KETYIKA;

IGV2 — n3onupoBaHHbIE BEHBI IPYTUX OTAEIIOB KETY/IKa;

3.6.1.3. orieHKa pUCKa pPa3BUTHUS BAPUKO3HOTO KPOBOTCUCHHUS:

HU3BKUW PHCK: BapUKO3HBIE BEHBI Majoro pasmepa (< 5 Mmm) 06e3
«KpaCHBIX 3HAKOBY;

BBICOKMU PHCK: BapUKO3HBIE BEHBI OOJBIIOTO pasmepa (> 5 Mm),
«KpacHbIE 3HAKW;

3.6.2. mopTasibHas TUNEPTEH3UBHAS TaCTPONATHS:

rpajauys nopTaibHOU runepTeH3uBHOM racrponatuu (Baveno II):

yMEpEHHas: MO3auYHbIM PUCYHOK JIETKOW cTeneHu (0e3 KpacHbIX apeod);

TsDKEJast: MO3aUYHbIM PUCYHOK MOKPBIBAETCSA «KPACHBIMU 3HAKAMW» WIIU
MPUCYTCTBYIOT KaKUE-IUOO APYTHUE «KPACHBIE 3HAKUY;

3.6.3. acuur:

3.6.3.1. rpajganus acumra:

| creneHb: acIUT BBISABISETCA MPU BU3YAITU3UPYIOIINX UCCIEAOBAHUSX;

2 cTeneHb: acuuT onpenensercs npu (GU3nKaIbHOM UCCIIEOBAHUN;

3 crerneHb: HAPSHKEHHBIN aCIINT;

3.6.3.2. kputepuu pedpakKTEpPHOTO aCIHTA:

HE KOHTPOJIMPYETCS OrpPaHUYCHUEM HATpUs U MAKCUMAJIbHBIMH J103aMHU
JUYPETUKOB;

OBICTPO PELIMIMBUPYET MOCIIE MAapalleHTEe3a;

3.6.3.3. moarumel pedpakTepHOro acuura (OMPEICNIIOTCS COTJIACHO
tabmurie 26 nmpuiiokeHus 6 K HacToseMy KITMHIYecKoMy POTOKOITY):

INYPETUK-PE3UCTEHTHBIN acIuT;

JINYpPETUK-HENOAATIMBBIN aCIUT;

3.6.4. renaTopeHATBHBINA CHHIPOM;
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3.6.4.1. xpurepun rematopeHaibHOro cuHapoma (mamee - ['PC) | Tuma
(paccMatpuBaeTcsi Kak CHeUU(PUUYECKUA BapUaHT OCTPOTO TOBPEKICHUS
MOYEK):

IMAarHo3 LUppo3a NEYEHU C ACLIUTOM;

JIMArHo3 OCTPOTO MOBPEXKACHHUS MOYEK (OCTpOE 3HAYMMOE YMEHBUIEHUE
CKOPOCTH TJIOMEPYJISIpHOW (puibTpalnuu, MOpOSIBISIONICECS  MOBBIIICHUEM
CBIBOPOTOYHOI'O KpeaTWHHHA Ha >26,5 MKMOJb/J B TeueHue 48 yacoB WM Ha
>50% OT HaYabHOTO YPOBHS B TEUEHUE MOCJICIHUX 7 JTHEH);

OTCYTCTBHUE OTBETAa CO CTOPOHBI CHIBOPOTOYHOI'O KpPEaTMHHHA MOCIE 2
IHEW OTMEHbl JWYPETHUKOB W MNPOBEAECHUSA IJIa3MO3aMEIIAIONICH Teparuu
aTbOyMUHOM B J103€ 1 I/KT Macchl Tea;

OTCYTCTBHE IIOKA;

OTCYTCTBUE TEKYIIEro WJIM HEJAAaBHETO UCIOJIb30BaHUS HEQPOTOKCUUHBIX
nexkapctBeHHbIX  cpeacts  (HIIBC, amuHOTrIMKO3uzbl, HOACOAEpIKAIINE
KOHTPAaCTHBIE CPEJICTBA);

OTCYTCTBHE MaKpPOCKOMUYECKUX MPU3HAKOB CTPYKTYPHOTO MOBPEKICHUS
MOYEK, & UMEHHO: OTCYTCTBUE MpoTeuHypuu (>500 Mr/cyT), MUKpOTeMaTypuu
(>50 >puUTpOUKUTOB B MOJIE€ 3PEHUS), MATOJOTHMYECKUX MU3MEHEHUU MOYEK MpHU
V3U;

3.6.4.2. xputepuu I'PC |l Tuna (paccmaTtpuBaeTcsi Kak crieruduuecKuit
BApUAHT XPOHUYECKON 0OJIE3HU MOYEK):

yMEpEeHHOE HapylieHue (YHKIMU TOYEeK CO CTaOWJIbHBIM  WJIU
MEJJIEHHBIM MPOTPECCUPOBAHUEM, YACTO C HATMYUEM pe(PAKTEPHOIO aCLUTa;

3.6.5. crioHTaHHBIN OakTepUaNbHBIN MepuTOHUT (manee - CBII);

3.6.5.1. ucnomnn3yercs ompenenenue CBIl: CBIl - unbuUIMpoBaHHBIN
acIUT B OTCYTCTBHE HWHTPAaOJOMHUHAIILHOTO WJIH XUPYPTHUECKH JICYCHOTO
MCTOYHMKA MH(DEKINU (BTOPUYHBINA OaKTepraIbHbIN MEPUTOHHUT);

3.6.5.2. xputepuu CBII:

nonoxutenbHble  KyaeTypbl  (E.  coli, Klebsiella  pneumonia,
Pneumococcus) aciuTuueckoi XUAKOCTU (MOTYT OBITh MOJIOKUTEIIBHBIMU JI0
HEUTPOPUIBLHOTO OTBETA);

MOBBIIIICHUE A0COJIFOTHOTO COJEPKaHUsI HEUTPOPHUIOB B ACHUTUUECKOU
KuakocT (>250/mm’);

OTCYTCTBHE OYEBUJHOIO HWHTPAaOJOMUHAIIBHOTO WIH XUPYPTrAYECKU
JICYCHOT0 UCTOYHUKA HH(EKITNH;

3.6.5.3. Bune1 CBIT:

kiaccuueckut CBII (B aciuTUuUecKoW JKUJIKOCTH  IOJOKUTEIbHbIS
KyJIBTYPBI + HEHTPObUIbHBIE NEHKOLUTH >250 KIeToK B | MM°);

KyJIbTYpO-HEraTUBHBI  HEUTPOPUIBHBIM  acuuT (B  aCIUTUYECKOU
KUJIKOCTH HETATUBHBIC KYJIbTYPhl M1 HEUTPODUIBbHBIE JTEUKOIUTHI >250 KIETOK
B 1 Mv);
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MOHOMHUKPOOHBIH 0e3HEUTPOPUIBLHBIN OaKkTepUAIbHBIN acIuT
(TOJIOKUTENbHBIC KYJIbTYPhl U HEUTpO(PMIbHBIE JTEUKOIUTH <250 KieTok B 1
MMY);

3.6.6. cuHIPOM THIIOHATPUEMHUH.

3.6.6.1. ucronp3yeTcs onpeaeneHne CHHAPOMA THITIOHATPUEMHH: YPOBEHb
HaTpus B CBIBOpPOTKE KpoBH <130 MMOJIB/I ¢ HalIUYUEM KIMHUYECKHUX
MPOSIBJICHUN WK 0€3 HUX;

3.6.6.2. rpaganys cUHIpOMAa TUIIOHATPHUEMUH

MajoornacHass THUIIOHATPUEMUsS: HATpUl B CBIBOPOTKE KpoBu >125
MMOJIB/JI, O€CCHMIITOMHAs WIN 0€3 TSKEIJIBIX CHMIITOMOB;

TUTIOHATPUEMHUS C KIMHUYECKUMH MPOSBICHUSMU: HaTPUU B CHIBOPOTKE
KpoBH <125 MMoIb/11, HO >115 MMOJIB/11, 00BIYHO 0€3 TSHKEIBIX CUMIITOMOB;

TsDKEIas TUIIOHATPUEMHUS: HATPHUH CBIBOPOTKU KpoBH < 115 MMOJIB/I;

3.6.7. neuenoyHas sHuedanonatus (naiee - [19):

3.6.7.1. ucnonpzyercs onpexaenenue [13: quchyHKIMS TOJIOBHOIO MO3ra,
MPUYHHOW KOTOPOW SIBJISETCS MEYECHOYHAS] HEIOCTATOYHOCTh M (WMJIH) TIOPTO-
CUCTEMHOE IIYHTUPOBAaHUE M KOTOpas TMPEJCTaBl€HA IIMPOKUM CIIEKTPOM
HEBPOJIOTHYECKUX W  TICUXMYECKUX HAPYIIEHUH OT CYOKIMHUYECKUX
MIPOSIBJICHUN 10 KOMBI;

3.6.7.2. xnaccuduxanus [13:

110 MPUYHHE Pa3BUTHS:

tunt A — [1ID, pa3BuBIIasCS BCIEACTBHE OCTPOTO MOBPEKIACHUS NEUCHU
(Ha done GyIPMUHAHTHON MEUYEHOYHOW HEAOCTATOUYHOCTH, B MPOUCXOKICHUU
rJlaBHasi POJb OTBOJUTCA TOBBINICHHIO BHYTPHUUYEPEITHOTO JaBICHUS U
HapacTaroleMy OTeKy MO3Tra, SK30TeHHas opma);

tun B — IID, pa3BuBmascs BCAEACTBHE MOPTO-CUCTEMHOIO
IIYHTUPOBAHUSI KPOBH B OTCYTCTBHE 3a00JICBaHUS T€YEHHU («IIyHTOBAs»
sHIIeanonaTus);

tunt C — I1D, pa3BuBmIasCS BCIEACTBUE LUPpPO3a IMEUCHH (IHIAOTCHHAS
hopma);

0 CTENEHU TSHKECTH - B COOTBETCTBUMM ¢ Kputepusmu \WestHaven,
npeacTaBieHHbIMEH B Tabmmie 10 (cTemeHb HapyIIeHUS  CO3HAHUS
JOTIOJIHATEILHO oOIlcHuBaeTcs mo 1mkaiae Glasgo corimacHo Tabnmme 32
PWIOKEeHHS 6 K HacTosimeMy KimHuYIecKoMy IPOTOKOITY);

Taomuma 10
Crenenn Onucanue IIpemyaraemsle onepaTUBHbIE
KpUTEpUU
1 2 3

bes OrcyrctByer IID, orcyrcrByeT | Pe3ynbrarhl TECTOB HOpMasbHbIE
HapylieHu. | anamues [10.
Munu- OTtkioHEeHHE pe3ynbTaToB | OTKIOHEHUs pE3yJIbTaTOB
MajbHas TECTUPOBAHHUS WIHN | TECTUPOBAHUS.
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Crenenn Onucanue [Ipenyiaraemble onepaTUBHbBIE
KpUTEPUU
(nanee Helpodusnosornyeckue
MIID): U3MEeHEHUuss  0e3  KIMHHUYECKUX
MIPOSIBJICHUM.
I Olipopust  wmnm  OecniokoiictBo | HecmoTps Ha COXpaHEHHE
TPEBOKHOCTb. OpUEHTAallMMi  BO  BpPEMEHU U
CHIKeHHe  MPOJOJHKUTENBHOCTH | IPOCTPAHCTBE Yy MALMEHTa €CTh
KOHLIEHTPALIMY BHUMAHMUS. HEKOTOpHbIE NO03HABaTEJIbHbIE
Hapymienne cuera: crnoxeHuss u | (MOBEIECHYECKHE) OTKJIOHCHHUS
BBIYUTAHUS. OTHOCHUTEIIBHO ero JINYHOCTH,
Hapymenne putma cHa. BBISIBIIIEMBIE  IIPM  KIIMHUYECKOM
0CMOTpE WIH co CJIOB
POJICTBEHHUKOB JIMOO MEIULHUHCKOIO
NepCOHAIA.
I Jleraprus win anatus. Jle30pueHTHpOBaH  BO  BPEMEHU
JlezopueHTanus BO BpEMEHH. (MUHMMYM 3 HENpaBUJIBHBIX OTBETA!
OueBunHOE W3MEHEHHUE | YUCIIO, JAEHb HENEIU, MECAl, CE30H
WHIMBUIYaJIbHOCTH. WIM TON) *+ Jpyrue YIOMSHYTHIE
Henannexaniee nosenexue. MPU3HAKH.
Jucnpakcusi.
AcCTepHuKCHC.
Il COHIMBOCTB WM TTOJIYCTYIIOP. JlezopueHTanuss  Takke H B
OTBeuaeT Ha CTUMYJIBL. IIPOCTPAHCTBE (MUHUMYM 3
I'pyGas nezopueHTanus. HENpPAaBWIBHBIX  OTBETA:  CTPaHa,
[IpuuyanuBoe noBeneHue. roCy/lapcTBO, TOpoi, OO0JaCTb WU
MECTO0) =+ Jpyrue MEHTaJIbHbIE
IPU3HAKH.
v Koma. Her ortBera paxe Ha OoneBble

CTUMYJIBI.

M0 BBIPAXKEHHOCTH KJIMHUYECKUX MPOSIBICHUN:
CKpbITasi — MUHUMaJIbHasl, CTENEHb |;
sBHad — crenenu I, I, 1V,

110 BPEMEHHU BO3HUKHOBEHHUS:
snu3oauueckas I119;

peunauBupytomas I3

HHTCPBAJIOM 6 MCCAIICB UJIN MCHBIIIC,

nepcuctupyromass [[D — mnoBeaeHUeCKHE W3MEHEHUS

- snuzoasl [ID mpoucxoast

C BpPCMCHHBIM

IPUCYTCTBYIOT

MOCTOSIHHO, TIEPUOANYECKH TposBiieHus 11D ycyryonsrores;
10 HATMYHUIO TIPOBOIUPYIONTUX (PaKTOPOB:
CIIOHTaHHas - 6€3 TPOBOIUPYIOMUX (HAKTOPOB;

C HAIMYHUEM MPOBOIUPYIONINX (PaKTOPOB;

3.6.7.3. xputepuu I13:
paccTpoiiCTBa MICUXUKH (CO3HAHUS, MHTEIJICKTA, INIHOCTH );
HEPBHO-MBIIIIEYHBIC CUMIITOMBI (B TOM YHUCJIE, aCTEPUKCHC);
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OTKJIOHCHHA IICUXOMCTPUICCKUX TCCTOB,

n3MeHenus 291

MOBBIIIIEHHBI YPOBEHb aMMHaKa B KPOBH;
3.7. OIleHKa TSKECTH LHUPPO3a IMEUCHH TMPOBOJMUTCS COTJIACHO IITKAJIe
TSDKECTH 1uppo3a neuenu no Yaina-I1eto, npeacraBnennoi B Tadbmnuie 11;

Taomuna 11
[TpusHaku 1 Gamn 2 Gamna 3 Gamra
Acuur: HET, YMEPEHHBIN,O/I- | BRIpAXKCHHBIH,
JAIOUMICS  Tepa- | TPy IHOMOOWIIH-
1305058 3YIOIIUICS.
DHiedaaonaTus. HET; I u II creneny, III u IV crenenu;
CHB?pOTOqHHH a0 YMHH 6onee 35; 28-35; MeHee 28.
(t/m):
ChIBOPOTOUHBIN OHIMPYOUH
(MKMOJTB/1T): MeHee 34, 34-51,; 6onee 51;
npu [1B1] (Mxmons/m): 17-67, 68-169; 6omee 170.
I[ITU unn oomnee 70 40-70 menee 40
MHO: MmeHee 1,7 1,7-2,2 Oomee 2,2.
Kiacc A 5-6 GamoB
OrneHka: knacc B 7-9 GamioB
knacc C 10-15 6amnos.

3.8. uppo3 neveHu KiiaccuPpuuupyercsi:
3.8.1. no MopdosIornuecKkuM Mpu3HaKaM:

MUKPOHOYJISAPHBIN;
MAaKpPOHOYJISPHBIN;

CMEIIaHHBI MUKPOHOYJISIPHBIN (MAaKpPOHOIYJISIPHBIN);
MOCTHEKPOTHUYECKUM TTOCIIE OJOCTPHIX MACCUBHBIX HEKPO30B;
3.8.2. 10 KOMIIEHCAINH:
KOMITCHCUPOBAHHBIN;
nekomnencupoBadHbil (kjaace B unu C mo Yaina-Ilsro nmubo Hamuuue
ONIHOTO WM 0OoJiee OCIOXHEHMM: aciuT, KpoBoTedeHue u3z BPBII, 113,
renatopeHangbHblil cunapomM(nanee — ['PC), neuenounsiit ruapotopakc, CIIb);
3.8.3. Mo aKTMBHOCTH:

AKTUBHBIA

HCAKTHUBHBIN;

(umeroTcs
TUCTOJIOTUYECKUE TPU3HAKU aKTUBHOCTH));

OMOXUMHYECKHUE

(AcAT,

AnAT) wunm
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3.9. IIpu MOCTaHOBKE AMATHO3a UPPO3a [IEYEHH YUUTHIBAIOT .

9THOJIOTHIO 3a001€BaHUS;

KJacc TsorecTH 3aboneBanusano Yainna-I1ero;

AKTUBHOCTHh (MO JaHHBIM MOP(OJOTHYECKOr0 HCCIACAOBaHUS U (WUJIN)

aKTUBHOCTH TPaHCAMMHA3);

MIPOSIBJICHUS TOPTAIBHON TUIIEPTEH3UH;

MPOSIBJICHUS JICKOMITICHCAIIUM (OCTI0KHEHUS);

CTaTyC MUTAHUS;

3.10. mempto IeyeHus UPpPo3a MEUCHH SIBIISICTCS:

coxpaHeHue (PYHKIIMOHAIBHOW TKaHU ME4YeHU (YMEHbIIICHHE aKTUBHOCTU
npoliecca, TOpMOXKEHUE MporpeccupoBanust Gpudpo3a);

COXpaHEHUE KOMIICHCALIUH U TIPEAYTPEIKICHUE OCIOKHECHU;

KYIHPOBaHUE JEKOMIICHCAIINH;

3.11. mokazaHusIMU ISl TOCIIUTAIIM3AIMHN TTAIMEHTA C IUPPO30OM TEUCHH
SBJISIFOTCSL:

BIIEPBBIE YCTAHOBJICHHBIM AMArHO3 LUPpPO3a MEUYEHU C KIIACCOM TSKECTH
A (KpoMe OYEBUIHON AQJIKOTOJbHOW 3THONOrMu), B wmm C — yTouHeHHe
JMarHo3a M JieueHWe (TOCHUTAIM3alvs TalueHTa B TEparneBTUYECKOE,
racTpoaHTeposioruueckoe otaenenuss PO3, '0O3, O03);

pa3BUTUE JIEKOMIICHCAIIMU (OCIOKHEHUM) TpU paHee YCTaHOBJICHHOM
JIMarHo3e — yTOYHEHWE JuarHo3a W JieueHue (rocnuTaiu3aius MalyueHTOB B
TEpareBTUYECKHUE, raCTPOIHTEPOJIOTUUECKHE OT/ICJICHMUS, OT/ICJICHUS
WHTEHCUBHOW Tepanuu u peanumanuu PO3, ['O3, cooTBercTByOIIKE
otaeneHus OO3 (kpoMe aKOTOJIbHON ATUOJIOTUH);

kpoBoTeuenre u3 BPBII — yrounenue quarHosa u jieueHue (3KCTPEHHAs
rocuuTaIu3alus nauenTa B xupyprudueckue oraenenus PO3, '0O3, OO3 unu B
CHENUATM3UPOBAHHBIC OTJICIICHUS TIPU UX HATUYUH);

3.12. ocHOBaHMEM /Ji1 HANpaBJICHHUS NAlMEHTa HAa KOHCYJbTAllUIO B
pecnyONMKaHCKUKA ~ HAay4YHO-TIpaKTUYecKuil  1eHTp  (mamee —  PHIIL)
TPAHCIUIAHTAI[MM OPraHOB M TKAHEH SABJSIOTCS IOKa3aHUs, YKa3aHHbIE B
tabnuie 30 mpuwioxeHus 6 K HacToseMy KinnHndeckoMy pOTOKOIY;

3.13. neyeHune npu MUPPO3€ MEUYEHN BKITFOYALT:

“TIpumepsr:

1. [Huppo3 mnedyeHu, ankoroapHOM ATHoNOrHHU, kiacc C, HeakTHBHBIN (1O
naboparopasiM naHHbIM). [lopranenas runeprensust (BPBII 3 ct., crmeHopeHanbHBIC
aHacTomo3sl, cruieHoMmeranus). exkommencarus: acuut lllct, TI9 2 c1., III'T Tskenas,
kpoBoTeueHue u3 BPBII B anamuese (22.02.2013). HepocTaToOYHOCTh MUTAHUS TSAKEIOU
CTe.

2. [Huppo3 neuenn, BupycHoir C stuonoruu (anti-HCV+), kimacc A, akTUBHBIN
(mo maboparopHbIM AaHHbIM). [lopTaiibHas TrUNEpTEH3US (IWISATAlMsI BOPOTHOM U
CeJIe3eHOYHOM BeH, crieHomeranus). M30sirounas macca tena (MMT 28 KF/MZ).
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3.13.1. oOmwue MeponmpusaTHs: OTKa3 OT aJKOIoJig, KypeHHs,;
MUHUMU3AIM Ucoyib3oBaHus JIC, uMeronmx B kKauecTBe M0OOYHBIX 3 (PEeKTOB
TOKCHYECKOE BO3/ICHCTBHUE Ha MEYEHB; OrpaHNYeHUE (PU3NIECKON aKTUBHOCTH -
pu ACKOMIICHCAIIMK, OTPUIIATEILHON AMHAMUKE JIa0OPATOPHBIX MOKa3aTeseH,
YXYIIICHUU OOIIEro COCTOSHUS;

3.13.2. HyTPUTUBHYIO MOAJIEPKKY

MOJIHOLIEHHOE TUTaHUE C CYTOYHBIM Kayopaxem 35-40 kkan/kr/cyr,
notpebdnenueM o6enka 1,2-1,5 r/kr/cyTt, 1OMOTHUTEIBHO:

IpH acIiUTe — OrpaHUYCHUE HATPpuUA 10 2 T/cyT (conu 110 5 1/cyT);

npu octpoit (Tsokenoi) 11D B mepBbie 24-48 yacoB MHINEBOM OeOK
orpanuumnBaercs 10 20 r, MOTYT BBOAUTHCS CMECH JJIsl SHTEPAIHHOTO MUTAHUS
HAa OCHOBE PAa3BETBJIICHHBIX AMHHOKHCIIOT, TOCJE BBIXOJAa M3 OCTPOil (pa3bl
BBEJICHME OeJIKa MOCTENEeHHO MoBbimaetcs Ha 10 r/cyTku kaxabie 3-5 qHel 10
1,2-1,5 r/Kr unm A0 TOSBICHUS NPU3HAKOB HAPYIIEHUS TOJIEPAHTHOCTH K
OeJKy; €ClIi 10 UCTeUEHNH OCTPOU (ha3bl MAIMEHT HE CIIOCOOSH e€CTh, MPOBOIAT
SHTEPAIbHOE MTUTAHNUC;

npu jerkoi I1D - mmmeBoit O6emok 1 r/Kr macchl Tena, MpearnoYTeHHE
pacTuTeIbHOMY O€NKy, CMEeCH JUIsl DHTEpPaJbHOTO THUTAaHUS HAa OCHOBE
Pa3BETBICHHBIX AMUHOKHCIIOT, BO3MOXHa MOJAU(DUKAIKA PEKUMa MUTAHUS -
e/1a Ha HOYb;

npu mMuHuManbHOU IID - mumeBo#t Oemok 1,2-1,5 r/kr, mpeamodreHue
pacTUTEIBbHOMY O€JIKY, CMECH IS DQHTEPAJLHOTO MUTaHUs 0OIIEero Ha3HAYCHHS
WIM Ha OCHOBE pa3BETBJICHHBIX aAMHUHOKHCIIOT; BO3MOXHA MOIUA(DUKAIIHS
pexuMa MUTaHuA - €7]a Ha HOYb;

pu runoHarpueMuu (Menee 125 MMOJIB/) — OTpaHUYeHNe KUIKOCTH;

Opu  omepanusx, HWHOEKIUOHHBIX OCJIOXXHEHUSX, KPOBOTCUCHUSX,
MaJbHYTPUIIMM - TIOBBIIICHHUE YHEPTreTUYECKON IEHHOCTH parroHa 10 45
KKaJI/Kr/cyT U coaepkanust Oenka - no 1,8 r/kr/cyr., B TOM 4YHCIE 3a CYET
IPUMEHEHHUS BBICOKODHEPTETHIECKUX CMECeH ISl SHTEPaIbHOTO MTUTAHMUS,

IpyU  HEJAOCTATOYHOCTH TWTaHWUS (MajJbHYTPHIIMH) — CMECH IS
SHTEPAIBHOTO MHUTAaHUS OOIIEero Ha3HAYCHHs JTUOO Ha OCHOBE Pa3BETBIICHHBIX
aMUHOKHCIIOT;

3.13.3. JekapcTBEHHBIC CpEACTBA HAa  OCHOBE  Pa3BETBICHHBIX
aMuHOKHCTOT 110 0,25 1/KT/CYT BHYTpB;

3.13.4. mpu HamUYUU TPU3HAKOB aKTUBHOCTU: cuimMmapud 210-420
MT/CYT;

3.13.5. Ilpu xonecrtaze — ypcoaeokcuxojeBas kuciora 10-12 mr/kr
BHYTpb, aieMeTroHuH 800-1600 Mr B CyT BHYTpb WJIH B/B;

3.13.6. meueHne OCIOKHESHUM:

3.13.6.1. acuur:

MIEPBBII AMNU30]T YMEPEHHOTO aClUTa: HeAUypeTHudecKas Tepanusi (Pekum
OTpaHUYCHUS] HATpusl), TpU HEeIPPEKTUBHOCTH - crniupoHoJakToH 100 mr/cyt
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yTpOM BO BpeMs €lbl, MpU OTCYTCTBUHU 3(Pdekra (moreps macchl MeHee 2
KI/HEN) - yBelIuueHue J103bl (MakcumanbHas go3a 400 Mr B cyT); mpu
HEeP((PEKTUBHOCTH CIHMPOHOJIAKTOHA WJIM PA3BUTUU THUINEPKATUEMUU —
JOTIOJTHUTEIHHO (DYpOCEMHU]T C TIOCTEIIEHHBIM YBenu4ueHueM 1036l ¢ 40 1o 160
MT; 10 MEPE YMEHBIIICHUS aCIIUTa JO3bl IMYPETUKOB CHIDKAIOT 10 MUHUMAJIBHO
BO3MOXHBIX, 00ECIIEUNBAIOIIUX OTCYTCTBHUE aCIUTa;

PELUIUBUPYIONIUNA aCIUT: OJHOKPATHO YTPOM BHYTPbh CHUPOHOJIAKTOH
100 Mr Bo Bpems eapl B KOMOMHanmuu ¢ gypocemusiom 40 Mr Ao enbl, Mpu
HesocTaTouHOM 3 dexTe yepes 3-5 aHel 103bl YABaUBaOTCS (CIIUPOHOIAKTOH
200 mr/cyt u dypocemun 80 Mr) u ganee Kaxaple 3-5 MHEW yBEIMYUBAIOTCS B
TOW K€ MPONOPIUU OO0 MaKCUMaJIbHBIX J103 coupoHoiakTtoHa 400 wr,
dypocemuna 160 Mr; mo Mepe yMEHBIICHUS AacluTa 03kl JAUYPETHUKOB
CHUYKAIOT O MUHUMAJIBHO BO3MO>KHBIX, 00€CTICUMBAIOIIUX OTCYTCTBUE aCIIUTA,;

BBIDQXKEHHBIA acUUT (acUT 3 CTENEeHU, HaANpPsHKCHHBIM —acIuT):
OJIHOKpATHBIN MapaneHTe3 ¢ 3BaKyauue 00apmoro oobema xxujakoctu (5-10 i)
B COYEeTaHUU ¢ MH(DY3MOHHOM Tepamnuel B KOHIlE naparieHTe3a (anboymus 8-10
I Ha KaXAbIA JIUTP OSBAKyUPOBAHHOM KUAKOCTH, IJIA3MO3aMEHUTENH,
KPHUCTAJUIOU/IbI) C MOCIIEIYIOIINM Ha3HAYEHUEM INYPETUKOB;

pedpakTepHbIii acMT: CepUIHBIC MapaleHTe3bl 00IBIIOT0 00beMa 1 pa3
B 2-3 HeJeIu B COUYETaHUH ¢ UH(PY3MOHHOU Tepanueil B KOHIIE MapaleHTe3a;

3.13.6.2. cioHTaHHbBIN OaKTepUaIbHBIN MEPUTOHUT:

aHTHOaKTepuaIbHas TePaIUs:

nedorakcum 2 r B/B Kaxaple 8§ yacoB, 5-10 quel unu

aMOKCHUIIWJUTMH/KIIaByJiaHoBas kuciota 1r/200 mr B/B 3 pasza/cyT 5 nnei,
nanee 500 mr/125 mr 3 paza/cyt BHYTpb 3 AHS, WIH

nunpodiokcarua 200 mMr B/B Kaxkaple 12 u 7 npHe nmbo
rumnpoduokcaruy 200 mr B/B kaxapie 12 u — 2 gus, 3atem 500 mr BHYTpH 2
pasa/cyT — 5 nHei, unu

odnokcanut 400 Mr 2paza/cyT — 5 THEH, win

neBogaokcanun 500 mr 2 paza/cyt — 5 nHel;

CMEHa aHTHOAKTEPUAIBHOTO JICKAPCTBEHHOI'O CPEJICTBA IPU OTCYTCTBUU
sbdexTa MO JAHHBIM KIMHWUYECKOWM KapTUHBI W (WIH)  KOHTPOJIBHOTO
UCCIIEIOBAHUS ACHUTUYECKON KUJIKOCTH;

3.13.6.3. remaTopeHaIbHBIA CHHIPOM:

OTMEHA JUYPETUKOB (COMPOHOJIAKTOH mpoTuBomnokazan), HIIBC, npyrux
JIC, umeromux B KauecTBe MOOOUYHBIX 3(P(HEKTOB TOKCHYECKOE BO3JICHCTBUE HA
TIOYKHU;

KOpPPEKIIUsl THUIOBOJEMHH TIPU HAJIWYMU €€ NPU3HAKOB (MHPY3UHU
KOJUIOMJHBIX U KPUCTAJUIOUIHBIX PACTBOPOB);

Ba30aKTHBHBIC JICKAPCTBECHHBIEC CPEJCTBA: JONMAaMHH B/B 2-4 MKI/KI/MUH,
WA MUJOJPUH BHYTPh 7,5-12,5 Mr Tpu pas3a B CYTKU U OKTPEOTH MOJAKOXKHO
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100-200 MKT TpH pa3a B CyTKH, WJIH TEPIUNPECCHUH B/B 1-3 MT Kaxkabie 6 4acoB
B COYETaHUM C aibOymMuHoM 1 r/kr B/B B 1-i1 aens, 3ateM 20—40 r/cyT;

3.13.6.4. meueHouHas 3HIIChATONATHS:

aKTUBHBIM TIOMCK M ycTpaHeHue mpoBorupyromux ¢akropoB (OKKT-
KPOBOTEUEHHE, JUYPETUKHU, TPAHKBUIMU3ATOPHI, UH(MEKIIUU, TeHaTOTOKCUYHbIC
CPE/CTBA);

HA30racTpaJIbHBIA 30H/] IIPHU TSXKEIOM dHIEepanonaTuy;

OUMUCTUTENbHAS KIM3Ma (y TAlUEHTOB C TSDKEJIBIMU HapYIICHUSMU
CO3HAHUS WUJIU TIPU KPOBOTCUCHUH );

Pa3BETBJICHHBIE AMHHOKHUCIOTHI: TpU ocTpoil (Tsokenoin) I1D B/B
WH(QY3UMOHHBIE PacTBOPhl C  OOraThiM  COJAEpP)KAHUEM  Pa3BETBICHHBIX
aMUHOKHUCIIOT, TIpH Jerkoit [19 nHdy3noHHBIE pacTBOPHI B/B WK MEPOPATbHBIC
npernaparbl  Pa3BETBICHHBIX AMUHOKHUCIOT BHYTph 10 0,25 1/Kkr/cyT; npu
MuHuUManabHOU 1D - mepopanbHble Mpenaparbl Pa3BETBICHHBIX aAMUHOKHUCIIOT
BHYTpb 10 0,25 r/kr/cyT;

JaKkTyno3a: npu octpoi 119 uepes poT unu HazoracTpanbHblid 30H7 30-45
MJI Kaxable 1-2-4 daca 0 HACTYIUICHUS HBaKyallMM KUIIEYHOTO COJAEPKHUMOTO
U Jlajiee B MHAUBUIYATbHO MOJ00paHHOM 03€, 00eCIIeUnBAIONICH MITKUN CTYJI
2-3 paza/cyT (00buHO 15-45 M kaxzabie 8-12 4acoB); KIM3MBI C JAKTYJI030M
(300 M1 B 1 1 BoAbl) BBOAATCS Ha | 4Yac, B T€YEHHUE KOTOPOIrO MAIUEHTY
npugaloT 1o3y TpenaenenOypra; npu xpoHudeckor I[ID - BHyTps B
WHJUBUIYAIbHO TOJAOOpPaHHOW J03e, obOecneyuBaroned MArkuil cryn 2-3
paza/cyT (0ObryHO 15-45 mut kaxwie 8-12 yacoB);

OpHUTHH (OPHUTHHA acmaprar): mpu octpout (Tsukenoit) [19 20-40 r/cyT
B/B, B IPYTHX CIy4dasx — 9 1/CyT BHYTpb;

merpornmazon 800-1000 mr/cyt BHyTph wim pudaxkcumud 1200 mr
BHYTpb Ipu ocTpoit (Tsxenoi) 110 — 7 nueit;

3.13.6.5. kpoBoteuenue u3z BPBII:

Ba30aKTUBHBIC JICKAPCTBEHHBIE CpeJCTBa (BBEJACHWE HAYMHAIOT YXKE MPHU
MOJ03PEHUHU Ha KPOBOTEYEHHUE, JI0 MPOBEICHUS dHIOCKOMUHU): okTpeoTun S50
MKI' B/B OOJIFOCHO, 3aTe€M  HENPEPBIBHO KameibHo 25-50 MKr/4) wim
TEPIUIIPECCHH 2 MT B/B OOJIFOCHO, 3aTeM 110 1 MT Kaxasle 6 4 — 2-5 qHel;

Bo3menienne OLK (mazmo3aMeHuTenu, 3puTpouuTapHasl Macca, 1ejib —
o I/Iep>KaHre TeMorIoonHa Ha ypoBHE ~ 80 1/11, reMaTokputa — 24%);

anTuOmoTnku: Hopdmokcamma 400 mr 2 pasa/cyT BHYTpb 7 JHEH WA
uedTpuakcon 2-4 r/cyT B/B;

JIAKTYJI03a, OYMCTUTENIbHAs Kiau3Mma (NMpu Haauuuu mpuszHakoB [19)
(mpoBogsiTcs coryiacHo NyHKTY 3.13.6.4 mnpusoxenuss 4 K HacToslEMY
KnuandyeckoMmy nNpoToKoy);

OaiutoHHas Tamrionasa (3ou1 baskmopa) BPBIT;

MEPEBOJI B XUPYPrUUYECKOE OTJEIECHUE TOCYJAapCTBEHHOW OpraHu3alluu
3/IpaBOOXPAHEHUSI;
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3.13.6.6. mopTanpHas runepTeH3UBHAs racTPOIATHS:

Oeta-0y0KaTophl (Ha3HAYaKOTCs corjaacHo MyHKTY 3.13.7.4 npunoxenus 4
K HacTosmeMy KiimHruueckoMy mpoTOKOIY);

IPU 3PO3UBHO-SA3BEHHBIX HM3MeHEHUsX — HWIIII BHyTpp B CTaHIapTHBIX
no3ax (Ha3HaudaroTCs corymacHo Tabnuue 11 npunokeHuss 6 K HAcTOALIEMY
KnuanueckoMy IpoTOKOIy);

B TSDKENBIX cllydasx (IpH KpOBOT€UeHHMH) — OKTpeoTua S50 MKr B/B
00JIFOCHO, 3aT€M HENPEPBIBHO KarenbHo 25-50 Mkr/4), 2-5 nueu, UIIII B/B;

3.13.7. npodunakTUKa OCIOKHEHUM:

3.13.7.1. mpodunakTUKa OCIOKHECHHUHN TUYPETHUYECKON TepaITiH.

MOKAa3aHUsI K YMEHBIICHUIO 103 WU MPEKPAIICHUIO JUYPETUUYECKOU
Teparuu:

runoHatpuemuss < 125 MMoib/1 — OTMEHAa WIM YMEHbBIICHUE J103
JTUYPETUKOB;

runonarpuemust < 120 Mmonws/n wim < 125 MMONIB/I ¢ MOYEYHOU
nucyHKIIMEH — OTMEHA JUYPETUKOB M HA3HAYCHHUE T1JIa3Mbl UK aTbOYMHHA;

KPEaTHHUH CHIBOPOTKH KPOBU > 177 MKMOJB/T — YMEHBIIICHUE 03 WU
OTMEHA JIUYPETUKOB,;

runokaiuemMuss <3,5 MMOJIB/T — YMEHBIIEHUE [I03 WJIM OTMEHa
JINYPETUKOB,;

runepKaiuemMuss >5,5 MMOJIb/J — YMEHbBIIEHUE J03bl CIHUPOHOJIAKTOHA,
>6,0 MMOJIB/JT — OTMEHA CIIMPOHOJIAKTOHA,

KIMHUYECKH  3HAUYMMBbIE  OCJOXKHEHUS  JUYPETHUYECKOM  Tepanuu
(oHIedanonarus, mouedHass AUCHYHKIHS, CyJJOPOTH) — OTMEHA JUYPETHUKOB;

3.13.7.2. npodunakTrka CIOHTAHHOTO OAKTEPUATHLHOTO IEPUTOHUTA

nokazaHuss K  MNpodUIIaKTUKE: HaJIMYUE TaCTPOUHTECTUHAIBLHOTO
KPOBOTEUEHHUS y MAIMEHTA C [IUPPO30OM TIEUECHHU;

MeJIMKaMeHTo3Has Tpoduiaktuka: Hopdiaokcaiuan 400 mr 2 pasza/cyr
BHYTpPb 7 aHel uinu nunpoduokcarud 200 mr B/B kaxible 12 yacoB 7 qHEH;

3.13.7.3. mpodunakTrka remaTopeHaIbHOTO CHHIPOMA:

MPEIOTBpAIEHNE CHIKEHUS 00heMa TITa3Mbl:

KOHTPOJIb MTOTEPH KUJKOCTH MPH JICUCHUH AUYPETUKAMU U JIAKTYJI0301;

npu CBII — ucmons3oBanue anpbOyMrHa U aHTUHOUOTHKOB;

3.13.7.4. mpodunaktuka kpoBoTeueHus u3 BPBII:

npoQuIakTUKa TEPBOTO BMHU30/1a MNHUIIEBOAHOTO WM KEITYJOYHOTO
BapuUKO3HOro KpoBoTeueHus (mokaszanusi: BPBII >5 mm win BPBII <5 MM y
MalMeHTOB C IMPpo30oM IieueHH kmaccoB B mmm C nmmbo mpu Hamuyuu
«KpacHBIX 3HAKOB») — HECEJICKTUBHBIE OeTa-0J0KaTOphI (II€/Ib: CHIDKCHHE
YCC na 25% wmm mo 55 ya/MuH): IpOIpaHoiIo: HadaiabHas mo3a 20 mr 2
pasa/cyT BHYTPb, MOBBIIICHUE 10 MaKCUMAJIbHO MEPEHOCUMON (MaKCUMaIbHas
no3a 160 mr/cyt, o6sruno 1o 20-40 Mr 4 paza B CyTKM) WIH KapBEIWJIOJN:
HayasibHas no3a 6,25 Mr 2 pasa/cyT BHYTpPb, MOBBIIICHUE 10 MAaKCUMAaJbHO
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nepeHocumort  (MakcuManpHas jgo3a S50  Mr/cyr); SHJOCKOIMYECKOE
JUTUPOBAHUE (CKIECPO3UPOBAHKME) MPH HEMEPEHOCUMOCTH OeTa-0JI0KaTOpOB U
BPBII 2-3 crenenu;

npoQuIaKTUKa pPElUANBa MUILEBOJHOTO BapUKO3HOTO KPOBOTECUCHMUS
(HaumHaeTcsT 4Yepe3 S5 JHEH [MOociIe COCTOSABIIEroCs KPOBOTCUCHHS) —
HeceJIeKTUBHbIE OeTa-0sokaropsl (1enb: cHukenne YCC Ha 25% wunm no 55
yA/MUH): NpONpaHOJoN: HadanbHas no3a 20 mr 2 pasza/cyT BHYTpb,
MOBBIIIEHUE 10 MAKCUMAJIbHO MEPEHOCUMON (MakcumaibHas jgo3a 160 mr/cyt
npu Ha3zHaueHuu 1o 20-40 mr 4 pa3a B I€Hb) WIM KapBEIWJIOJ: HaYajJbHas 1032
6,25 Mr 2 pasza/cyT BHYTpb, MOBBIIIEHHE 10 MAaKCUMaJIbHO MEPEHOCHUMOM
(makcumanbHass go3a S50 Mr/cyr); KOMOUWHAIMA HECEJICKTUBHBIX  OeTa-
omokaropoB ¢ m3ocopOuma mMoHoHuTtparomM 10-20 Mr 2 pasza/cyT BHYTpb;
HJOCKOMMYECKOE JINTUPOBaHUE (CKIEPO3UpOBaHUE) NpU HEIPPEKTUBHOCTU
0eTa-0J10KaTOpOB (KPOBOTEUEHUE PA3BUIIOCh Ha (JOHE UX MPOPUIAKTUYECKOTO
npueMa), HEMEePEeHOCUMOCTH OeTa-0JI0KaTOpPOB MO0 KakK ajbTepHAaTHBa OeTa-
OJI0KaTopam;

3.14. mamueHThl ¢ NUPPO30M IMeueHU (KpOME€ MEPBUYHOTO OMIMAPHOTO
HMppo3a, UUPPO3a B UCXOJE ayTOUMMYHHOIO T'€laTUTa) OTHOCATCS K TpYIIIe
nucnancepHoro Habmonenus J(111) n moanexxar moxku3HeHHOMY HaOJIOICHUIO
BPauOM-TEPAIeBTOM Y4aCTKOBBIM (BpaduoM O0IIel MPaKTHKH);

3.15. 00beM U cpoku oOcneoBaHUS MPHU JUCHAHCEPHOM HAOIIOJECHUU
COCTABJISIIOT:

l pa3 B roa: MEOUUMHCKUN OCMOTpP, KOHTPOJb CTaTyca MUTaHUA U
HepBHO-Ticuxudeckoro cratryca, OAK c¢ TpomOorutamu, OHOXMMHYECKOE
uccinenoBanne kposu (Oowmmpyoun, AJIT, ACT, I®d, I'TTII, ansOymun,
MOYeBHMHA, KpearwHuH, riaoko3a), [ITU wm MHO, Y3U OBII, BpaueOHas
KOHCYJIbTAIIUSI Bpauya-racTpo3HTEPOJIOra;

OI'IC mpoBoAMTCA B 3aBUCMMOCTHM OT HAIWYMS BapUKO3HOTO
pacuupeHnusi BeH nwumieBona (nmanee - BPBII): kaxnapie 2-3 roma — mpu
KOMITEHCUPOBAHHOM LIUPPo3¢ neueHu u orcyrcresun BPBII; kaxabie 1-2 roga —
IpyU KOMIIEHCUPOBaHHOM 1uppo3e neuenn ¢ BPBII 1 crt.; mocnenyromme
ckpuHuHroBeie DI’ JIC He MpoOBOAATCS — MpPU KOMIIEHCUPOBAHHOM LIHUPPO3E
neuenu ¢ BPBII 2-3 cr.; 1pa3 B rog — npu J1eKOMIEHCUPOBAHHOM ILIUPPO3€E
IIEYECHU - BHE 3aBUCUMOCTH OT pazmepa BPBII;

3.16. manueHThl ¢ HUPPO30OM IEYEHHU B UCX0JI€ AYyTOMMMYHHOT'O IeraTuTa
OTHOCSTCA K Tpynmne naucnancepHoro nHaomwoaenus J(III) u noamexar
NOXXKM3HEHHOMY  HAOJIOJICHUIO  BPavyOM-TaCTPO’HTEPOJIOTOM,  BpauoOM-
TEpaneBTOM YYacTKOBBIM (BpadoM oOmied mnpakTtuku). OO0bEM U CPOKH
oOcieoBaHus MPHU IMUCIIAHCEPHOM HAOJIOJCHUHU COOTBETCTBYIOT MYyHKTY 3.195.
npwioxeHus 4 Kk HacrosuiemMy KiIMHHYECKOMY MPOTOKOJY; JOTOJHUTEIBHO
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IPOBOJIUTCS ornpeJeseHue MUHEpaIbHOU
(octeonencutomerpus) — 1 pa3 B rox;

3.17. mamueHTbl ¢ UUPPO30M MEYEHU OTHOCATCS K TPYyNIE pHCKA IO
renaToleUIIoIPHOMY PaKy;

3.18. kpurepueMm 3(PPEKTUBHOCTH JIEYECHUS U  JIUCIIAHCEPHOTO
HAOJIOAEHUSl MAlleHTa C LHUPPO30M IE€YEHU SIBISIOTCS NPEAYNpPEexIACHUE U
KOHTPOJIb OCJIOKHEHU, YBETUYEHUE BBLKMBAEMOCTH.

IINIOTHOCTHU KOCTH

4. TlepBUYHBIN OUIMAPHBIN ITUPPO3.

4.1. Cormacao  MKb-10  nepBuuYHBIiA
KJIaCCU(UITUPYETCS KaK:

K74.3 nepBuuHbIf OMIIMAPHBIN TUPPO3;

4.2. UCTONB3yeTCsl CeAYIolee ONpeAeiCHUE MEPBUYHOTO OWIMApHOTO
Mppo3a TEUEHU: MEPBUYHBIA OWIMAPHBIN IUPPO3 MEYECHU — XPOHUUYECKOE
XOJIECTATUYECKOE  TPaHyJIEeMAaTO3HOE  JACCTPYKTHUBHOE  BOCHAJIUTEIBHOE
3a00JIeBaHUE  MEXKJOJBKOBBIX M  CENTAJIbHBIX  JKEIYHBIX  MPOTOKOB,
MPEANONIOXKHUTEIbHO ~ OOYCIIOBIIGHHOE  ayTOMMMYHHBIMH  pEaKkIUsIMU U
CHOCOOHOE MpOrpeccHpoBaTh A0 LUPPO3a WM ObITh ACCOLMUPOBAHHBIM C
LUPPO30M;

4.3. KIMHUYECKUMH KPUTEPUSMU TEPBUYHOTO OWIMAPHOTO IHUPpPO3a
SBIISIFOTCSL:

OCHOBHbBIE€ CUMIITOMBI: KOKHBIHN 3y, C1a00CTh;

JIPYTU€ CUMIITOMBI: CYXOW CUHIPOM, KaJbLIMHATHI B KOXKE, TUCharus;

OOBEKTUBHBIE JaHHBIC: OOBIYHO OTCYTCTBYIOT, BO3MOXHBI KCAHTEJIA3MBbl,
KCAaHTOMBI, COCYIMCTBIE CTUTMAaThl M CIUICHOMETAIHS; XKEITyXa — MO3JHUN
CUMIITOM;

NnopTajibHas TUIIEPTEH3US HAa TO3/IHEW CTaINU;

4.4. nuarHocTHKa MpU MEPBUYHOM OWJIMAPHOM LHUPPO3E MPOBOAUTCS
corjacHo Taojwmie 12;

OwnMapHBIi  IUPPO3

Taomuna 12
OO6s3aTenbHast JIOTIOIHATEIbHAS

Onenka craryca nurtanus (cormacHo | Ayroantutena: ANA, SMA, anti-LKM (mpu
tabnuuam  1-4  npunoxkenus 6 K | BeIicokoM ypoBHE ACAT, AnAT).

HacrosieMy KinmHudeckoMy mpoToKomy 6
K HACTOSILLIEMY Kinnanueckomy
IIPOTOKOJTY).

OreHKka HEPBHO-TICKXMYECKOTO CTaTyca,
npu OTCYTCTBUH HapYIICHUM -
MICUXOMETPUYECKOE TECTUPOBAHUE (TECT
CBSI3bIBAHHSA qHCcel MpOBEPSIETCS
cornacHoTabiume 23 TpUIOKEeHHs 6 K

KT OBIl (npu mnomo3peHuH Ha O0YaroBoe
o0Opa3oBaHuE TEYEHU WM TOJINEUYECHOYHBIN
X0JIeCTa3).

buoncust nedenu (mpu pemieHun SKCIEPTHBIX
BOIIPOCOB, COMHEHUSX B AMArHO3e€).

Nmmynorpamma (IgG).
OcrteoneHcuToMeTpus (CKpUHUHT
0CTE0I0po3a WIN 1I0JI03pEHUE Ha
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T
OO6s3aTenbpHas JlononmHuTenpHAS

HacTosAeMy KimnHnueckoMy mpoTOKoJy). | OCTEONopo3).
OAK, BKJIFOYAst TPOMOOLIMTHI u
PETUKYJIOIUTHI.

BUK (6umupy6un, AcAT, AnAT, LI,
I'TTII, ans6ymuH, raoko3a, XC).

OAM.

AytoanTtutena: AMA (wmu AMA-2M).
Nmvmynorpamma (IgM).

I[ITHU unu MHO.

Mapxkepst BI' (HBsAg, anti-HCV).

OKT.

Y31 OBIL.

OI'JIC.

4.5. MTMarHOCTUYECKUMU KPUTEPHUSMU MEPBUYHOTO OMIMAPHOrO LUPpO3a
SBJISIFOTCSL:

D 6onee 2-x nHopm wiu ['TTII Gonee 5 HopwM;

AMA > 1 : 40;

OuWorcusl TeYeHU: IBETYIIee MOBPEKJCHUE JKEIMYHBIX MPOTOKOB
(bwonicust He oO0s3aTeNbHA MNPU HAJUYUU TMEPBBIX JIBYX KPUTEPHUEB, HO
NO3BOJISIET OLIEHUTh AKTHUBHOCTh WU CTaAMI0 3a00JieBaHUS; HeoOXxoauma Jyis
JIMarHo3a B OTCYTCTBUE CHEIU(DPUIECKUX ayTOAHTUTEN);

4.6. mpu OTCYTCTBUU IIUPPO3a MEUYEHU CTEICHb TSHKECTU OIICHUBAETCS 10
BBIPAKEHHOCTHU KJIMHUYECKUX MPOSBICHUHN (COMIACHO TAONHUIE S5 MPUITOKEHUS
6 x Hacrosuemy KiMHHMYECKOMY MPOTOKOJY), a TaKKE MO THCTOJOTMYECKOU
CTaJuHu,;

4.7/. THCTOJOTMYECKAasi CTaausd OIpPENEIseTCs] B COOTBETCTBHM C
MPEJICTABIICHHBIM HUXKE OMUCAHUEM U KPUTEpUsIMU B Tabsuile 13 HacTosIero
MIPUITIOKECHUS

I (mopranpHas): moptanbHas JumdbouutTapHas UHGUIBTpALUS ¢ WK 0e3
[BETYIIIETO MOBPEKICHUS TPOTOKOB;

Il (mepumoptanbHas): MOOABISAIOTCS CTYMEHYATHIE HEKPO3bI, HEXHBIM
NepUNopTambHblii  PuOpPO3, HYACTO AaCCOUMMPOBAHHBIA C TMposudepanmeit
MPOTOKOB; TYKTOTICHUS;

[T (cenmranmpHas): MOCTOBHUIHBIE HEKPO3bl WM (UOPO3HBIC CEMTHI;
JTyKTOTICHUS;

IV (umppoTtmueckas): y3ibl-pereHepaTbl (JIOKHBIC JIOJbKH), TOYTH
MOJTHOE MCYE3HOBEHHUE KETYHBIX MPOTOKOB,

TabOmnua 13

Craaus JlumponutapHbIit LBerymiee Jykronenus
XOJIAHTUT MTOBPEXKAEHUE IPOTOKOB
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Craaus JlumponutapHbIit LBerymiee Jykronenus
XOJIAHTUT MTOBPEXKACHUE IPOTOKOB
I 2-4+ Yacto 0
Il 2-4+ Yacrto 1+
Il 2-4+ Yacrto 1-3+
AV 0-2+ Penxo 3-4+

4.8. TpuW HATWYUU [HUPpO3a TIEYEHUW OIEHKA CTEMEHU THKECTH
MPOM3BOJIUTCS B COOTBETCTBUU C MPUHIMUIAMH, YKa3aHHBIMM B MyHKTax 3.6-
3.7. MM HACTOAILIETO MPUJIOKEHUS K HacToseMy KimmHndeckoMy npoTOoKoJy;

4.9. nyis knaccuUKay MEPBUYHOTO OMIMAPHOTO IIUPPO3a UCIIOIB3YIOT
KIMHUYECKYI0 KJIACCHU(PUKAIIMIO CTaAuidl TEPBUYHOTO OWIMAPHOTO IHPPO3a
(manee — I1BLY):

1 cramus — MOKJIMHUYECKAs: HOpMaJIbHbIE JIA0OpPATOPHBIEC MTOKA3aTeNn, HO
AMA onpenensitoTcsa B AMarHOCTUYECKOM TUTPE;

2 cragusi — OECCUMITOMHAs: W3MEHEHBbl TOJIbKO JIabOpaTOpHBIC
MOKa3aTesu;

3 cTaaus — CUMIITOMAaTHYECKas: UMEIOTCS KIMHUYECKHUE IPOSIBICHUS U
OTIPEICIISIIOTCS M3MEHEHHBIC JTA00PaTOPHBIC IMOKA3ATEIIH;

4 cragua — TEpPMUHalbHAas: MOpOTrpeccUpylomias  IeYeHOYHas
HEJIOCTaTOYHOCTh, MOPTajJbHAsl TUNEPTEH3USI U JAPYTrue OCJIOXKHEHUS LHUPpO3a
TICUCHU;

4.10. dopmynupoBKka JuMar€Ho3a IEPBUYHOIO OWUIIMAPHOTO LHUPpPO3a
BKJIIOYAET

HO30JIOTHIO;

KIIMHUYECKYIO CTaJUIO;

TUCTOJIOTUYECKYH0  CTaaui0 (€CIM  MPOBOJUIIOCH T'HCTOJIOTUYECKOE
HCCIIEIOBAHME);

XapaKTepUCTUKU [HUPpO3a TEYEHU COIMIacHO NYHKTY 3.9 Hacrosiero
MPUJIOKEHHUS ;

4.11. nenpio JICUCHHS TIEPBUYHOTO OMITMAPHOTO IUPPO3a SIBISACTCS:

TOPMO>KEHHUE MPOrPECCUPOBAHUS TIPoOIecca B MEUYCHU,

COXpaHEHHE KOMIICHCAIIUM U TIPEYIPEKICHUE OCIIOKHECHU;

KYIHUPOBaHUE JEKOMIIEHCAIIHNH;

4.12. mokazaHueM IS TOCHHUTAIM3AIlMU MallMeHTa C TEePBUYHBIM
OWJIMAPHBIM ITUPPO30OM SIBJISICTCS:

" [Tpumepsr:
1. [TepBuyHBIi OUIHMAPHBINA TUPPO3 MEYSHH, CUMIITOMATHYECKas cTaaus, cT. 1.
2. [lepBuuHbIil OUIUApHBIA IUPPO3, TEPMUHAIbHAS CTaAus, LUPPO3 Kiacc B,

aktuBHbIM. [loptanmpHas rtuneprensus (BPBII 2 cr., cruieHoMmeranus, aunatamus
CeJIe3eHOYHOU 1 BOpOoTHOM BeH). Jlekommencanus (acuut 2 ct., [1CO 2 cT.).
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BIIEPBBIE YCTAHOBJICHHBI JIMArHO3 — YTOYHEHHWE AMArHo3a W JICUYCHHE
(rocuTanu3anys MAMEHTOB B racTpodHTepojornyeckue otaenenus ['03,
003);

HEOOXOAMMOCTh  BBIIIOJTHEHUSI OHWONCHUM T€YeHU (TOCHUTATU3ALIUS
NalMeHToB B xupyprudeckue otaenenus PO3, '0O3, O03);

Opy pa3BUTUHM LHUPPO3a MEYEHU — I[IOKA3aHUSA JUIsl TOCHUTAIU3ALHU
YCTaHABIIMBAIOTCS COTIACHO MYHKTY 3.11. HacTOsIIEero NPUIOKEHUS,

4.13. ocHOBaHWEM ISl HANpaBJICHUS INAIIMEHTAa HA KOHCYJIbTAllUIO B
PHIIL] TpaHCIiiaHTallM OPTaHOB U TKAHEM SIBIISIFOTCS MMOKA3aHUS, YKA3aHHBIE B
tabnuie 30 nprtoxkeHus 6 K HacTosAmeMy KinHnueckoMy IpOTOKOITY;

4.14. neyeHue MepBUYHOTO OMIMAPHOTO IUPPO3a BKIIOYACT:

4.14.1. o6mue MEepOTpUsATUS: OrpaHuYeHNE GU3NIECKON aKTUBHOCTH TIPH
OTpULIATETILHOM  JIMHAMHMKE JIADOpaTOpPHBIX IMOKa3aTejled ¢ HaJIUYueM
CyOBEKTUBHON CUMIITOMATUKH, IEKOMIIEHCAIMU LUPPO3a [EUYCHH;

4.14.2. HYTPUTUBHYIO MOAJAEPKKY: OOBIUHOE NHUTAHHWE C KOHTPOJIEM
noTpeOsieHUsT HAaTpus U Oenka; MmoTpeOHOCTh B sHepruu 35-40 Kkaji/Kr/cyTt, B
oenke - 1-1,5 r/kr/cyT;

4.12.3. ypcoaeokcuxoneBas kuciora 13-15 wmr/kr/cyr B 2 mnpuema
JUTUTENBHO;

4.12.4. cuMnToMaTu4eCcKasi TEpanus:

npu KokHOM 3yze: pudamnuiud 150 Mr/cyt ¢ moBbllIEHHEM AO03bI J0
600 wmr/cyr mnoj KOHTpOJeM JaOOopaTOpPHBIX IEUYEHOYHBIX TECTOB; IPH
HeahpexTuBHOCTH - cepTpanuH 10 100 mr/cyT;

npu octeornopose: npenaparsl kanbiusa (1000-1500 mr/cyT) u BuTamuHa
D (400-800 EJ/cyt); mpu 3HadyeHusx T-kputepus < -2,5 WM TOCIC
MaTOJIOTHYECKOTO TepesioMa B aHamMHe3e — OucdocPoHaTsl B CPEIHHUX
TepaneBTUYECKUX A03ax (Hampumep, aneHapoHoBas kuciota 10 mr/cyt umu 70
Mr/Hena, noanapoHoBas kuciota 150 mr 1 pa3 B mecs);

npu crearopee: petnHoa 33000 ME 1 pa3 B 10 nHell BHyTpb; MEHAIHOH
10 Mr B Hegento B/M; Tokodepoa 200 Mr/cyT BHYTpb;

OpyU CyXOM CHHJIPOME: MCIOJIb30BAaHUE MCKYCCTBEHHOM CJE3bl H
UCKYCCTBEHHOM  CIIOHBI; TpH  pedpakTepHOCTH K  HCIOJIb30BAHUIO
MCKYCCTBEHHOM CJIe3bl M MCKYCTBEHHOW CIIOHBI - TujokapnuH 1% - mo 1-2
Kam 2-4 pasza/CyT 3aKamnbIBaTh B KOHBIOHKTUBAIBHBIN MEIIOK; MPU CYXOCTH
BJIarajuila - YBJIOXKHUTEIN Blaraiuiia;

4.13. npu xoHTpoJie 3PHEKTUBHOCTH JIEUECHUS KaK KPUTEPHUS XOPOIIETo
OMOXMMHUYECKOTO OTBETA Mocje 1 roia Je4eHus: paccCMaTpUBAIOT:

«[Tapukckue xkpurepun»: ommupyoun < 17 mxmons/n, P < 3 HOpM,
AcAT <2 Hopwm;

«bapcenonckue kpurepum»: cHwkenue D wHa 40% wmm ee
HOpMaJIA3aLus;
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4.14. manueHThl C TEPBUYHBIM OWJIMAPHBIM IUPPO30OM OTHOCSTCS K
rpymnmne aucnancepHoro HaOmogenus J(III) w mopnexxar aucmaHcepHOMY
HAOJIOZICHUIO Y Bpada-racTPOdHTEPOJIOra, Bpaya-TepareBTa y4aTCTKOBOTO
(Bpaua oO111ei MPAaKTHUKHU) TOCTOSHHO;

4.15. o0ObeM U Cpoku OOCIIeIOBaHUSI MPU JTUCHAHCEPHOM HAOJIIOJEHUU
COCTABJISIIOT:

l pa3 B roa: MEIUIMHCKUI OCMOTpP, KOHTPOJb CTAaTyca NUTaHUS U
HepBHO-TiIcuxuueckoro craryca, OAK c¢ TpomOonuramMu, OMOXMMHUYECKOE
uccinenoBanre kposu (owmmpyoun, AJIT, ACT, I®d, I'TTII, ansOymus,
MOYEeBHMHA, KpeaTuHuH, riaoko3a), [ITU umn MHO, Y3U OBII, onpenenenue
MHUHEPATBLHOUN MIIOTHOCTU KOCTH (OCTEOACHCUTOMETPHUS);

OI'/IC mpoBoaAMTCA B 3aBUCMMOCTH OT HQJIMYMS  BapUKO3HOTO
pacuiupeHusi BeH nwuiieBoga (nmanee - BPBII): kaxnaeie 2-3 roma — mnpu
KOMIIEHCUPOBAHHOM IIMppo3e neueHu u orcyrctBuu BPBII; kaxnabie 1-2 rona —
IpY KOMIIEHCUPOBAaHHOM muppo3e neuenn ¢ BPBII 1 cr.; nocimenyromue
ckpunuHroBeie JI'JIC HEe MPOBOAATCS — MPU KOMIICHCHUPOBAHHOM ILIHPPO3E
neuenu ¢ BPBII 2-3 cr.; 1 pa3 B rog — npu JEKOMIIECHCUPOBAHHOM LIUPPO3€
IIEYCHH, BHE 3aBUCUMOCTH OT pazmepa BPBII;

4.16. mauMeHThl C TMEPBUYHBIM OWJIMAPHBIM LIUPPO30M OTHOCATCA K
rpyImIe pucka Mo renaToue/uIoIspHOMY paKky;

4.18. «kpurepueMm 3G(EKTUBHOCTH JIEUEHHUS U  JIHCIAHCEPHOIO
HAOJIIOJICHUST TAlMeHTa C TMEPBUYHBIM OWJIMAPHBIM IIUPPO30M  SIBJISIETCS
OpEeAyNpexXICeHUE U KOHTPOJIb  OCJIOXKHEHHM,  OTHAJIEHUE  CPOKOB
TPAHCIUIAHTAI[MU [I€YE€HH, YBEIIMYCHUE BBIXKHUBAEMOCTH.

5. bonesns Bunbcona-Konosasnosa:

5.1 COTJIACHO MKB-10 00J1e3Hb Bunscona-KonoBasioBa
KJIacCUUIIMPYETCS KaK:

E83.0 Hapymienust oOmeHa meau

bone3np BunbcoHa;

5.2. wucnonws3yercs ompenencHue Oonesnn Buibcona-Konoanosa:
oosie3nr Bunbcona-KonosamoBa (OMIM 277900, ayToCOMHO-pELIECCUBHOE
HacJIeIOBaHUE) — XPOHHUYECKOE 3a00JIeBaHME II€YEHHU, OOYCIOBJICHHOE
HapylIeHueM MeTaboJiM3Ma MeEIH, CII0OCOOHOE TMpOorpeccupoBaTh 10
GyJIBMUHAHTHON TIEYCHOYHON HETOCTATOYHOCTH, XPOHUYECKOTO T'elaTUTa WU
IUppO3a MECUCHH;

5.3. KJIMHUYECKUMH KpuTepusimu Oosne3nn Bunbcona-KonoBanona
SIBIISTFOTCSI:

BO3pacT maHudecranuu 5-45 ner;
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IIEYEHb: TMOBBIINICHUE AKTUBHOCTH TPAHCAMHUHA3, TENaTOMETAINs,
W30JIMPOBAHHASL CIUIEHOMETalusl, CTEaT03, OCTPBIM TEMaTUT, XPOHUYECKHI
renaTuT, IUPPO3 MEUYECHH, OCTPast IEYEHOUHASI HEIOCTATOYHOCTB;

HEpBHAsl CUCTEMA: TPEMOP, HENPOU3BOJIBHBIE IABUKEHUS KOHEYHOCTEH,
rOJIOBBI, HAPYIIEHUE KOOPJUHAIINY ABUKEHUM, TOXOKH, MBIIIICUHAS JUCTOHUSA,
nu3apTpusi, AMcGoHus, Aucgarus, ToJ0BHbIE 00,

MICUXO0-AMOIMOHANIbHAS  cpepa: HU3MEHEHUE JIMYHOCTH, JICTPECCHs,
HEBpPO3, IICUX03, CHUXEHHWE MaMATH, KOTHUTUBHBIX (YHKIUNA, H3MEHEHUE
WHTEIJIEKTA, MCUXO0-3MOLMOHAIBHBIE PAaCCTPOMCTBA, HAPYIIECHHE IOBEACHUS,
CHa;

rina3a: konblio Kaiizepa-®aeiiiepa, MIOMyTHEHHE XpyCTalIMKa (KaTapakTa
B BUJIE «IIOJICOJTHYXA»);

MOYKU: MPOKCUMAaJIbHAsI KaHaIbleBast qucPyHKIUsI, HEQPOIUTHA3;

KPOBb: TEMOJIMTHYECKAsI aHEMHUSI ¢ OTpUIlaTeIbHON peakiuein Kymoca;

OpraHbl dJHJOKPUHHONW M TIOJOBOM CHCTEM: 3aJIep’KKa IOJIOBOIrO
CO3pEBaHUsl, TMHEKOMACTHS, MEHCTPyaJbHbIE  HAPYILICHUS, CHUXKCHUE
bepTUIBbHOCTH, CIIOHTAaHHBIE a0OPTHI, HAPYIIIEHUE TOJIEPAHTHOCTH K TIIIOKO3E,
TUIONapaTUPEOUIU3M, AKPOMET AU,

ONOPHO-JBUTATENIbHBIM  alapar: PaHHUM OCTEONOpO3, CIIOHTAHHBIC
MIEPEJIOMBI, ApTPUTHI, APTPOMIATUH KPYITHBIX CYCTaBOB, pa0JOMHOIIN3;

KOJKa: TUIEPIUTMEHTAIIMS, TOTyObIe JIYHKH Y HOTTEBOTO JI0XKA,

JIpyTUe OpraHbl: KapIMOMHONATHs, XOJIEIUTHA3, TAHKPEATHUT;

5.4. x rpymnIe nanueHToB, MOIeKAIINX CKPUHUHTY OTHOCSITCS:

auna ¢ 3a00JeBaHUSIMU TICYCHH HEYTOYHEHHOW STHOJIOTHH B BO3pacTe 3-
45 mer;

HaJu4yue KIMHUYECKUX TMPU3HAKOB aAyTOMMMYHHOIO Te€NaTtutra mpHu
HeR((PEKTUBHOCTH CTAaHAPTHOM Teparuu KOPTUKOCTEPOUIAMU;

ocTpast neYeHOYHas HEJIOCTaTOYHOCTb, COTIPOBOXKIAIOIIASICS
reMOJIUTUYECKON aHEMUECH

cuOChl (poJHbIE OpaThsi W CECTpPhl) MAIMEHTOB C YCTAaHOBJICHHBIM
nuarao3om 6osne3nu BuiibcoHa-KoHoBanoBa;

5.5. guarHoctuka mnpu Oosne3Hu BuibcoHna-KoHoBanoBa mpoBOIUTCS
corjacHo Taouie 14;

Tabmauma 14
Obs3aTenpHast JlononHuTETbHAST

OAK. Omnpenenenrie MEAN B CBIBOPOTKE KPOBH.
BUK (OmmupyOun, AcAT, AnAT, UI®, | ['eHotunupoBaHue: ompeeneHUe MyTamui
I'TTII rirokoza, XC). reHa ATP7B (mpu CHIKCHUU
OAM. uepyJsomia3MuHa, Haauuuu koser Kaitzepa-
[epyonna3MuH CBIBOPOTKH KPOBH. Queiiiepa, IOBBIIICHUM YPOBHSI MEIu B
O¢TanbMOIOTHYECKOE HCCIEAOBAHUE TIPU | CBIBOPOTKE KPOBU MM CYTOYHOM MoOUe,
TIOMOIIIY IIEJIEBOM JIAMIIBI. cubcam (poaHBIM OpaThsiM U CECTpaMm)




31

O6s13aTenbHast JlonoTHHTETbHAS
CyTouHast HKCKpelus Meu ¢ MOYOH. naueHToB ¢ Oone3Hplo  Buibcona-
OKT'. Konosasnoga.
VY3U opranoB OpIOIIHOM MOJOCTH. BpaueOHas koHCy/IbTaIMs Bpadya-HEBPOJIOTA
I’ JIC. (TIpy HEBPOJIOTHUYECKOM CUMIITOMATHKE).

KT wmu MPT ronoBHoro wmo3sra (mpu
HEBPOJIOTUYECKON CUMIITOMATHKE).

[Tpn HAIMYUU IPU3HAKOB IUPPO3a NEYCHH —
JTUATHOCTUKA TPOBOJIUTCS COTJIACHO MYHKTY
3.4. HaCTOSAMIETO MPUIIOKEHUS.

5.6. muarHocTuueckuMu Kputepusmu Oone3nn Bunbcona-Konopasosa
SBJISIFOTCSL:

5.6.1. MOJOXUTENBHBIE PE3YJIbTaThl OMOXUMHYECKUX TECTOB OOMEHa
MEJIN:

CHUIKEHHUE 1EPYIIONIa3MUHA;

CBOOOJIHAsA M€JIb CHIBOPOTKHU KPOBH >1,6 MKMOJIB/JI;

CYTOYHas SKCKpenust Meau ¢ Mmouoi >100 Mkr/cyT;

5.6.2. BegBaeHue resotunoB H1069Q/H1069Q uau H1069Q)/X.

OTcyTcTBHE yKa3aHHBIX MyTallMd HE HCKIo4YaeT 3aboJieBaHHUeE.
OCHOBHBIM METOAOM JUAarHOCTUKH Oose3nu Bunbcona-KonoBanoBa sSBIsIOTCS
OMOXMMUYECKHE HCCIEAOBaHUS OOMEHA MEIu — MPU HAIMYUU XapaKTEPHBIX
OTKJIOHEHUM OMOXMUMHUYECKUX TECTOB OOMEHA MEIU MPOBEICHUE MOJIEKYJISIPHO-
T€HETUYECKOTO HUCCIICIOBAHUS HE SBIISIETCS 00s3aTEIbHBIM);

5.6.3. MoxerT OBITh HCIOJb30BaHA OaIbHASI CUCTEMa JIUATHOCTUKH
corjacHo Tabmuie 29 mnpunoxkeHus 6 K HacTosmemy KiamHuueckomy
MPOTOKOITY;

5.7. niad OLEHKM CTEIEeHu TsokecTH Oosiesnn Bunncona-Konosanosa
UCIIOJIB3YIOTCS CIICIYIONINE KPUTCPUH:

IpyU HAJWYUU TenaTuTa WIM LUPpO3a TEUYEHU — OIIEHKA CTEMNeHU
aKTUBHOCTU W TSDKECTH coOrjacHo mnyHkTtam 2.6., 3.6., 3.7. HacTosIIero
MIPUIIOKCHUS,

IpA  OCTPOM  TIEYCHOYHOM  HEJOCTATOYHOCTM —  OLEHKAa IO
MIPOTHOCTUYECKOMY HWHJICKCY 0oJsie3HU Bunnscona-Konoasona,

MPOSIBIIAIONIEHCS OCTPOM MEYEHOYHOM HENOCTATOYHOCTHIO COIJIAaCHO TabJIuIle
24 npunosxenus 6 k HactosueMy KiimHuueckomy nmpoToKoiy;

5.8. ¢dopmymupoBka aumartHo3a bonesnr  Bunbcona-Konosanosa
BKJIIOYAET .

HO30JIOTHIO;

" [pumep:

bonesnr Bunbcona-Konosanosa, rerorun H1069Q/H1069Q, uppo3 nedenu, kiacc
A (YyTOUHSAIOTCS JPYTHE XapaKTEPUCTUKH [IUPPO3a), TOPAKCHUE HEPBHOW CHCTEMBI
(popmynmupyercs coTIacHO 3aKITIOUYSHUIO Bpaya-HEeBPOJIOTA).
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TCHOTHII;

dbopMy OpaKeHUS TICUCHH;

MOpakeHUE JPYTUX OPTaHOB,;

5.9. uenpro meyenus namumeHTa ¢ OoJsie3HbIO Buibcona-KoHoBasioBa
SIBJISICTCSL:

HavasbHas ¢aza Tepanuu: TOCTUXKEHUE OTPUIATEILHOrO OajlaHca MEJu;

nojAepkuBaroIias asza: nojaepxKaHue TOCTUTHYTOTro OajaHca MEIH;

KOPPEKLIHs OCIOKHEHUM;

5.10. mnokazaHWUAMH 1 TOCHHUTAIW3AIlMKd TAallMeHTa C OOJIE3HBIO
Bunbcona-KoHoBasioBa sIBIISIFOTCS:

HEOOXOJIUMOCTh  BBINIOJIHEHUS OHOICHU TE€UYEeHH (TOCTIHTAIM3aAINs
NalueHTa B TacTPO’HTEPOJIOTUYECKOE WM XHpyprudyeckoe otaeneHus ['O3,
003);

MIPY HAUIMYUM UPPO3a MEUCHU TOCHUTAIM3AIMS AallUeHTa MPOBOJUTCS B
COOTBETCTBUU C MYHKTOM 3.11. HacTOAIIEr0 NPUTTOKEHHUS,

5.11. ocHoBaHMEM I HampaBJCHUsI TAlMEHTa Ha KOHCYJIbTAllUIO B
pecryOJUKaHCKUN  HaydHO-TIpaKTHUeckud  1eHtp (manee —  PHIILY)
TPAHCIUIAHTAI[MM OPraHOB M TKAHEH SIBISIOTCA MOKAa3aHUsA, YKa3aHHBIE B
tabuiie 30 nmpunoxxeHus 6 K HacTosmemMy KInHHIeCKOMY TTPOTOKOITY;

5.12. neuenue manmenTta ¢ Oosie3Hp0 Buinbcona-KoHoBasoBa BKIIIOYAET
CJICAYIOIME KOMIIOHEHTHI:

5.12.1. nuery u orpaHu4yeHue MOTpPeOJECHUS MeAU: OrpaHUYCHUE
OpPOAYKTOB €  BBICOKMM  COAEpKaHMEeM  Meau  (Me4eHb,  Apyrue
CyONpOAyKTBI, pakooOpa3Hble, OpPEXH, IMIOKOJad, TPUOBI); HCKIIOUYCHHUE
BUTAMUHHO-MUHEPAIbHBIX  KOMIUIEKCOB, COJIEpXKAIUX MEAb; KOHTPOJIb
NoTpeOJIeHUs MEAN W3 APYTUX MCTOYHHKOB: COJIEpKAHWUE MEIU B Mperaparax
JUTsl SHTEPAIBHOTO MHUTAHWS HE BbIME 1,5 MI/CyTKH, B MHUTHEBON BOJIE - HE
ooxee 0,1%o B 90% n3mepenuii;

5.12.2. HavasibHas Teparusi:

nenuruiaMu 250-500 mr/cyT, yBenuuuBast 103y Ha 250 Mr kaxjbie 4-7
nuen 1o makcumanbHou 1000-1500 mr/cyT (3a 1 wac 10 eapl uiu crycTts 2 Jaca
nocie enpl, B 2-4 mpuema), i NPOPUIAKTUKH JedUIMTa TUPUIOKCHHA
OJIHOBPEMEHHO — TMHUPUJOKCHMHA rujapoxyopus S50 Mr B HEJENIo
BHYTPUMBIIIEYHO WX 25 MI/CyT BHYTPh, TpPH HEMNEPEHOCHUMOCTH
NeHUIWUIaMUHA — TUHKA cyiabdar 124 mr (45 Mr snemMeHTapHOro IMHKA) 3
pasa/cyT;

5.12.3. nonaep kuBaroias Tepanusi:

nenurwuiamMud - 750-1000 wmr/cyr, g npodwiaktukud - aedunuTa
MAPUIOKCUHA OJTHOBPEMEHHO — MUPHUJIOKCUHA Tuapoxjopun 50 Mr B HeEJEmro
BHYTPUMBIIIEYHO WX 25 MI/CyT BHYTpPb, TIpU  HEMEPEHOCHMOCTHU
NEeHUIWJIAMUHA — IHUHKA cyiabdar 124 mr (45 Mmr sjeMeHTapHOro IuHKa) 3
paza/cyT;
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5.12.4. npu ocTpod TEUEHOYHOW HEJIOCTaTOYHOCTH —  OIICHKA
HEO0OXOIMMOCTH TPAHCIJIAHTAIIMY MeUYeHH (ITPOTHOCTHYECKUM MHAEKC > 11), 10
TPaHCIUIAHTAIlUM — HJKCTpaKopropaabHble MeToabl (Hampumep, MARS-
yIbTpauiIbTpaLus);

5.12.5. mpu HamMUUM UMPpO3a TIEYEHHU — JOMOJHHUTEIBHO JICYCHHE B

COOTBETCTBHUU C MyHKTOM 3.13. HACTOAIIETO MPUITOKECHHS,

5.12.6. cumnTomMaTH4ecKas KOPPEKIMsS HEBPOJOTHYECKUX TPOSBICHUN
10/, KOHTPOJIEM Bpaya-CIECIHAIKCTA;

5.12.7. ncuxodapmakosorudeckas KOPPEKIUs I10J KOHTPOJIEM Bpada-
CHEUHAINCTA IPU HATUYUU NICUXUYECKUX MTPOSIBICHUI;

5.12.8. Ilpu aucharum: 6e€3 acmupanuu - >KUAKasl, MOy UJIKas MHUILA; C
acrypalmeil — racTpoCTOMUSI, SHTEPAITIbHOE TUTAHUE;

5.13. koHTponb 3PPEKTUBHOCTU JIEYEHUA OCYIIECTBISIETCS IO
KIIMHUYECKUM JaHHBIM (YMEHBIIEHUE KIMHUYECKUX MPOSIBICHUI), a TAKXKE IO
7a00paTOPHBIM TMOKA3aTENsIM: B Hauajie Tepamuu dKCKPEIUsi CyTOYHON MeIu C
Mouoit gocturaetr 1000 MKr, yepe3 6 MecsleB JedeHUS M 00Jiee COCTaBIsAET
200-500 Mkr Ha ¢oHE Tepanuu MEHUIWIJIAMUHOM M HE Oonee 75 MKr —
cyibdaroM IMHKA, KOHIEHTpalMs CBOOOJAHOM (HE  CBSA3aHHOW ¢
LEPYJIOIJIa3MUHOM) MEIU B CHIBOPOTKE KPOBH IPHU JIIOOBIX BUIAX JICUCHUS HE
BhIIIE 250 MKI/JI;

5.14. onenka 3(P(HEKTUBHOCTU JICUEHUS TPOBOJIUTCS IO CIEAYIOIIUM
KPUTEPHUSIM:

3G (}eKT MoNHBIA: B MPOIECCe JEYCHHUS TOCTUTHYTHI IEJIEBHIC yYPOBHH
CYTOYHOM OKCKpEeIHMHM MEeOu ¢ MOYOM U KOHIIGHTpAllud CBOOOIHOM
(HECBSI3aHHOM C LEPYJIOMIa3MUHOM) MEIH B CBIBOPOTKE KPOBH;

3 PEeKT HEMOJIHBIA: CHUXKEHUE TOJBKO CYTOUYHOM JKCKPELIHUH MEAU C
MOYOM WM  TOJBKO  KOHILEHTPAIIMM  CBOOOJHOM  (HECBSI3aHHOW ¢
1EPYJIOIIa3MUHOM ) MEIU B CHIBOPOTKE KPOBHU;

orcytcTBUe 3(ddekTa: Ha (oHE Tepanuu MNEHUIWIJIAMUHOM CYTOYHAas
IKCKpenusi Menu ¢ Modoil 6omee 500 MKr, a KOHIEHTpaIMsi CBOOOAHOU (HE
CBSI3aHHOM C IEPYJIOIUIa3MUHOM) MEIM B CBIBOPOTKE KPOBH BbIIie 250 MKI/;

HEraTUBHBIN A(PPEKT: ypOBEHh CYTOUYHOW JKCKPEUUH MEIU C MOUYOH H
(W) KOHIIEHTpAIMs CBOOOJHOW (HECBSI3aHHOMW C IEPYJIOIIa3MUHOM) MEIH B
CBIBOPOTKE KPOBH BBIIIC IO CPAaBHEHHUIO C HCXOJHBIMHU TOKa3aTessiMu (J10
HayaJa JeyeHus);

5.15. manuenTsl ¢ 0ose3HbI0 Briibcona-KoHoBaoBa OTHOCATCS K TPYIINE
nucnancepuoro Haomroaenus [(I111) u moanexar qucnancepHomMy HaOIIOICHUIO
y Bpada-raCTPO’HTEPOJIOTa, Bpada-TepareBTa yYacTKOBOTO (Bpada oOImen
MPAKTUKH) IOCTOSIHHO;

5.16. 0O6beM U KpaTHOCTh AMATHOCTUKH TMPHU THUCIIAHCEPHOM HAOJI0ICHUH
COCTaBJISIFOT:
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1 pa3 B 6 Mecs1eB: MEAUIIMHCKUI OCMOTp C OLIEHKOM cTaTyca MUTaHUS,
OAK, Ouoxumuyeckoe ucciefoBaHue KpoBu (Tirokosa, Ounupyoun, ACT,
AJIT, II®, I'T'TIT), cyrouHast SKCKpe1si MEIA C MOYOI;

1 pa3z B roa: Y31 OBII,;

no nokazanusim: II'JIC, ocmoTp Bpadya-opTaabpMoiora, Bpaua-HEBPOJIOra;

Ipyd  HaJIM4YMM  LUppo3a NEYeHU  JUCHAHCEPHOE  HaOIIoAeHUE
OCYIIECTBIIACTCA COTIACHO MYyHKTY 3.15. HacTOAIIEro MpUIoKeHHUS;

5.17. xpurepusiMmu 3PQPEKTUBHOCTH JIEYEHHS] U  JIUCIIAHCEPHOIO
HaOmoZeHUs marueHta ¢ Oose3Hblo Bunbcona-KonoBanoBa — siBIsiOTCS
OpeaynpexaeHUe W KOHTPOJIb  OCIOKHEHUH,  OTHaJe€HHuE  CPOKOB
TpaHCIUTAaHTAI[UU TICYCHH, YBEJINUEHUE BHIXKUBAEMOCTH.

6. 'emoxpomato3:
6.1. cormacio MKbB-10 remoxpomaTo3 KiacCuUIIUpyeTcs: Kak:
E83.1 napyuienust oOmMeHa xelesa,

I'emoxpomaros;
6.2. ucmoib3yeTcsa  CIENyIollee  OMNpeleieHHE  TIeMOXpoMaro3a:
remoxpomaro3d (OMIM 235200) — HLA-acconuupoBaHHOE BpPOXKICHHOE

3a00J1€BaHUE, HACIEAYEMOE MO0 ayTOCOMHO-PELIECCUBHOMY THITY, CBSI3aHHOE C
BBICOKMM  BCacChbIBaHMEM  JKeJie3a  TaCTPOMHTECTUHAIBLHOMW  CIIM3UCTOMU
000JIOUKOM, BEIYyIIMM K TATOJOTUYECKON JCMO3UIIMU H30BITKA Keje3a B
MEYEHU U JIPYTUX OpraHax;

6.3. KTUHUYECKUMH KPUTEPHUSIMHU T€MOXPOMATO3a SBISIOTCS:

TUMWYHBIA BO3pacT Hadasia: MyxX4yuHbl 40-60 5neT, >KeHIIMHbI — B
MOCTMEHOMNay3aJbHbINA MEPUO/T;

OpraHbl MHWINEBAPEHUS: YMOpHbIE OOMM B KUBOTE, TIeMaToOMeraius,
OTKJIOHEHUSI OMOXMMHYECKUX TECTOB;

OpraHbl KpPOBOOOpAILICHUS: KapJAUOMHOIATHUS, HAPYIICHUS pUTMA U
MPOBOJAUMOCTH, apTepuanbHas TUTIEPTEH3US, porpeccupyronias
HEJIOCTaTOYHOCTh KPOBOOOpAIIEHUSI, PE3UCTEHTHAS K TepPaIlNH;

SHAOKPUHHAS CHUCTEMA: CaxapHbId IUaldeT, WHCYIHHOPE3UCTEHTHOCTD,
rUno(U3apHBIN TUIIOTOHAAN3M, TUTIOKOPTUIIN3M, THIIOTHPO3;

CycTaBel (aTumu4Hasi aprpomarusi): 0omb, OTeK, naedopmaims,
OTPAaHUYCHHUE TIOJABMIKHOCTHU, PEHTIEHOJIOTHUYECKH — XOHAPOKAJIBIIMHO3,
MEPUAPTUKYJISIPHOE  CYOIEepUOCTAIbHOE  paccachblBaHWE KOCTH, CY)XCHHUE
CyCTaBHOM ILEJIH;

kKoxa: quddy3Has TUrMEeHTaIMs KOXH (METaHOACPMHS);

6.3.1. kaccuyeckass CAMIITOMAaTUKA — TeaTOMETalus, caxapHbIi 11a0eT,
TUTIEPIIUTMEHTAIHS KOXKHU — CBUACTEIICTBYET O TTO3HEH CTaanu 3a00JICBaHUS;

6.4. x Tpy1IIie MAlMEeHTOB, MOJICKAIUX CKPUHUHTY OTHOCSITCS:

Jauna ¢ 3a00JIeBaHUSIMU MT€YE€HN HEYTOUHEHHOU 3TUOJIOTUH;

NAIMEHTHI C K3BMEHEHUSIMU CHIBOPOTOYHBIX MapKEPOB OOMEHA JKeJe3a;
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caxapHblii 1uader 1 Thna, o0COOCHHO B COYETAHUU C MATOJIOTHUEHN TEUEHH,
MaTOJIOTHEH Cep/ra WM IPEXACBPEMEHHON CEKCYyaIbHOM TUCHYHKITUCH;
apTponaTusi, KapJMOMHUONATHs, CeKCyanbHasi AUCHYHKIMS Y MYKUHH;

cuOChl (pojHbBIE OpaThs
reéMOXpPOMaTO30M;

U CECTpbl) NAIMEHTOB C YCTAHOBJIEHHBIM

6.5. nuarHocTMka mMpU TeMOXpoMaTO3€ IMPOBOJUTCS COTJIACHO TaOJIHIIe

15;

Tabnuua 15

Qo0s3arenpHas

I[OHOHHI/ITeJILHaﬂl

OAK c onpenenenueM reMaToKpuTa.
BUK (6umupyoun, AcAT, AnAT,
II®, I'TTII, rmroko3a, amunasza, XC,

Kenes30).

Mapkepbl  TEperpy3Ku  Kele30M:
CBIBOPOTOYHBIN beppuTuH,
Kod(ppurmeHt HACBIILICHUS
TpaHceppuHa  KeJIe3oM;  IpH

MOBBIIIICHHBIX ToKazaTensx (HTXK
oonee 45% mnpu CD OGomee 250
MKT/1 'y MykunH uin CO 6onee 200
MKI/J Yy JKEHIIWH) — TOBTOPHOE
OTIpeieIeHNE.

OKT.

Y3U opraHoB OPIOITHOM MOJIOCTH.
SrJC.

I'enotunupoBanne Ha HOcuTENbCTBO MyTanuii HFE
reda (nmpu noBtopHoM HTX 6onee 45% wumu CO
6onee 200, a takxke cubcam (pOJHBIM OpaThsIM H
CECTpaM) MaIMeHTOB C TEMOXPOMATO30M).

buoricus neuenn ¢ okpackoi 1o merony Ilepica mis
BBISIBIICHUS reMOCHCpUHA MeYeHU (mpu
HEOOXOJUMOCTH YTOUHEHHS CTENEHU TMeperpy3Ku
KenesoM U creneHu (¢Gubpos3a, MNpU  pEHICHUH
SKCIIEPTHBIX BOIPOCOB, Tpu AuddepeHnnarTbHoMl
JTUArHOCTHKE C BTOPUYHON MEPErpy3KOH KeIe30M).

MPT (ans yTouHeHHsI paclpeiciiCHHs >Kelie3a B
nedyeHu, auddepeHnranu NapeHXUMATO3HOTO U
ME3€HXUMAaIbHOIO pacrpeneieHus Kenesa,
BBISIBJICHUSI MEJIKMX HEOIUTACTHYECKUX IMPOIIECCOB B
NIEYECHHU ).

Koncynpranus Bpaya-KapauoJiora,
SHJOKPUHOJIOTa, Bpadya peBMAaTOJIOra
Bpayeil-CleMaIuCcTOB MpU HAIUYUU
MOPAKEHHSI COOTBETCTBYIOLIUX OPIaHOB.
[Ipy Hanmuuuu TPU3HAKOB IUPpO3a TMEUEHU —
JTUArHOCTHKA COTJIACHO MYHKTY 3.4.HacTOSIIEro
MPUIOXKEHUS.

Bpaya-
U Jpyrux
IIPU3HAKOB

6.6. TMarHOCTUYECKUMU KPUTEPUSIMUA T'€MOXPOMATO3a SIBIIAIOTCS:
reHorunn C282Y/C282Y B codeTaHWM C TMPOSBICHUSIMHU TIEPETPY3KH

KCIC30M,

npu BbisiBJIeHUU reHotunoB H63D/H63D u  C282Y/H63D Tpebyercs
JOTIOJTHATEIbHAS ~JTUarHOCTHKA JUISl YTOYHEHUS BTOPUYHOM Meperpy3Ku

KCIC30M,

6.7. nns OICHKM CTENEHH TSHDKECTH TeMOXPOMaTo3a HCIIOIb3YIOTCS

CIEAYIOIINE KPUTEPHUU:
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6.7.1. mpu HaIWYWK TeMaTUTa WKW LHUPPO3a IMEUYEHU OLIEHKA CTENEHU
AKTUBHOCTH M TSKECTH BBIMNOJIHAETCS COrJacHO mnyHkTam 2.6., 3.6., 3.7.
npuioxenus 4 Hactosmero KiimHuueckoro npoTokona;

6.7.2. THCTOJIOTMYECKasi OIIEHKA WHTEHCHUBHOCTU OKPACKH JEMO3UTOB
xesesa (TpeOyroTcs mpenaparhl, okpanieHHblie 1o Iepacy):

0 — rpaHynsl XKene3a WJIM OTCYTCTBYIOT, WM €lIBa pa3IWYUMbl Ha
yBenmueHnu *x400;

1+ — rpanHyJibl xKese3a IoXo pa3IuyuMbl Ha yBeJIndeHUH X250, HO JIeTKO
UIeHTUPUIUPYIOTCS Ha yBennueHun x400;

2+ — OTJIeTIbHBIC TPaHYJIBI JKeJie3a BUIHBI Ha yBenudeHuu X 100;

3+ — oT/AeNbHBIC TPAHYJIBI JKeJIe3a BUAHBI HA YBEIUYCHUU %X25;

4+ — Macchl kejae3a BUIHBI Ha yBelWYeHHH X 10 Win HEBOOPYKEHHBIM
IJ1a30M;

2+ — 4+ COOTBETCTBYET 3HAYUTEIHLHOMY TOBBIIICHUIO COJEPHKAHUS
KeJie3a B IICUCHH;

6.8. mpu HOPMYIMPOBKE AMATHO3a TEMOXPOMATO3a YKA3BIBAIOT .

HO30JIOTHIO;

TC€HOTHII;

CTEIEeHb TUMEPCUICPO3a MICUCHH;

dbopMy opakeHUsI TIEUCHH;

Mopake€HUe JPYyTrux OPraHoB;

6.9. llenpro edeHns TeMOXpPOMAaTo3a SIBISETCS:

yaalieHne u30bITKA JKele3a,;

KOPPEKIHUS OCITOKHECHUM;

6.10. moka3zaHUSIMH AJIS TOCTIUTAIHM3ALMK MAIMEHTa C TeMOXPOMAaTO30M
SIBJISIFOTCSI:

HEOOXOJIUMOCTh  BBIMIOJIHEHUSI OUOINCHUU TE€UYEeHH (TOCHUTAIM3AIUS
nalueHTa B TacTPOIHTEPOJIOTUUECKOE WIM Xupyprudeckoe otaeneHus ['O3,
0O03) npu HATMYUK LUPPO3a NEYEHH - TOKA3aHUS COOTBETCTBYIOT MyHKTY 3.11.
npuioxeHus 4 Hacrosuiero KiiImHU4eckoro mpoTokoia;

6.11. ocHOBaHWEM Jis HANpAaBJICHHUS TAIMEHTa HAa KOHCYJbTAIIMIO B
PHIIL] TpanCcnimaHTanuMu OpraHOB M TKAHEM SIBIIAKOTCS MMOKAa3aHMS, YKA3aHHbBIC B
tabmume 30 npuiokeHus 6 Kk HacTosmemMy KimmHndeckoMy mpoTOKOIY;

6.12. nedeHue reMoxpoMaTo3a BKIIOUYACT:

6.12.1. o0mue MeponpusATUs: OrpaHUUYEHUE MOTPEOJICHUS AaJIKOTOJIs,
U30BITOYHOTO BBeJeHUs BUTaMuHa C, MIPOAYKTOB MUTAHUs, OOTAThIX KEIE30M;
yHnoTpeOJICHNE TPOTYKTOB, CHIKAIOIITUX a0COopOIHIo *Kene3a (Jai);

" Ipumep:
I'emoxpomato3, renotun C282Y/C282Y, remocuaepo3 MEe4YeHH 2 CT., LUPPO3
nevyeHu, kiaacc B (yka3pIBalOTCs OCTalIbHbIE XapaKTEPUCTUKH [IUPPO3a), apTpOIaTHs.
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6.12.2. pneboromun (y mui, ToMo3uroTHeIX 1Mo C282Y c mpuzHakamu
neperpy3Ku >Keyie30M), B TOM YHUCIIE Y TIAIMEHTOB C IUPPO30OM MEUECHHU:

o0beM ynansemoit kpoBu Bo BpeMs (uieboromuu — 400-500 m;

gactoTa ¢haedoTomuii 1 pa3 B 1-2 Heaenw;

HE JIONyCKaTh CHIDKEHUs remaTokputa 0osee 20% oT npeiiecTByoero
3HAYCHUS,;

OrpaHM4yeHue (PU3MUYECKUX HArpy3oK B TedueHue 24 yacoB 1ocCIe
bnedboTomMuu;

6.12.3. pyu HaIWMYMU UPpO3a MEUYCHU — BEJCHUE MAIMEHTa COTJIAaCHO
nyHKTy 3.13. mpunoxenus 4 Hactosero Kiamauueckoro npoToKkoa;

6.12.4. npu nopakeHUM APYTUX OPraHoB (CaxapHbIN 1uabdeT, apTpomnaTusl,
TUIOTOHAAN3M, TO3HSAA KOXKHAsg MOpPUPHs) — CUMIOTOMATHYECKOE JICUCHUE
M0/l KOHTPOJIEM COOTBETCTBYIOIIUX Bpaueh-CreI[MaaInucToB;

6.12.5. mpoBomuTcs NpOPUIAKTUKA JOTOJHUTEIHLHOTO TOBPEKICHUS
NEeYCHU MaIlMeHTa: MMMYHU3AIUs IPOTUB TeMaTuToB A 1 B;

6.13. 5 heKTUBHOCTH JIeueHUS KOHTPOIUPYETCS CACAYIOIINM 00pa3oM:

KoHTposib 3HadeHut CO ocymecTBiasiercs uyepe3 Kaxapie 10-12
bnedoTomuii. HM30BITOK Kele3a CYUTACTCS MOOWIM3UPOBAHHBIM, KOT/IA
3HaueHue C® omnyckaercs Hmwke 50 HI/MJI; B TakuxX Cly4asx YacTOTy
dbnedboTomuii ymenbinaroT, usmepeHus CO yuamawt. [lpu 3nadenusix CD
HUXKe 25 Hr/Ma npoBeneHue GpuedboToMui HeOOXOAUMO BPEMEHHO MPEKPATUTh
W 3aTeM TMPOBOAWTH MOJAEpKHUBarome (aedoToMUM C HWHTEPBAIIOM,
MO3BOJISIIONIEM COXpaHATh 3HaueHue CD mexay 25-50 Hr/m;

6.14. manueHThl ¢ TEMOXPOMATO30M OTHOCSITCS K TPYMIE THUCIIAHCEPHOTO
naomoaenuss J(IIl) u mommexar nucmancepHoMy HaOMIOACHUIO Yy Bpaya-
raCTpO’HTEPOJIOTa, Bpada-TeparneBTa y4acTKOBOro (Bpaua OOIIECH MPaKTHUKH)
MOCTOSTHHO;

6.15. o0beM © KpaTHOCTh JUATHOCTUYECKUX MEPOINPUATHA NpH
JMCITAHCEPHOM HAOJII0JICHUU COCTABIISIOT:

1 pa3 B roa: MEIUIIMHCKUIA OCMOTP ¢ olleHKO# ctaTyca nutanus, OAK (c
reMaTOKPUTOM), OHMOXMMHYECKOE HCCIEAOBAaHME KpPOBU (CHIBOPOTOYHOE
&Kene3o, TpaHcheppwH, HACHIIICHHEe TpaHcheppuHa Kene3oMm, (eppuTuH,
riroko3a kposu, ommpyoun, ACT, AJIT, I®, I'TTII), Y3U OBII;

Ipd  HAIMYUM  LUPpPO3a  TEYEHHW  JWCHAHCEpHOE  HaOIOJeHUE
OCYIIECTBJISIETCSI COTJIACHO NYHKTY 2.15. mpunoxkeHuss 4 K HaCTOSUIEMY
KnuandyeckoMmy mpoTokoy, onpeaeneHue anbha-gperonpoTrenHa mpoBoguTcs 1
pa3 B ToJ;

6.16. mamueHT ¢ reMOTOXPOMaTO30M OTHOCHUTCS K TPyIIe pHCKa IIO
renaToUEIUTIONSPHON KapIIMHOME;

6.17. xputepusimu 3PGPEKTUBHOCTH JICUCHHS W  JIUCIIAHCEPHOTO
HAOJIOACHUSI TAIMEHTa C TeMOTOXPOMATO30M SIBJISIOTCS: CTaOWIIM3aIUs WM
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CHW)KEHHE aKTHMBHOCTHM TIpollecca B TI€YEHH, YCTPAHEHHE TMPU3HAKOB
HEePEerpy3KH JKeIe30M.

7. Cunapom XKunnbepa:
7.1. cornacio MKB-10 Cunapom Kuib0Oepa kinaccuduuupyercs Kak:

E80.4 Cunnpom KunbOepa;

7.2. WCTONB3yeTCs Cclenyrolee ompenencHue cuaapoma Kuipbepa:
cugapoM JKunpbepa — HaciaeACTBEHHOE 3a00JieBaHUE, OO0YCIOBIEHHOE
CHIKCHUEM AKTUBHOCTH (medunuTom)

ypuauHIuGochaTrIFoKypoHUITpaHCchepassl;

7.3. KIWHUYECKUMH KpUTEpUsSMU cuHApoMma Kuipbepa SBISIOTCS:
KEITYITHOE OKpAIIMBAHUE CKJIEP, CIM3UCTBIX O000J0YeK W (WJIM) KOMXKHBIX
MIOKPOBOB;

7.4. nmar"Hoctuka npu cuHapome JKumpbepa TPOBOAUTCS COTIACHO
Tabuie 16;

Taomuna 16

T
OO6s3aTenpHas JlomomHUTEIbHAS

OAK, BKJTtO4asi pETUKYJIOLMUTHI. OI'’IC (mpu cumMnToMax AUCTIETICUN).
BUK (dppakmuu Ounupybuna, AcAT, | 'eHOTUITHpOBaHWE HA HOCHUTEIBCTBO MYTallUM
AnAT, 1D, I'TTII, rmoko3a, | reHa UGT1A1l (mpu pemeHun >SKCIEepTHBIX

XOJIECTEPUH). BOIIPOCOB, B COMHUTEIBHBIX CIIy4asiX).

OAM. OcMoTnyecKkass pe3UCTEHTHOCTh SPUTPOLIUTOB
OKT'. (npu MO03pEHUN HA TEMOIIN3).

Y3U OBbII. BpaueOHas KOHCybTalIUsI Bpadya-reMarosiora.
Mapkeps! BI': HBsAg, anti-HCV Lepynonna3MuH CBIBOPOTKH KPOBH.

CeiBopoTounsrii pepputun, HTXK.
Anbbal-aHTUTPUTICHH.

7.5. IMarHOCTUYECKUMHU KpUTEpUsIMHU cuHapoma JKunb0epa sBIisitoTcs:

MOBBIIIIEHUE HEKOHBIOTUPOBAHHOTO OMIIMPYOHHA;

WUCKJIFOYEHHUE  MaTOJIOTMW  TEUeHHM  HMHOTO  TeHe3a  (BUPYCHBIE,
HacneacTBeHHble 3a0oneBanus, HAXKBII);

UCKJTFOYEHHE TeMOJIN3a;

BbIsiBIIcHUE MyTalui reHa UGT1ATL;

7.6. npu GopMyIIMpOBKE TUarHo3a cuHapoma JKunp0epa yKaspIBaloT

HO30JIOTHIO;

7.77. uenpto JsedeHuss cuHApoMma KwibOepa SBISIETCS CHUYKEHUE
COJIep>KaHUsI HEKOHBIOTUPOBAHHOTO OUITMPYOUHA;

* IIpumep:
Cunapom XKunnbepa.
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MOKa3aHusl JUIsl TOCHUTANM3allMu TalueHTa ¢ cuHapomoMm Kunnbepa
OTCYTCTBYIOT;

7.8 neuenue cunapoma JKunboepa y manueHTa BKIOYaeT:

OTKa3 OT aJIKOTOJIsI, KypEeHHUS;

BO BpEMsl 3IU30J0B MOBBIIIEHUS OWIUMpPyOHMHAa BO3MOXHO HA3HAYEHUE
dbenobapourtana 50 mr 1-3 paza B CyTKH B TeueHue 5-7 THEH;

7.9. mnaumentsl ¢ cunAgpomMoMm JKunbOepa OTHOCATCS K TpyMIe
nucnancepHoro Haomoaenus J(11).

[Ipumeuanue: 1I/ICCJ'IC,Z[0B3.HI/I}I, yKa3zaHHble B cToNOIe «JlomonmHuTenbHass AMATHOCTHUKAY
BBITIOJIHSIFOTCSL B T€X CIIydasX, KOTJa TIOCTe BBIIOJHEHUS 00s3aTeIbHBIX HCCICIOBAHUMN
HO30JIOTUYECKUI JAMarHo3 ocTaercs HesacHbIM. OO0BbeM M MOCIeNOBATEIbHOCTh IMPOBEICHUS
JIOTTOJTHUTENBbHBIX HCCIENOBAaHUN JUISI KaXJOro MNalyeHTa ONpEeAeNsieTcs JedalluM BpadoM C
YYETOM KIMHUYECKOW 3HAYMMOCTH CHMITOMOB, TSKECTH COCTOSHHUS MAalMEHTa, MEIULIMHCKHUX
MOKa3aHUM W MPOTUBOMOKA3aHUM, JHUArHOCTUYECKOW 3HAYMMOCTH HCCIEIOBAHMN U HX
JIOCTYITHOCTH.



