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Cnmcok cokpameHniu

AJIT — ananmHamMuHOTpaHcdepasa

AC3K — aprepuanbHO-CTUMYJIUPOBAHHBII BEHO3HBIN 3a00p KpoBU

ACT — acniapraramuHOTpaHchepasza

AT — anTuTena

' — rukeMU4eCKuii HTHACKC

311 — 3a0prOMMHHOE TPOCTPAHCTBO

KKT — xkeny104HO-KHUILIEYHBIN TPAKT

N — uncynuH (TropMoH)

NAC — uHCYNMHOBBIN ayTOUMMYHHBIN CUHAPOM

N®P-| — uacynuHOTIOM00HBIN pocTOBOM (hakTop I

N®P-Il — uncynunonoo0OHsIM poctoBoit gaxtop Il

K — koHTpactupoBanue

KT — xomnbroTepHas Tomorpadus

MPT — marauTHO-pe30HaHCHAas TOMOTpadust

MDH1 — MHOXkecTBEHHas YHAOKpUHHAA HeoIia3us 1 tuma

HIII" — HewHCYyNIMHOMHAs MAHKPEATOT€HHAS TUIIOTIIMKEMUS

HJII" — HequabGeTnyeckast TUIIOTIMKEMUS

HH — nagnoueyHukoBast HEAOCTaTOYHOCTh

H30 — HelposHI0KpUHHBIE OITYXO0JIH

OBII — opranb! OpIOIIHOM TOJIOCTH

O®DDOKT — ogHODOTOHHAS SMUCCHOHHASI KOMITBIOTEpHAs: TOMOTpadus

[1b3 — mankpeaToOunrapHas 30Ha

DK — nomxenynounas xenesa

[II'T — nocTnpaniManbHas TUOEPUHCYITMHEMUYECKAS TUIIOTJIMKEMUS

nlII'TT — npoOHrUpOBaHHBIN NEPOPATIBHBIN TITFOKO30TOJIEPAHTHBIN TECT

[Tpo-UDP-I1l — mpo-uncynuHonoo0HbIH pocToBoil Gaktop II

I[I9T/KT — MO3UTPOHHO-’MUCCHUOHHAsE ToMorpadus COBMELIEHHAas C KOMIIBIOTEpHON
ToMorpaduei

CHl — caxapnblil 1uabet

CTI' — coMaTtoTponHbIii TOPMOH

V3U — ynbTpa3ByKOBOE UCCIIEAOBaHUE



TepMHuHBI U onIpee/IeHUA

B-TuapokcuOyTUPAT — KETOHOBOE TEJIO, CHHTE3UPYEMOE B MEUECHU M3 KUPHBIX KUCIOT U
SIBJIAIOILEECS MCTOYHMKOM 3HEPIMM NPU HECOOTBETCTBUHU 3allacoB TJIFOKO3bl dHEPreTHUYECKUM
NOTPEOHOCTSAM OpraHu3Ma, HampuMmep, B HEPUOIbl JUTHTEIBHBIX (U3NYECKUX YIPAKHEHHH,
roJI0JIaHUS WM OTCYTCTBUSI IOCTYIIJIEHUS YIJIEBOJOB C MUIIEH.

ApTepHranabHO-CTUMYIUPOBAHHBINA BeHO3HBIN 3a00p KpoBU (AC3K) — nHBa3MBHBINA METO
JUarHOCTUKM  HEWPOSHIOKPUHHBIX OIyxoJied mojpkenynouHodt »kenessl  (HOO  IDK),
OCHOBAHHBIM Ha MOCIIEIOBATEIbHON BHYTpUAPTEPUAIBHON CTUMYJISLMU PA3IUYHBIX OTAEJIOB
oprasa ¢ MocJeAyIOLINM OIpeIeIeHHEM FTOPMOHAILHOTO OTBETA B MIPaBOi IEUEHOYHOI BEHE.

AptuduumanpHas TUIIOTJIMKEMHUS — [IpeIHaMEpEeHHOE NpuMeHeHne nHCYIMHOB (1) u ux
aHAJIOTOB WJIM JIPYTUX TMIOTVIMKEMUYECKUX IPErnapaToB C IEJIbI0 CHIKEHUS YPOBHS TJIFOKO3bI
KpOBHU.

['unepuHcynuHeMHuuyeckass THUINOTIUKEMHUSI — TUIOTIMKEMHUS, COMPOBOXKIAIOIIASCS
OTHOCHUTEJILHON THIIEPUHCYJINHEMHEH.

['mnornukemuueckass KOMa — COCTOSIHUE PE3KOTO TOPMOXKEHHUS BBICHIEH HEPBHOMN
NESITETFHOCTH, XapaKTepU3yroIIeecs r1yOoKoH moTepeil co3HaHus, HapylieHneM (QYHKIIUA BCeX
aQHAJIM3aTOPOB  (JIBUTATEIIBHOTO, KOXKHOTO, 3PHUTEIIBHOTO, CIIyXOBOTO, OOOHSTEIBHOTO) U
BHYTPEHHHUX OPraHOB, Pa3BUBILEECS BCIICIACTBUAE THIIOTJINKEMHUH.

['mnornukemust y nuiy 6e3 caxapHoro muadera (C/]) — cHWKEHHE TIIMKEMHH MeHee 3
MMOJIB/JI, pa3BUBAIOIIEECs BCIEACTBUE AucOanaHca B CUCTEME MOAJNEPKAHUS YPOBHSI TJIFOKO3bI
KPOBHU M, KaK IIPaBWJIO, BBI3BIBAIOIIEE HEBPOJIOTMYECKUE CUMITOMBI M NPU3HAKH, BIUIOTH 1O
AKHU3HEYTPOKAIOIIEro HapyIIeHUs: (PyHKLIHUU TOJIOBHOI'O MO3ra (KOMBbI).

I'unonHcynMHeMHUYeCKass THUIIOIVIMKEMHsT — THUIONIMKEMMs, HE CONPOBOKIAOIIAACA
TUIIEPUHCYIMHEMUEH.

I'mukeMust — KOHLIEHTpaLUs TIII0KO3bI B KPOBH.

I'moko3a — mpocTOM YriaeBOA, KOTOPBIM SIBJISETCS OJHHUM U3 OCHOBHBIX HCTOYHHMKOB
SHEPrUM B OPraHU3ME YEIIOBEKA.

Wncynun (M) — ropMoH, B (U3HOJIOTUYECKUX YCIOBUSAX CEKPETHPYEMBIH P-KiIeTKamu
octpoBkoB Jlanrepranca IDK u perynupyromuil ypoBeHb TIUIIOKO3bI B KPOBH, CTHUMYJIHPYS
MIOTJIOLEHUE TIIFOKO3bI TKAHSIMH.

WncynunoBelit  ayroummyHHbI cunapom (MAC, O6one3sns Xwupara) — BapUaHT

ayTOMMMYHHOM T'MIIOTJIMKEMHH, 00YCIIOBIEHHBINH popmupoBanuem antuten (AT) k U.



WNucynunoma — Hanbonee yactas ¢pyHKunoHHpyromas onyxonb [DK, npoucxosmas u3
B-xnerok  octpoBkoB  Jlamrepranca M MPOSABIAIOMIASACS  THIIEPHHCYIMHEMUYECKOMN
TUIIOTJIMKEMUEH.

Wncynuaonono6usii poctoBoit pakrop I (MDP-1) — nentun, cekpetupyemblii B ieueHH
U ApYrux TKaHAX NoJ AeiictBueM comartoTpornHoro ropmona (CTT).

Wncynuaononoo6usiii poctoBoit pakrop II (MDP-I11) — mentun, cexpeTupyemblii B ieueHn
u Apyrux Tkansax HezaBucumo ot CTT.

NHCYynMHOpPE3UCTEHTHOCT, THUIIA B — BapHaHT ayTOMMMYHHOW THIIOIJIMKEMUH,
oOycnosieHHblil popmupoBanueM AT k peuentopy U.

KT anrvorpagpus — HEWMHBA3WBHBI METOJ] BHU3yalU3allUd, C T[PUMEHEHHEM
koHTpactupoBanus (K), mo3BoJsSIONINI OLIEHUTh COCYTUCTOE PYCIIO U KPOBOTOK.

ManndecTHass TUMOTIIMKEMHUSI — CHIDKEHHE YPOBHS TIIOKO3bI <3 MMOJIB/JT B BEHO3HOM
KPOBHU W/WUJIM CHW)KEHHE YPOBHSI TJIFOKO3bl <2,8 MMOJIb/J B KalWUIIPHON KPOBU MpPU HATUYUU
CHMITTOMOB HEHPOTJIMKOTICHUU I CHIKCHHE YPOBHS TIFOKO3BI <2,2 MMOJIb/I B KaWJIISIPHOU
KpPOBH BHE 3aBUCUMOCTHU OT HAJIMYHUS CUMITOMOB HEHPOTJIMKOTICHUH .

MHOXeCTBeHHBI MHKpoaneHoMaTo3 — auddysHas rumneprpodus u runepruiazus -
xietok 1DK, npuBoasamas K pasBUTHIO THIIEPUHCYJIMHEMUYECKON TUIIOTIIMKEMHH.

MHuoxecTBeHHass 3HAOKpUHHas Heorwtazuss (MOH) — cuHIpom, XapakTeph3yIOIIHIACS
pa3BUTHEM OITyX0JIeH B IByX U 00Jiee FTOPMOHIIPOIYyLIUPYIOIIMX TKAHAX.

MDH1 — peakoe 3aboJjieBaHHME, HACIEAYeMOE IO ayTOCOMHO-JIOMHHAHTHOMY THITY,
IPUYMHON KoToporo sBisercs Mmyrauus B rene MENIL, xapakrepusyrouieecs COUYETaHHBIM
ONyXOJEBBIM IOPa)KCHUEM KakK MHMHMMYM JBYX H3 TpeX OHIOKPUHHBIX OPraHOB:
OKOJIOIIMTOBHUIHBIX XKeJle3, aieHorunodusa 1 sH1oKkpuHHou yactu I1K.

HeuncynunomHuas nankpeatoreHHas runoraukemus (HIIT') — runoriukemMusi, BeI3BaHHas
(YHKUMOHATBHONH aBTOHOMMEH [-KJIETOK WM 53KCTPAaOpPraHHOW TIuIepcTuMynanued (kak
OITyXOJIEBOTO, TaK M HE OITyXO0JIEBOT'O NMPOUCXOXKIEHHS) BceX B-KIETOK MOIKEIYyJOUHON HKele3bl,
KOTOpast B JaJIbHEHIIIEeM MOKET IPUBECTU K aBTOHOMUH [-KJIETOK.

[ToTreHuanpHasi TUMOTIMKEMHS — YPOBEHb INIIOKO3bI <3,9 MMOJIB/J, HO >3 MMOJB/I B
BEHO3HOM KpoBM W/mmu <3,9 MMoib/1, HO >2,8 MMOJIB/] BHE 3aBUCHUMOCTH OT HAJINYMA
CHUMIITOMOB HEHPOTIIMKONIEHUH WK <2,8 MMOJIb/J, HO >2,2 MMOJIb/J B KAIWIJISIPHOW KPOBH IpU
OTCYTCTBMM CHUMIITOMOB HEHPOIJINKOIIEHUH.

[IpouHCYNTMH — NOMUMNENTHAHBIM HPOTOPMOH, cuHTe3upyemblil B-kiaerkamu IDK nu

SIBJISIFOLMICS ITPEeAIIeCTBEHHUKOM H.



[Mpo-uncynuHONONOOHBIN pocToBoit dakrop II (mpo-MDP-I1) - BeIcCOKOMONEKYISPHBII
npeamectBeHHUK MOP-11.

C-mentug — OOMH W3 TNPOAYKTOB OWocuHTe3a W, oOpasyrommiics npu
MIPOTEOJIMTUYECKOM PaCIEIUIEHNH MOJIEKYJIbI MpeliecTBEeHHUKa 1 — nmpounHcynuHa.

TyOepo3Hblil CKIepo3 — HACIEACTBEHHOE 3a00JieBaHHE, OOYCIOBICHHOE MYTAIMSIMH B
rerax-cynpeccopax T1SCl wu TSC2 wu mposBisitoleecs: MOPaKEHUEM IIEHTPAILHOW HEPBHOM
CUCTEMbl (KOPKOBBIE U CYO3INEHIMMAJIbHbIE OIIyXOJHM, AaHOMaJuu OeJoro BEUIeCTBa MO3ra,
CYyJIOpPO’KHbIE  TAapOKCU3MBbl, =~ yYMCTBEHHass  OTCTaJOCTh,  HAapYIIEHUs  IOBEICHMS),
N0OpOKaueCcTBEHHBIMU TaMapTOMaMHU M OMyXOJISIMU MOYeK, Jerkux, [DK, a Takxe n3MeHeHusIMu
CO CTOPOHBI KOKH (TMIIOMETAaHOTHYECKHE MAKYJIbl, aHTHO(PUOPOMBI, «IIarpeHeBast Koxka» M Jip.).

XpoMorpaHuH A — IITMKOIIPOTENH, CEKpeTUpyeMbIii OobmnHCTBOM HOO.

1. Kparkas uagopmanus no 3a00/1eBAHNI0O WJIH COCTOSHUIO (Tpynme

3a00/1eBAHMI WJIHM COCTOSTHH)

1.1 Omnpenenenue 3a00JeBaHUA  HWJIH COCTOSAHMSA (rpynnbl  3a00J1eBaHHN WU

COCTOSIHMIA)

Hemna6etnueckas runormmkemus (HJI') — cHmwkenne rmukemMun MeHee 3 MMOJIB/JT Y JTUI]

0e3 caxapOCHIKAMOIIEH Tepanmuy, pa3BHBAIOIICeCs BCJICACTBHE aucOalaHca B CHCTEME
MOJUICP)KAHUS YPOBHS TUIFOKO3bI KPOBH M, KaK IPABHUJIO, BBI3BIBAIOIIECE HEBPOJIOTHUCCKUC
CUMITOMBI W TPHU3HAKH, BIUIOTH JO >KU3HEYIPOXKAIOMIECTO HAPYHICHUS (DYHKIUU TOJIOBHOTO

mo3ra (komai) [1].

1.2 DTHOoJIOrMA M NATOreHe3 3a00JeBaAHNS WM COCTOAHHA (rpynnsl 3a00J1eBaHMi

WJIM COCTOSIHHMI)

OCHOBHBIC IMPHUYKUHBI TUIIOTJIMKEMHUHU ITPUBCJACHLI B Ta6J'II/II_[€ 1. .HeKapCTBeHHHC nperaparTbl

¢ runoriukeMuueckuM 3dexrom npeacrasieHsl B Taduie 2 [2-12].
Tabmuma 1. TlpuuuHbl  HenMaOCTUYECKOW  THMHOTIMKEMHUH y  B3pocibix  [1]

(moougpuyuposano asmopamu).

1.JlekapcTBa/MPOAYKTHI

AJIKOTOJIb

XUHHUH-cOJIepXKalllye NPOaYKThl (JINMOHA U TIp.)

ITpoune (Tabnuna 2)

2. Tsxkenblie 3a001eBaHUSA

HC‘{CHO‘-IHEUI, No4ycuHasd Ui CepJACYHasl HCAOCTATOYHOCTDb (Ha MNO3JHUX CTaguiaX 3a6OJ'ICBaHI/I}I)

Cencuc

Kaxekcusa

3. le¢uuut ropMoHoB




Kopruson

ComaToTponHbIi ropMoH (y AeTei)

4.HeocTpoBKoBbIe (He0eTaK/JIeTOYHbIe) 0IyX0JIH ¢ cynpeccueil mHcyanna (M®P-ombi)

5. JHAOTeHHbI THNEPUHCYJINHU3M

NHcynuHoma

HGI/IHCYJII/IHOMHBJI MaHKPCAaTOrCHHAaA r'MIOrJIMKEMUA

-IIOCTIIPAaHIMaIbHas TUIIEPUHCYJIMHEMUYECKAs: TUIIOTJIMKEMHsS BCJIEACTBUE Ollepalui Ha
BEPXHHUX OTJEJAX KEIyJOYHO-KHIICYHOTO TpakTa (MO3JHUI IEMITMHT-CHHIPOM)

-OIlyXoJieBass W HEOIyXoJieBas IATOJIOTHYECKas T'HIIEPCEKPElHsl IIIIOKAarOHIOI00HOTO
nenTuaa-1 u Apyrux ropMOHOBL

-HEKOTOpbIE  HACIEJCTBEHHBIE HapyIIEHUs MeTaboMu3Ma TIIFOKO3bl  (THUIOTJIUKEMHS,
WHIyIHpOBaHHas GU3HUECKON HArpy3KOH U 1p.)

WNHCYNMHOBBIN ayTOMMMYHHBIM CHHIPOM

-0one3Hp Xupara

-MOHOKJIOHaJIbHasl ayTOMMMYHHAsl TUIIOTJIMKEMUs (BCJIEICTBUE TeMo0acTo3a)

6. AprudunmuaibHas THUNOIJMKeMHsI (WMHCYJIWMHBI H WX aHAJIOTH, MPOW3BOTHBIC
Cy/Ib(OHUIMOYCBHHBI WU pearaTuHuT**)

7. Ilpoyue HacJIeICTBEHHbIE HAPYILIEHUS MeTa00JM3Ma IJII0K03bI

Tabmuma 2. Ilpemaparbl, KOTOpble MOTYT BBI3BaTh pa3BUTHE THUIOTIMKEMHUHU (32
UCKITIOYEHUEM MPEnapaToB [Uis JICYSHHUs caXapHOTro AuadeTa; u3 3aperucTpupoBaHHbiX B PD) [2]

(mooupuyuposano asmopamu).

OueHb YacTo

XWHUH U €T0 ITPONU3BOAHEBIC

unomeranuu

I'mroxarog™**

Yacto

Jlutus kapOoHAT

[IpenapaT u3 rpynmsl NPOU3BOAHBIX AU(PEHUITPONUIAMUHA

Penxo

WNurunburtopsl anrnoTeH3uH-npepamatomero pepmenta (AllD)

AHTaroHUCTHI PELIENTOPOB aHTHOTeH3UHA |1

bera-agpenobaokaTopsl

JleBodmokcanua™*

Mudenpucron

Cynbhamerokcazon+Tpumeronpum™*

I'enapun HaTpHS™*™*

Mepkantomnypus™**

[Tapaneramon™*

.HeKapCTBeHHaH THIIOTJIMKEMMU A MOXET OBITh cnyqaﬁHoﬁ NN YMBIHlHeHHOﬁ

(aptudpunmanshoit) [3,9-11,13,14], B ToM uyuclie PH TalHOM BMEIIATEILCTBE CTOPOHHUX JIHII,

! FI/IHepCCerHI/IH pdaaa TOPMOHOB MOIKET MPOABIATHCA HE TOJIBKO TI/IHOFHI/IKCMI/Ieﬁ, HO U
TI/IHCpFJlI/IKCMHeﬁ



KOIZIa YCIOBHO 3/IOpOBbI€ WMHJIMBUIYYMbl IPUHUMAIOT Ipenaparel g jeueHus CJI.
Aptudunmansras runormukemus [13,15-18] nambonee wacto BecTpewaeTrcs |y JIHMIl  C
MEIULMHCKUM 00pa30BaHUEM H/HITH JIOCTYIIOM K npenaparam juis jtedenus CJ1. IlpoBouupoBats
pa3BUTHE TUIOTIMKEMHUH MOXKET Takxke mpuemM ankorois [3,5,6].

['unornukemMusi MOKET pa3BUBAThCS IPU CENCUCE U JIPYIMX TSDKEIbIX 3a00s1eBaHMSIX,
BKJIIOYAsl TMOYEYHYI0 WIM IE€YEHOYHYI0 HEAOCTAaTOYHOCTb, M PEAKO IpPH HAINOYEYHUKOBOU
Henocrarounoctu (HH) [3].

B penxux cnyuasx Bcrpeuaercs HIII BcnencTBue (GyHKIIMOHATBHOM aBTOHOMUM -KJIETOK
WU DKCTpaoOpraHHoi runepctumMyinsanuu Beex B-kinetok DK, kotopas B manbHEHIIEM MOXKET
NPUBECTH K (PYHKIMOHAIBbHOW aBTOHOMUHU P-KkieTok [19-22]. IMumormmkemus npu HIIT yarme
MOCTIIpaHIMalibHasl (Ha paHHUX CTaJUSIX), YeM TOIaKoBas (Ha MO3JHUX CTAIUIX 3a00JIeBaHUS).
[Taromopdomornueckoe wuccienoBanue noaTBepxkaaeT Auddy3HOe TOopaxkeHue [-KIeTOK
MO/KETY0YHOM JKeNe3bl: MX TUIEepPTpoPUI0 U TUIMEPIUIa3Hio, C YBEJIMYEHHBIMH U
THIIOXPOMHBIMH SIIPAMH WJIM MHOKECTBEHHBIH MHUKPOaJeHOMATO3 (MM WHCYIHHOMAarto3) [23-
26]. PaHee Takue W3MEHEHWs Ha3bIBAIM «HE3MAMOOIACTO30M», HO B TIOCIEIHHE TOMABI STOT
TEPMHUH MPHUMEHSETCS TOJbKO B OTHOIICHUU TIOXO0XKEro 3a00JIeBaHUS y HOBOPOXKICHHBIX.
[Ipyunna 3a0oyieBaHMS [0 CHX TIOp HEW3BECTHA, MpeArnojaralorca (QyHKUIHMOHANbHAS |
CTPYKTypHasi TaTOJIOTHS BEPXHHUX OTHACIOB KeiaymouHo-kumeynoro tpakra (OKKT) c
HapyIIeHUEeM CEeKpelMH WHKPETUHOBBIX TOPMOHOB, HACJEACTBEHHbIE Je(eKkThl O0OMeHa
rioko3el. Kpome Toro, coodmanocs 0 pa3BUTUH MUKPOAJIEHOMAT03a BCJIEICTBUE JIIUTEIBHOTO
apTuduIraIbHOTO0 MOTPEeOICHHS MPOU3BOIHBIX CYJIb(OHUIMOUYEBUHBI, a TaKXKe y MAI[MEHTOB
nocse 6apuaTpuveckux ornepanuii [27,28].

Heobxomumo ~ oTMeTruTh, 4TO  (YHKUMOHAIbHAs  aBTOHOMHS  [(-KJIETOK Y
MocTOapUaTPUUYECKUX MAlMEHTOB MOKET pa3BUBATHCA 4YEpe3 JOCTATOYHO MPOJODKUTEIHHOE
BpeMsl IIOCII€ XHPYPrHYECKOIO BMEIIATEIbCTBA B CIy4ae CHCTEMAaTHYECKOTO HapyLICHUs
PEKOMEHIAIMH 10 TTUTAHUIO B TMOciieonepanruonHeii nepuoa. Ipu stom HIII mposiBnsiercst T.H.
MOCTHpaHANATBHON TunepuHcynnHemMuueckor runoraukemuedt (III'T; wnu nmo3aHuit AeMuHr-
cupom). [Ipuctymel, MaHH(eCTUPYIOIIME HATOLAK BCKOPE MOciie OapuaTpruuecKoi onepamnuu,
MOJI03PUTENBHBI Ha TPEACYLICCTBYIOLIYI0 HHCyIuHOMY [29-33]. IlpeobiagaHue >KEHIIUH C
TUIOTJIIMKeMHEH Mocie OapuaTpUyecKUX olepaluii oTpaskaeT TeHAEpHbIN aucOamaHc cpenu
NAalMeHToB  OapuaTpudeckux Bpade-xupyproB. CymiecTByeT MHOXECTBO TEOpUH O
MAaTOreHETHYECKUX OCHOBAaX MOCTOAPUATPUUYECKON TMIOTJIMKEMUH, HO TOYHBIM MEXaHU3M 3TOTO

COCTOSIHUS BCe erie Tpedyet yrounenus [28,34,35].



HeoctpoBkoBasi omyxoseBas TMIIOTIMKEMHs OOBIYHO, HO HE BCErJa, acCOIMMpPOBaHa C
OOJBIIMMH ME3CHXUMAJIbHBIMU OMYXOJISIMU, CEKPETUPYIOIIMMHU W30BITOYHOE KOJMYECTBO IPO-
HU®P-I1 [3,9-11,36-38]. B cBsizu ¢ cympeccuerr CTI, omnpenensiercss Hu3kuii ypoBeHb MDP-I
(o6bryr0 Menee 100 ur/mm [39]) [40,41]. Tlpu HEOCTPOBKOBOW OIYXOJECBOW TMITOTJIMKEMHU
cekpenusi 1, cooTBeTCTBEHHO, MoaaBisiercs [42].

l'unornukemust Beneacteue ¢opmupoBanus anturen (AT) k sugorennomy U (MAC) He
BCET/Ia TMAarHOCTUPYETCs, TaK KaK 4acTo nporekaer oeccumnToMHO [43,44]. C BBICOKUM PUCKOM
pasButuss MAC acconumpoBan ramtotunn HLA-DR4 [44], mpu KOTOPOM y TEHETHYECKH
MIPeIpaclosIOKEHHBIX IMallMEeHTOB, B OOJBIIMHCTBE CllyuyaB, Ha (OHE NIpHUeMa IpernapaToB, B
CTPYKTYpE KOTOPBIX COJEPKUTCS cepa (Hampumep, THAMa3oid™*, THOKTOBas KHUCIOTa™™,
OPONMITHOYPALMI,  aMJIOJUMUH**,  kamrompwir**,  mpompaHonon™*  [46])  moxer
MaHH(pECTUPOBATh 3a00JIeBaHKME. YKa3aHHBIE TpernapaThl MPU B3aUMOJCUCTBUU C MOJICKYJIOM
WHCYJIMHA pa3pyllaloT ee JAucyilb(uaHble CBs3u, BeieacTBue dero W craHoBuTCs
ayroaHTUreHoM. AT aKkTHMBHO CBS3bIBAIOTCA ¢ M, mpum 3TOM B paHHEM MNOCTIPAaHAMAIBHOM
MEepUOJIe MOTYT PpErucCTPUPOBATHCS BBICOKHE IIOKa3aTelld TJIIOKO3bl KpoBU. B mo3nHem
MOCTIPaHIMAIbHOM TIepuojie Mpoucxoaut pacnan komruiekca WM-AT, ¢ wmanudecrammeit
TUIOTIIMKEMHUH Ha (pOHE HeaJeKBAaTHO BHICOKOTO YpoBHS W ¥ HOpMalbHBIM WM HE3HAYUTEIIHHO
MOBBIIIEHHBIM ~ ypoBHeM C-mentujaa. BBIpaK€HHOCTh  T'MIOTIMKEMHHM  BapbHUpPyeT  OT
HE3HAYMUTEJIbHOW, MOANAIOIEHC KOPPEKINHA W3MEHEHUSIMA B MUTAaHWUU, 10 TSKEIOW CTENEHH,
pU KOTOPOH 3(PPEKTUBHO HCKIIOUUTEIHHO MpHEM/BBEACHHUE TIIIOKO3bl. JluarHo3 0e3 Tpyna
YCTaHABIIMBAETCS Ha OCHOBaHMM OOHapyxeHUs Bbicokoro YypoBHa AT k U. Cxoxee
TUINOTIMKEMHYecKoe 3a00JIeBaHKe ONKMCAHO y MAIlMeHTOB C MOHOKJIOHAJIbHBIMHM T'aMMaIlaTUsIMHU,
IIPU KOTOPBIX MapanpoTerH UMEET BBICOKYIO appuHHOCTh K M. 3ayacTyro rMnorinkeMuyeckue
COCTOSIHHSL SIBJISIFOTCSL MEPBBIM KIMHUYECKUM TMPOsBICHUEM remobsiactosa [47]. TlarueHTsl ¢
NAC yacTo UMEIOT COMYTCTBYIOLIUE AyTOMMMYHHbBIE 3a00JI€BaHUS.

Hawnbonee yactoit mpuumHoit HJII', ¢ kOoTOpo# cTankuBaeTCs SHIOKPHUHOJIOT, SIBIISICTCS
WHCYIHMH-IIPOAYLHpYIOIIas onyxoJb. MTHCynTuHOMa XapakTepu3yeTcsi THIEPUHCYTMHEMUYECKON
TUIOTIIMKEMHEN, BOSHUKAIOLIEH B MEPBYIO Oouepeab HATOLIAK M peke — MOCTIpaHuanbHo [48-
50]. MHCynuHOMa BCTpeYaeTcsl BO BCEX ATHUYECKUX TPYIIax, B JHOOOM BO3pacTe U HECKOJBbKO
Jaie y KeHIIMH. 8% MalMeHTOB HMEIOT MHOXKECTBEHHbIE omyxounu [51]. MHcyanHOMa ¢ HU3KOi

CTCIICHBIO ,Z[I/I(I)(I)epeHL[I/IpOBKI/I U/WIH OKCTPAIIAaHKPCATUICCKUM JIOKOPCTHOHAJIbHBIM
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pacmpocTpaHeHHeM, MeTacTa3aMH B JUM(ATHYECKUe Y3JIbl MIM OTJANEHHBIMH METAacTa3aMu-
(«3m0KaYeCTBEHHAS UHCYJIMHOMA») BCTpEYAETCS B 13% Clly4acB [52].
HuzkomuddepenunpoBanHasi MHCYIMHOMA MOXET OBITh MHOXECTBEHHOHW U PEIKO SBIISIETCS
NpPOSIBIICHUEM HACJICJACTBCHHBIX CUHAPOMOB [53,54]: cooOmianoch 0 HECKOJIBKUX CIy4asx B
paMKax CHHApPOMa MHOXECTBEHHOW SHAOKpHMHHOW Heorutazuu | tuma (MOHI) u o6 omgHOM
cilyyae B pamMkax Herpodubpomarosa 1 tumna [51,54-62].

Wucynunoma BeieCTBHE TepPMUHAIBHOW MYyTallMd, HauOoJiee 4acTo ONHCaHa B paMKax
cuaapoma MOHI1 (cunapoma Bepmepa). OCHOBHBIMM KOMIIOHEHTaMH JIaHHOTO CHHJIPOMA,
MIOMUMO TMaHKpeaTo-ayojeHanbHblx HOO (uHCynuHOMa u Ap. (QYHKIHOHUPYIOUIUE WIH
HE(PYHKIIMOHHUPYIOIINE OIYXOJIH), SBJISIOTCS TEPBUYHBIA THIEPIAPATHPEO3 H  OMYXOJH
runogusa. [lepBuunslii runepnapatupeos BoisBisercsd nodtu B 100% ciyuaes, peHOTUIIHYECKAS
MIEHETPAaHTHOCTh ISl MaHKpeaTo-ayoaeHanbHbIX HOO u omyxosneil ageHorunodusa cocraBisieT
30-90% wu 30-40%, cootBercTBeHHO. Kpome TOTO, mposBneHusmMu cuHapoma MOHI moryr
ObITh. HOBOOOpa3oBaHMsI HaanmouedHHkKoB (20-40%), HOO xenynka, TuUMyca, JIETKUX WA
opouxoB (3-10%), u, KaK MOKa3ajau IOCJEAHUE HCCICAOBAHHS, OMYXOJIH MOJOYHOU >KEle3bl
(oxo1o 7%) [63].

Cunnpom MOHI nuarnoctupyercs y 5% NanueHTOB ¢ HHCYIMHOMOW. B To ke Bpems, y
nanueHToB ¢ cuaapomom MOH1 uncynuuoma BeisiBasiercss B 10-20% cmydaeB. Bospact mpu
MMOCTAHOBKE auarHo3a oObrdHO coctaBisieT 30-35 mer, uro Ha 10 yer paHbine, yeM IpH
criopagudeckoii uHcynuHoMme [64-66]. ITo mamueiM Davi MV wu coaBr. [64], mHCymnHOMA
SIBJISIETCS. IEPBBIM NposiBiiecHneM MOHI1 y nonoBuHBI TalMEHTOB, HO npu 3ToM B 90% ciyuaes
YK€ UMEET MECTO OECCHMITTOMHBIN THITeprapatupeos [67].

B peaxux cnyudasx HMHCYIMHOMa SBJISETCS IMPOSIBICHUEM TYyOEpO3HOTO CKJIEpo3a
(6one3nu bypueswmns) [68-77]. Knuauueckue nposiBieHus 3a001€BaHMSL:

® MHOKECTBEHHbIC MOPAKEHHS KOXKHO-CIU3UCTOM OOOJIOUKHU: aJeHOMAa CalbHBIX JKEJe3,

OKOJIOHOTTeBas (puOpoma, aKpOXOpAOH, THIIOMEIAHOBbIE MSATHA, MOPAKEHUS CIU3UCTOM

000104KH (Y3710BBI€ OIYyX0JIH, (PUOPOMBI UM MAMUIIIOMBI);

¢ TaMapTOMBI I'OJIOBHOT'O MO3ra;

2 TepMUH «3710Ka4YeCTBEHHOW MHCYIMHOMBI» HempaBoMoueH. CorjacHo kiaccupukauu
Bceemupnoit  Opranumzamun  3apaBooxpaneHuss 2019r., mnocie  maToMop¢oJIOrHYECKOTro
uccnenoBanus HOO knaccuduuupyrores mno creneHu ux aupGepeHnupoBKy, TPUHIMAETCS BO
BHMMAHHUE TaKXX€ HaJIMYUE METAaCTa30B M NHBA3MsI B COCETHUE OpPTaHbl.

11



e (akoma CeTuaTKu;

e pabmoMuoOMa cepia;

® AHTHMOMHOJIMIIOMBI TICYSHH, TI0YEK, HAAMOUYeYHUKOB miu [1K;

e  (PeOXpPOMOITUTOMA;

® JICTOYHBIN JTUM(AaHTHOICHOMHUOMATO3;

e Jpyras nmaHkpeaTo-ayonaeHanbHas HOO.

Taxoke, omucaHO HEMaJIO CIydaeB HACIEJICTBEHHBIX HAPYIICHHA METa0OIM3Ma TITFOKO3bI

y B3pocibix narnueHToB [78-83]. Hanpumep, runepuHCyIMHEMHUYESCKAsT THITOTIIMKEMUS, MOXKET
acCOIMUPOBaThCs ¢ MyTarer rera pernentopa k M INSR [82] mwnu npomotopa rena SLC16A1,
MPU KOTOPOM THIIOTIIMKEMHUS HHIyIUpyeTcs Gu3nveckoil Harpy3koi [83].

B cBmBu ¢ 2DPeKkTHUBHOCTBIO  3alIUTHBIX  (U3HOJIOTHUYECKHMX  MEXaHU3MOB,
NPEAYNPEKAAIOMNX CHUKEHHUE KOHIICHTPAIlMK TJIFOKO3bl KpoBU [84], rumorimkemus y
3[I0POBBIX JIUII MOYTH HUKOTAa He paszBuBaercs [3,85]. [lpu TmiaresbHOM aHaIM3€ OMMUCAHHBIX
CIIy4aeB THUIOTJIMKEMHUHU Y «3J0POBBIX» OTMEYEHO OTCYTCTBHE JOCTATOYHOTO O00BhEMa TaHHBIX
MOJTHOIIEHHOTO ~ 00CJIENOBAaHMs, 4YTO HE TMO3BOJISIET TIOATBEPANUTH THIOTE3y «3I0POBOM
runoraukemMum» [3,9-11].

I'moko3a HeoOXxoauMa Al JKU3HEAEATENIbHOCTH BCEr0 OpraHu3Ma, HO B OCHOBHOM
YTUIM3UPYETCS TOJOBHBIM MO3IOM, a TAaKK€ MO3TOBBIM BEIIECTBOM IOYEK, IPUTPOLUTAMH U
MblmaMy. [JI0k03a He CHHTE3UpyeTcs B TOJIOBHOM MO3r€, HO SBISIETCS OOJIMIaTHBIM
HCTOYHHUKOM SHEPIruy sl Hero (B OTIMYME OT APYI'MX TKaHEi), M0ITOMY JIOJIKHA MPAKTHUECKU
HEIPEPBIBHO TOCTYIATh U3 KpoBoToKa [84,86]. [Ipu oTCyTCTBHM MOCTYIUICHHUS YTIIEBOIOB M3BHE,
OTHOCHUTEJIBHO HEOOJbIIME YIJI€BOJHBbIE 3amackl B OpraHusMe (IJIMKOTE€H), a Takxke
aJIbTepPHATUBHBIE BUJIbl SHEPTUU (IIPU YCIOBUU MX (PU3MOJOIMUECKMX KOHLIEHTpPALUil B KPOBH),
HEe MOryT oOecrneuyuBaTh MOTPEOHOCTh B TEUEHHE JUIMTENBHOTO BpeMeHH. KoHTpperynsropHble
MeXaHU3Mbl  3((EKTUBHO IPENOTBPAIAIOT M YpEe3BbIYAMHO  OBICTPO  KOPPEKTUPYIOT
runoriukemuto [84]. K Hum otHocsTes: 1) cHmkeHue cekpeuud U mpu HU3KOHOPMAIBHOM
YPOBHE TJIFOKO3bI; 2) YBEIMUEHHE CEKPELMH TJIIOKAaroHa; 3) yBeJIMYeHHe CEeKpeLUH aJpeHaINHA.
[locnennue naBa MexaHHM3Ma 3alyCKalOTCsl NPU YPOBHE TJIIOKO3bl, HE3HAYUTEIBHO HIKE
pedepercHoro nuanaszoHa. IIpu npojoHranuy runoraiukeMU HAYMHAET MOBBIIIATHCS CeKpeLus
koptuzona u CTI. Ilpu ypoBHe rioko3bl 3 MMOJIB/T M HHMXe cekperus W cynpeccupyercs
npakTU4ecku moigHocThio [84,87]: U B kpoBu cocraBisier MeHee 3 MKEm/mi, C-nientug — MeHee
0,6 ur/™ma [10]. Ecnu naHHBIe MexaHH3MBI HEI(P(PEKTUBHBI, TO YPOBEHB TIIFOKO3bI MPOIOIKACT
CHIKAThCsl. TakuMm 00pa3oM, T'MIIOTJIMKEMMs pa3BUBAeTCS B TOM CIydae, €CIU YTHIU3aIUs

TJIFOKO3BI TPEBbINIaeT ee nocryrienue [3,9-11].
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1.3 DnuaemMuoJoruss 3a00JeBaHUA WJIH cOCcTOsAHNA (rpynnbl 3a00JeBaHMIl  WJIH

COCTOSIHMA)

ITo HexoTopbiM nanubIM [88], wacToTa runorimkemun y naruentoB 6e3 CJ/I cocraBisier

50 ciyyaeB Ha 10 Thic. mauuenToB B rof. IIpu stom B 46% ciyuaeB npuunHoit H/AI' sBnstoTcs
TsDKeJasi OpraHHasi HeJJOCTaTOYHOCTD (TIEYCHOYHAs!, TOYeUHasl WM Cep/IeYHass HeJOCTaTOYHOCTb
Ha TMO3JIHUX CTaausx 3a0oseBaHus) u cencuc, B 29,7% - npuem ankoross, B 5,4% -
OHKOJIOTHYecKne 3aboyieBaHus. PacmpocTpaHeHHOCTh  apTU(UIIMAIBGHONW  THITOTIUKEMHUH
cocraimsier a0 10,8%, w Ha mnpoune npuumabel HJII npuxomutcs 8,1% [88]. Omnako
SMHJIEMUOJIOTHYECKHE JIaHHBIE HAIMPSIMYIO 3aBHCAT OT BHIOOPKM IAIMEHTOB B HCCIICAOBAHUH
(MHOTOTIPO(HIBHBIN CTAIIMOHAP, YHIOKPUHOJOTHYECKOE OTICIICHHE, OTACICHUE PeaHnMAlliH),
MO3TOMY HEPEAKO MpOTHUBOpeUar npyr apyry. Kpome toro, yacto Bcrpeuaercss H/I' couerannoi
ATHOJIOTHH.

3a00J1eBa€MOCTh UHCYJUHOMOMW COCTaBJIseT MpuMepHO 1-4 ciiyyas Ha 1 MJIH. HaceleHus
B roa [90]. Hekotopbie aBTOpHI OTMEUAIOT YBEJIHUYCHHE 3a00J€BAEMOCTH HWHCYJIMHOMOM 3a
nocieanue roasr [91].

Pacnpoctpanennocts MAC B o0met momyssiniuu oneHuBaetcst B 0,017 cimyuaeB Ha 100
ThIC. HaceneHus [92]. OgHako BCIENCTBHE TOTO, YTO 3a00JI€BaHME B JIETKOW (hOpME YacTo He
JIMAarHOCTUPYETCS, MPEANOojaraeTcsi, 4To paclpoCTPaHEHHOCTh ITAaHHOW HO30JIOTMH TOpa3Jio
Boiie. B fAnonun, rne MAC sBnsierca TpeThbeld 1o pacnpocTpaHeHHOCTH mnpuunHod H/T,
3apeructpupoBado 380 manueHTOB ¢ JaHHOU maTtosorueii, B Kurtae 3adukcupoBano 142 ciyyqas,
a B EBponie u Amepuke 70 [93]. B PD, coriacHo omy0iIMKOBaHHBIM JaHHBIM, 00JIe3Hb XHparTa
JIMarHOCTHPOBaHa y 6 marueHTos [94].

WNncynuHopesucteHTHOCTh THMAa B sBisiercs kpaiiHe peakuMm 3a0oJeBaHUEM — B
muTepatype B 0o0mIel crnokHOCTH omucaHo 115 manueHToB, B OCHOBHOM y adpoaMepuKaHIEB
[95].

Tounas pacnpocTpaHEHHOCTh HEOETAKIETOYHOM OMyX0JIeBOM TMIIOTTIMKEMUN HEU3BECTHA
[39,96,97]. CornacHo HEKOTOPBIM JIaHHBIM, CHHIPOM BCTpPEYaeTCs B 4 pasa peke WHCYIUHOMBI
[94].

I[II'T kak crnencTBUE OMEpaTHBHBIX BMeEMIaTeNbCTB Ha BepxHuX oTaenax XKKT —
JOCTaTOYHO YacToe cocrosiHue. Ilo JaHHBIM pasiWYHBIX HMCTOYHMKOB, PaclpOoCTPaHEHHOCTb
nocrbapuatpuueckux [1I'T Bapsupyer ot 10% no 75% [28].

3aboneBaemocts HIII' Takke HemsBecTHa: 1uddy3Has aBTOHOMHUS OeTa-KIETOK
MOJDKENYI0YHON jKeJe3bl (WJIM MHOXKECTBEHHBIH MHUKPOAJEHOMATo3, paHee 00O03HAYaau Kak

HE3UAMOOJIACTO3») OMKCaHa Yy B3POCIIBIX MAIMEHTOB B €IMHUYHBIX ciaydasx [19-21,27].
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1.4 OcobdeHHOCTH KOJIUPOBAHUA 3a001€eBaHMS HJIH COCTOAHMUSA (rpynnsl

3200J1eBAHUN WJIH COCTOAHHKA) 1m0 MeXIVHAPOIHOH CTATHCTHYECKON KJaccuuKanuu

00J1e3Hel M MPo0JIeM, CBA3AHHLIX CO 3I0POBbEM

Hemmnabernyeckas runorankemMmuueckasi koma (E15).

Jlpyrue HapyuieHusi BHyTPeHHell ceKpeluu MoIKe Ty 104Hoi¥ Kee3bl (E16):
E16.0 — MeaukaMeHTO3HAas THIIOTJIMKEMHUS 0€3 KOMBI;

E16.1 — [pyrue GopMbI THIIOTIMKEMHH;

E16.2 — 'umornukemMust HEyTOYHEHHAST;

E16.9 — Hapymenue BHyTpeHHEH CEKpEINH O HKETYJ0YHOH JKeIe3bl HEYyTOUHEHHOE.

1.5 Kaaccupukanusi 3a00/eBaHUsI MM _COCTOSIHMSA (TPynnbl 3200JIeBaAHUI WU

COCTOSIHMA)

Tpa)II/II_[I/IOHHO BBLICIAOT TUIIOTJIMKEMUIO, BO3HUKAIOII[YIO ITOCJIC €IbI (peaKTI/IBHYIO NI

MOCTHPaHANATIBHYI0) M HaToIlaK (TOLIaKOBYI0). B mepBoM ciyyae T'MNOINIMKEMHsS] BO3HUKAET
TOJILKO B OTBET HA MpPHUEM MHILIHM, TOTJa KaKk BO BTOPOM TpeOyeTcs rojiofaHue He MeHee 5 4.
HyXHO OTMETHTB, UTO 3TO pa3/eiaeHue JOCTaTOYHO YCIOBHOE, TaK KaK, HAIpUMED, Y MAllUEHTOB
C THUIOIJIMKeMHell HaTomak (OCOOEHHO Yy JUI[ C HWHCYJIMHOMOM) THIOIVIMKEMHSI MOKET
MPOSIBIIATECA U TOCJE €1bl, a Y MallMeHTOB TOCJE TacTPOLIYHTHPOBAHUS, KOTOPbIE OOBIYHO
MMEIOT MOCTHPAHAUAIBHYI THUIIOTVIMKEMHUIO, MOI'YT OTMEUYaTbCs CUMITOMBI IPHU TOJIOJAHUU
(0OBIUHO Yepe3 HECKOJIBKO MECALEB M MOIPKE MOCie ONEepaTHBHOrO BMeIlIaTreiabcTBa). Kpome
TOT0, HEKOTOpBIE COCTOSHUS, HANpUMep, apTUUIHATbHAS TUIIOTIMKEMUS W TUIIOTIMKEMUS
BCIIC/ICTBHE IIpHEMa HEKOTOPBIX MEIMKaMEHTOB, HE MOTYT OBbITh KJIacCU(UIUPOBAHBI IO
nannomy npurnmiry [10,48].

l'unornukemMus MOKeT BO3HHMKATh Kak Ha ()OHE THIEPUHCYIHMHEMHH, TaK U Ha (oHe
CHIDKCHHON KoHUeHTpauud wuHcynuHa (M) kpoBu, uyto BaxHo mns auddepeHnmanbHoi
JUArHOCTHUKHU.

B 3aBucumocTH OT UIMTEIBHOCTH JYTIUKEMUYECKOTO Tepuojaa 0e3 mpueMa MHIlH,
KOTOpasi OIpeJesieTcss B X0A€ MpoObl ¢ rojoJaHueM, TeUeHue 3a00JieBaHMs Y HAallMEHTOB C
TOLIAKOBOM THUIOIIMKEMHUEH Kilaccu(UIUpyeTcs IO CTENeHH TsSHKecTH (M0 4YacToTe
runornukemuit).  Pazmuwaror  HJIT (Wi TUNOTIMKEMUYECKH  CHHIPOM)  JIETKOTO,
CPEIHETSIKETIOTO U TshKEeNoro TeueHus. [laHHas kimaccudukaiys UMeeT BaKHOE MPaKTHYEeCKOe
3HAa4YeHHE, TaK KakK I03BOJIIET OCYILECTBIATh TU(PEepEeHIIMPOBAHHBIN MOJIX0 K HAa3HAYCHMIO
MEIMKaMEHTO3HOTO JieueHus manueHtam ¢ HJI [98].

Onu30/1 TUIOTJIMKEMHUH MOXeT AuddepeHnupoBaTbes MO CTENEHU TKECTH MPUCTYIA,

KOTOpasa onpeCACIsICTCS BbIPAKCHHOCTBIO €€ CUMIITOMOB. TaK, npu HCHPOHOHX(HTCHBHOﬁ JIETKOM
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TUTNOTJIMKEMHUH OOBIYHO HApPYIIAIOTCS TOJIBKO OOIME KOTHUTUBHBIC (DYHKIUHU, TPU CpeIHEH
TSKECTH — OTMEYAIOT HapYIIECHUE PEUYEBOCIIPON3BEIEHUS, ICUXUUYECKUE PacCTPOMCTBA, OTEPIO
OpUEHTAllMM B IPOCTPAHCTBE, MOMYTHEHHE CO3HAHMS, TSDKEIYIO TUIOTJIMKEMHUIO OTIMYaeT
MIOJIHAs TOTEPS CO3HAHUA. DNM30]( TSHKEJION TMIOTTIMKEMUN WJIM YacThle 3MM30/bl JIETKOW WIIN
CpEIHEN TSAMKECTH, MOTYT BBI3BAaTh 3HAUMTEJILHOE IOBPEXKACHHE HEHPOHOB TOJOBHOTO MO3ra
(puCyHOK).

Jlia ynpouieHust o0CyX AeHHs AMArHOCTUYECKU 3HAYMMOM TUIIOTJIMKEMUHN OBLJIO BBEIEHO
ompenereHue MaHU(ECTHOTO €€ BapuaHTa (CHIKEHHME YPOBHS TIIIOKO3bI <3 MMOJB/T B
BEHO3HOUN KPOBM W/MJIM CHU)KEHHME YPOBHS IUIIOKO3bI <2,8 MMOJIb/ B KallWJUIIPHOW KPOBHU IpPH
HAJIMYUH CHMIITOMOB HEWPOTJIMKOIICHUH WM CHW)KCHHE YPOBHS TJIFOKO3bI <2,2 MMOJIB/II B
KallWUIIPHOW KPOBHM BHE 3aBUCHMOCTH OT HAJIWYHMs CHMIITOMOB HEHPOTJIMKOTICHUH) |
MOTEHIIUATBLHOTO (YPOBEHH TIIFOKO3bI <3,9 MMOJIB/, HO >3 MMOJIb/JI B BEHO3HOW KPOBU W/WJIH
<3,9 MMOmB/1, HO >2,8 MMOJIB/T BHE 3aBUCUMOCTH OT HAJIMYUSI CUMITOMOB HEWPOTIUKOTICHUN

wm  <2,8 MMOJIB/T, HO >2,2 MMOJB/JT B KaOWUIIPHOW KPOBH TMPH OTCYTCTBHH CHMIITOMOB

-
HEWPOTITUKOTICHHH ).
BapmaHTs!
THIIOTTHKEMHH
Mo Bpemenn Tlo ypoBHIo HicymHa Mo Teuenuio [o TaskecT TTo auarsoCcTHYECKOMY
Manudecranun l : (no wacrore) npHeryna (snHsona) 3HAYEHHIO
Manudecrnan
Tomaxosas Tsoxenoe Teuenne Taxenas <3 MMos/a B B/x H/HJIH
>54 T'unepuHcyIHHEMAYECKas s3u nomeps coaHaHua 2,8 >2,2 Myons/n B K/ +HTH
>3 Ea/mn u C-nentien 0,6 Hr/miu 2,2 MMOTBE/1 B K/K
IlocrupanananeHasn Cpenneii TsoxecTn Cpezneii TaxecTn Tlorenunansuan
<sq® a7 <ou HellPo2aUKONEHINECKUE CLMTIMOMSI, £3,9 23 Mmoo B 8/K H/HJIH
- : & coananu 3,9 >2,8 Myox WIH
THnoHHCY/THHEMHYeCKasn =2.8 >2.2uome/a e k/x-
<3 En/an n C-nerrrutzy <0,6 Hr/an
Jlerkoe Teuenne Jlerkan
0% adpenepeunecxue cumnmons:,
& cosnanuu
Beccmmnromuan
* i ) % /
YCJI0O6HO, CUMNMomMsbl ecmb, CUMNMoOMoO6 Hem, 6/K — B6€HO3HAsl Kpoeb, K/K —

KanuispHas Kpo6ob

Pucynox. Knaccuduxauus HT .

1.6 Kiauaudeckass KApTHHA 3a00J1eBaHUS MJIN cocTosiHuA (rpynnbl 3a00J1eBaHUKA

MJIM COCTOSTHHA)
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Paznuuator HeipornukoneHuyeckne (B pe3yibTaTe JCNPHUBAIMM TOJIOBHOTO MO3Ta
TJIIOKO30M) M BEreTaTWBHBIC (SBISAIOTCS TPOSIBICHHEM AaKTHBAIMKM CHUMIIATOAPEHATIOBOM
cHCTeMbl) cuMITOMBbI runoriukeMuu (tabmmna 3) [99,100]. BereraruBHBIE CUMITOMBI MOTYT
OBITh  aJpeHepruueckuMu (cepameOueHue, Tpemop, Bo3OyXAeHHE, OECIOKOHCTBO) U
XOJIMHEPTUYeCKUMH  (NIOTJIIMBOCTh, 4YyBCTBO Toyioga W mapecresun) [99].  Chmektp
HEHPOTIMKONIEHNYECKNX  CHMIITOMOB  BapbUpyeT  OT  BBIPDAKEHHOH  ciabocTd 10
KU3HEYTPOKAIOIINX: TOBEICHYECKIX HAPYIIEHUH, CIYTAHHOCTH CO3HAHHS, CyIOPOT M KOMBI
[86,99]. Kak mpaBwiio, BCe CHMITOMBI KYMHPYIOTCSI IOCJE TOBBIIMICHHS YPOBHS TJIFOKO3BI,
OJTHAKO B TSDKENBIX CIy4asX BOCCTAHOBJIEHHE (YHKIIMOHHPOBAHUS TOJIOBHOTO MO3Ta
MPOUCXOJUT HE Cpady WM HE MNPOMCXOAuT BoBce [86]. Y 3I0pOBBIX JIHIl CHMIITOMBI
THIOTIIMKEMHUH Pa3BUBAIOTCS OOBIYHO TPU YPOBHE TIIOKO3BI KpOBH 3 MMOJbB/I [84]. OgHako y
MAIeHTOB C PEIUIUBHUPYIONICH THIOTIUKEMHEH TIMKEeMHUYECKAH TOpOTr, TNPH KOTOPOM
BO3HUKAIOT CHMIITOMBI, CMEIIAeTCs B CTOPOHY Oosiee Hu3kux 3HaueHwii [84,101-103]. Kpome
TOTO, HEHPOTIMKOMEHHYECKHE CHMITOMBI MOTYT JUITHTEIHHO OTCYTCTBOBATH Yy MAI[MEHTOB C
KETOTeHHOU (B GOJBIIMHCTBE CTy4aeB THIIOMHCYIHHEMHYECKOI) I'MIOTTMKEMHUEH, B CBA3M C
JOCTaBKOH B TOJIOBHOM MO3I aJIbTEPHATUBHBIX HUPKYIUPYIOIINX HCTOYHHKOB SHepruu [84].

Tabnuua 3. Cummromsl runoriukemun [104].

BereraTtuBHbie Heiipornukonennyeckue
Cepnuebuenue, TpeMop, | 3pUTeNbHbIE, PEUEBbIE, IBUTATEIbHbIC, YYBCTBUTEIbHbBIE
BO30OYXKICHHE, Pa3/IpaKUTEIbHOCTD, | HAPYILIECHUS, HAPYILIECHUS KOOpAUHAINH, (GOKaTbHBIE WU
MOTJIMBOCTh, ~ YYBCTBO  TOJIOJIA, | TEHEPAIU30BaHHbIE CyIOpOTH, MOBEICHYECKUE
TOIIIHOTA, TAPECTE3UN HapyIIeHUs, KoMa

2. lmarHocTuka 3a00/ieBaHUsI WJIH COCTOSTHUS (TPynnbl 3a00/1eBAaHUA MM
COCTOSIHMI1), METUIIUHCKHME MOKA3aHUS M MPOTHUBONOKA3AHNS K NIPUMEHEHHIO

METOA0B TNATHOCTUKHU
Ocnosononazaowumu 0ns  ycmanosnenus ouazrnoza HJI aenaiomcsa  pe3ynomamol
nabopamoproco obcredosanus. Knunuueckue nposenenus HIIT necneyuguunsi, nosmomy
00bIYHO OuazHo3 noomeepoicoaemcs nanuyuem mpuaovl Yunnia [105]: cumnmomvl/npusnaxu
2UNO2IUKEMUU, HU3KAS KOHYEHMPAYUsl 2II0KO3bl 8 KPOGU, KYRUPOBAHUE CUMNIMOMOS/NPUSHAKOS
2UNO2IUKEMUU NOCIe HOPMATU3AYUU YposHs 2nioko3bl. OOHAKO, 8 HEKOMOpbIX CUMYAYUSX, KaK

OMMEY€EHO 8blule, NPosBIeHUe cwwnmozwoe/npumaxoe cunociuKkemuu omecymcemeyent 6nj10mov 0o

3 BOHpOCLI KETOTCHE3a Pa3biACHCHBI HUKC.
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KpaﬁHe HU3BKUX 3HAYEHUll 2I0K03bl. B maxux cyvanx OCHOGOI/IOJZCZZCZIOW@;Z Aensemcia UMEHHO

abOPamopHas OUASHOCMUKA.

2.1 Kajno0bl 1 aHAMHE3

e uunuuposarb o6cnenoBanue B oTHomeHuu H/II' pekomenayercs nis JnL, y KOTOPBIX
BO3HUKAIOT CHMIITOMBI/TIPU3HAKKA  THIIOTIUKEMHH (cepaueOuenue, TpEMop,
BO30YKJI€HHE, NOTIMBOCTb, YyBCTBO T'0JIOJIA, NMAPECTE3UH, NOBEIEHUYECKHE HapYIICHMUS,
BBIpa)KE€HHasi €JIab0CThb, CIIYTAaHHOCTb CO3HAHUS, CYJOPOTH U KOMa), KYNUPYIOLIUECS
MOCJI€ TMEpPOpaNbHOTO WM [ApeHTEPAIbHOTO IOCTYIUIEHUS  YIJI€BOAOB, W/WIIU
3apeTUCTPUPOBAH HU3KUH ypOBEHB TITFOKO3BI KAIMMIISPHOW MM BEHO3HOU KpoBu (<3,0
MMOJIB/JT MUHUMYM OJTHOKpaTHO Wid <4, HO >3,0 MMOJIB/1 MUHEMYM JaBYKpaTHO) [3,106-
108].

YpoBenb  yOenuteabHOCTH  pekoMeHaauuii C  (ypoBeHb  /I0CTOBEPHOCTH
A0Ka3aTeJbCTB — b)

KommenTapuu: Twamenvholti  ananuz  ocobeHHOCmeU NPUCmynos, YmouHeHue
cneyuguueckux — CUMNMOMOS8, 6PEMEeHU UX  B03HUKHOBEHU U  ONUMENIbHOCMU,
NPOBOYUPYIOWUX UL, HAOOOPOM, KYRUPYIOWUX, (DaKmopos uzpaem GadCHYI0 pOJb 8
onpeoeneHuu OUA2HOCMUYECK020 a120PUmma.

Omcymcmeue  cCUMRMOMO8 NpU  pe2UCmpayuy  2UNO2IUKeMUU  Moxcem  Oblmb
Nn0003PUMENLHO OMHOCUMENLHO (DEHOMEHA «NCe8O0CUNOTUKEMUUY, BO3HUKAIOULe20, 8
CBA3U C NPOOOTIAHCAIOUWUMCS MEMAOOIUZMOM 2TIHOKO3bl (POPMEHHBIMU DTIeMEHMAMU KPOSU
6 npobupke. Taxas cumyayus moodcem umems mMecmo 8 ciyuae, eciu 3a60p Kposu u3
8EHbl ocyujecmenern 8 NpoOupKu, He cooepaiicawjue UHSUOUMOpP 2AUKOIU3A, U, eClU
omoeyieHue CblBOPOMKU OM (DOPMEHHBIX DIeMEHMO8 NPOBEOEeHO HeC80e8PEMEHHO,

0COOEHHO 8 YCI0BUAX IPUMPOYUMO3A, JEUKOYUmo3sa uiu mpomooyumosa [3].

e VYV nmamueHtoB ¢ mnoxo3penueM Ha HJII' B mepByro ouepeab pPEKOMEHIYETCS
MpOaHANM3UPOBaTh AaHaMHE3, JaHHbIE BHU3YAJBHOIO HCCIEAOBAHUA U JOCTYIHBIX
pe3ynbTaToB  J1a00paTOPHO-MHCTPYMEHTAILHOTO  00CJeIOBaHUs, KOTOpblE MOTYT
yKa3bIBaTh Ha MpU4uHy 3aboaesanus [1,32,41,109,110].

YpoBenb  yOenurtenbHocTH  pexkoMengamuii C  (YypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapun:

B nepsyro ouepedv mpebyemcs npoananusuposamev amamues (8 mom uucie npuem

J1eKapCcneeHHblX npenapamoe), oanHble BU3YAIbHO20 MCC]Z€006GHU}1, BHUMAmMENIbHO
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U3yyumes OOCMYNnHble pe3yIbmamol 1a00PAMOPHO-UHCMPYMEHMATbHO20 00CI1e008aHUS.
B mexomopuvix cnyuasx, Ha ocHosaHuu anamuza IMux Oauuwlx, npuduna HII
oKazvlgaemcs Oonee uem 04eBUOHA (Hanpumep, NepeHeceHHAas Onepayusi Ha 6epXHUX

omoenax KKT unu ankoconbrhoe ompasnenue) (madauya 1).

2.2 Du3ukaJIbHOEe 00CaAeT0BAHUE

YV nayuenmos ¢ HJI uacmo ommeuaemcs uzObimounsiii 8ec, 8N10MmMb 00 MOPOUOHO20
oorcupenusi. Kpome moeo, mozym Ovlmbe 6biA6/1€Hbl KOCHUMUBHbIE HAPYUIeHUs U NPOYUe NPUSHAKU
oHyepanonamuu, ocobenno npu OaumenvHom mevenuu 3abonesanus [104]. Taxowce, npu

Pu3UKaATLHOM 00CIE008AHUL MO2YI ONPEOENAMbCA CUMNIMOMbL 2UNO2auKemMuu (cm. madauyy 3).

2.3 JIaGopaTopHbIe JUATHOCTHYCCKHE MCCAeT0BAHUS

e [lanmmentam c¢ momo3penneM Ha HJII' (BHe ypreHTHOW CHTyaluu) pPEKOMEHIOBAHO
MPOBEJICHUE TIEPBHYHOTO JTA0OPATOPHOTO OOCIIeOBAHMS TOCIE HOYHOTO TOJIOJAHHS B
TEYCHHEe KOMQOPTHOTO JUIsl TAIMEeHTa BpPEMEHH, BKIIOYAs: HCCIICIOBAaHUE YPOBHS
rmoko3bl, WM, C-mentmma, oOmero Oenka, KpeaTWHWHa, OOIMIEr0 KOPTH30JIa,
aPpEHOKOPTUKOTPONTHOTO TopMoHa, WM®P-I B kpoBu, ompeneneHne akTUBHOCTH
acnaptatramuHoTpancdepazsl (ACT) m amanmHamuHoTpancdepasbl (AJIT) B kpoBw,
onpenenenune coaepkanus AT x U B kposwu [1,19,111-124].

YpoBenb yOeaurTenbHocTH  pexkoMeHaaumii C  (YypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: /lepsuunoe nabopamoproe obciredosanue npo8oOUmMcs ¢ HeCKOIbKUMU
yenamu. Bo-nepevix, 6 Hexkomopwix cnyuasx yoaemcs 3aguKkcupoeamsv  cpasy
manugecmuyro eunocauxemuio [51,111-113] u, na ocnosanuu ypoeneii 1 u C-nenmuoa 6
Kpo8u, onpedeiums ee apuanm (eunep- uiu eunouHcyiunemudeckuu (maoauya 4)) [1],
80-6MOPbIX, HA OCHOBAHUU NEPBUYHO20 00CNIe008AHUL MONICHO Onpedelums meKyujee
COCMOsIHUe NnayueHma u CPOYHOCMb 20CHUMANU3AYUU, a UHO20d U YCMAHOBUMb
npeogapumenvHuili OUacHo3 (noueunas, nedyeHounas uHedocmamodnocmov u HH, HAC,
HUDP-oma).

Baosxcno  ommemums, umo nepsuunas = OuaeHOCmMUYecKas — KOHYenyus  OO0JHCHA
NoOKpenisimovcs noomeepacoarowumy  mecmamu. Vckirouenuem Mmodicem s61AMbCs
MONLKO  pecucmpayusi MaHu@ecmuol 2UnepuHCyIUHEMUYECKOU 2unociukemuu o6es
nosviuenus yposusa AT k U 6 kposu. B makux ciyuasx 0ns NOUCKA UHCYIUHOMbL CPA3Y
UHUYUUPYEMCA 8U3YATUUPYIOWA OUACHOCMUKA (NOOPOOHbII aneopumm npeocmasien

oanee). Ilpu nosviwenuu ypoenus AT k W 6 Kposu na HauanbHoM >smane 6ANHCHO
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UCKIIOYUMb 2eMOOACNO3, NPOBOOAMCA OONOIHUMENbHbIE UCCIe008AHUS. UCCIe008AHUe
MOHOKIOHANbHOCMU  JIe2KUX Yenell UMMYHO2I00VIUHO8 8 KpOo8U U Moye MemoooM
ummynouxcayuu  [47,121].  Baoscno ommemums, umo  NOCI€008AMENbHOCHb
obcnedosanus nayuenmos ¢ nogviuenuem AT «k W He saensemcs  dHcecmko
Pe2NamMeHMUpoOBanHoll, 6 HeKOMOPbIX CAYYAAX HNEPBUUHO BO3MOJCHO BbINOJHEHUE
suU3yanusuUpyrowe OUAeHOCMUKYU UHCYIUH-NPOOYYUpyrowel onyxoau memooamu 1-20
pAaoa (cm. oanee).

Ilpu HUAC 6 31% cnyuaes umeem mecmo mowjakosas 2unoz2iukemus, a 6 24% - kak
nocmnpanouanvuas, maxk u mowarkoeas [117]. Taxum obpazom, omcymcmaue
nOCMNPAHOUAIbHOU 2uno2iukemuu He uckmouaem ouacno3 MAC [118], 6 ceszu ¢ uem,
mpebyemcsi npogeoenue npobvl ¢ 2onodanuem. Hecmomps mna cneyugpuueckue
JabopamopHsie npusHaxu Oone3Hu Xupama, 8 Mom yucie eeHemuyeckue (accoyuayus ¢
eannomunom HLA-DR4), y nayuenmos ¢ HAC oanuoe 3abonesanue modicem Ovimb
VCMAHOBIEHO MONLKO NOCAe UCKIIOYeHUs 2emobaacmosa. Badgxcno ommemums, umo
nosviuenue AT k U maxoice modxcem 6bimb 0OHAPYHCEHO U Y 300p08bIX atodell (00 2%
[31)) unu oaosice y nayuenmos ¢ uncyrunomor [115].

Acnekmbl Oua2HOCMUKU OP2AHHOU HeOOCMAMOYHOCU, 8 MOM YUce HAONOYeYHUKOBO,
U3TIOJHCEHBL 8 COOMBEMCMBYIOWUX MemoouyecKux pykosoocmeax. Ciedyem yuecms, umo
HU3KULL YPOBEHb KOPMU30AA KPOBU 80 8peMsl 3NU300a 2Uno2iuKemMuu (U oasxce 8 xooe
npodbL ¢ UHCYIUHOBOU 2uno2iuKemueti) He s611emcs 00CMAMOYHbLIM OCHOBAHUEM OJis
ouaenocmuxu HH y nayuenmos ¢  peyuousupyrowei eunoziukemuet, m.K.
2NUKeMU4ecKull nopo2, CMUMYIUPYIOWULL CeKpeyuro KOpmu30id, y HUX 3HAYUMENbHO

cmewaemcest 6 cmopony 6onee nuzkux snaverutl [103].
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Tabnuya 4. Unmepnpemayus pe3yismamos 1abopamopHoco o006cie008anus npu 3aeepuieHul npoodvl ¢ 20100aHUeM

eunoenuxemuu [1] (mooupuyuposano asmopamu,).

i npu mMaHugecmuou

Juaenocmuueckas Cumnmomwt | Imioxosa, | Uncynun, | C- Ipouncyrun, | p- Ilpupocm Lupxynupyrowue Anmumena
uHmepnpemayus u/unu mmonv/n | MmxEO/mn | nenmuo, | nmoav/n euopokcubymupam, | enukemuu nocie | cyocmanyuu K UHCYIUHY
NPUBHAKU He/MA MMOIB/T OOHOKPAMHO20 | NPOU3BOOHBIX

6/6 MEONEHHO20 | CYMbOHUIMOUEBUNbL/

eseoenus 1 me | #penaerunuda™*

#emoxazona**,

MMONL/1
Hopma Hem >3 <3 HJIU | <0,6 <SHJIU <N | >2,7 <l,4 Hem - (peoxo +)

<N ujim
<N

Beseoenue npenapamos Ha/Hem <3 >>3 <0,6 <5 <2,7 >1,4 Hem - (+)
uncyruna (#uenoseueckoeo
2EHHO-UHIICEHEPHO20™ ™
(pacmeopumozo, uzogpan,
08yxghaznozo), 0ns
npenapamos epynnul
UHCYIUHOB C
MOOUpuUYUPosanHoll
AMUHOKUCIOMHOU
noCcned08amenbHOCHbIO —
VMOYHEeHUe 8 meKcme)
Hncynunoma, Ila/Hem <3 >3 >0,6 >5 <27 >],4 Hem - (peoro +)
HEeUHCYTUHOMHASL
NAHKPeamo2enHast
2UNO2TUKEMUSL
Tpuem npouszeo0mnvix La/Hem <3 >3 >0,6 >5 <27 >].4 Ia - (peoko +)
cynvoruimouesutul/
#penaznunuda**
HUncynunoswiii Jla/Hem <3 >>3 >0,6 >5 <27 >1.4 Hem +++
AYMOUMMYHHBII CUHOPOM
Onyxoau, npodyyupyrouue Ha/Hem <3 <3 <0,6 <5 2,7 >1,4 Hem - (peoko+)




UHCYTUHONOOOOHDBLIL POCMOBOU
gaxmop

Haonoueunuxosasn
Heéocmamoqnocmb,
HeKkomopbvle HacneocmeeHHble
Hapywerus Memabonuzma
2NNIOKO3bl, MAdNCENASl OP2ARRAA
HEeOOCMAamo4HOCMb U np.

Jla/Hem

<3

<3

<0,6

<5

>2,7

<14

Hem

- (peoko +)
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B ciiygae oTcyTcTBUs Y nmanueHToB ¢ nmogo3penrem Ha H/II' koHcTaTanmy MaHUu(pECTHOU
TUTIOTJIMKEMHH WJIH NI YTOYHEHHS €€ NMPUYUHBI, a TaKXKe MPU JIIOOBIX COMHHUTEIBHBIX
ClIydasix, PeKOMEHJYeTCs MPOBEJCHHE MPOOBI C TOJOJAaHUEM B YCIOBHUSAX CTallOHApa
(tabmuna 5) [1,3,10,11,51,111-113,116,125-137].

YpoBeHb  y0equTeJbHOCTH  pekoMeHaauuii B (ypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJbCTB — 2)

KommenTapuu: [lpoba c conooanuem, npooo#CUmMenbHOCHb KOMOPOU MOdiCem
oocmueams 72 4acos, no3eossem 80cco30amsv YCI08US, KOMOpble MO2Ym NpUsecmu K
eunoznuxkemuu [3,10,11]. Heobxooumo ommemumsb, umo y nooasiaoue2o 601bUUHCMEa
NayueHmo8 ¢ UHCYIUHOMOL 2UNO2TUKEMUSl PA36UBAENC 8 Nepeble 4Yacbl 20 100aHUS
[93,1078,109]: 65-85% 6 meuenue 24 uacos [125,127,128] u 90-94% [125] ¢ meuenue
48 yacos;, 0OHAKO Y HEKOMOPBIX JTUY C UHCYIUHOMOLU SUNOSTUKEMUS. MONCEM DA3GUMbCSL
monvbko Ha 3-u dens conodanus [116,129-131]. Tecm ¢ conodanuem aensemcs «3010MbIM
CMAaHOapmomy» OUACHOCIUKU unoeiukemuu y auy, He cmpaoaowux CI[. Dmom mecm
HanpaeieH Ha UCCied08anue YeloCmHOCMU 6cex ODUOIOSUYECKUX CUCEM, YUACMBYIOWUX
8 aoanmayuu OpeaHu3MAa K UHMEHCUBHOMY U NPOOOINCUMENbHOMY OCPAHUYEHUTO
numanus. Ilpoba, ¢ 00HOU cMOPOHDL, NOMO2Aem NPOOEMOHCMPUPOBANb SUNOLTUKEMUTO,
a ¢ Opy2oil CMOpPOHbL, NO360JI5em ONpedenunb OCHOBHbLE NAMO2EHEMUYECKUEe MeXAHUZMbL
[1,10,112,116,125,127,132].

Tonodanue 0012CHO npoOoOINCAMBCS 00 mMex Nop, noka He 0Oydem 3aguxcuposana
manughecmuas eunoeauxemus [11,127,128], no ne 6bonee 72 uacos. Hzsecmrno, umo
XPOHUYECKAsi  SUNOTUKEMUsL  MOdCem  NpOmeKamv — OecCUMNMOMHO,  MaK — KaK
YY8CMBUMENTLHOCHb K HUSKUM NOKA3AMENSIM 2JII0KO3bl KposuU, Kak u y nayuenmos ¢ C/1,
cuudicaemesi [116]. I[losmomy noxazamenu enrokomempa Kpatine 6adxchvl. OcobeHHO
ONACHbL  MAdNCeNble  SUNO2TUKEMUYECKUe ONu300bl Ol  NAYUEHMO8 C  CepOeyHO-
cocyoucmou namosnoaueti u 07 nodxcunvix [1].

Heoasnue uccnedosanus noomeepicoarom uyenecooopasHoCms OnpeoeieHus. YpPOBHs.
2NIOKO3bl 8 KPOBU (68 UHMEPCMUYUU) MemoOOM HENPePbleHO20 MOHUMOPUPOBAHUSL C
HOMOWbIO NOPMAMUBHO20 YCMPOUCMEA 6 PENCUMe «PEANbHO20 BPEeMEHU», 0CODEHHO 6
nepevle Cymku 20100aHUsl, Ko20a ewe modxcem Haomooamobcs syenuxemus [133-135,138].
B makux ycnosusx npoba npoxooum 6o1ee kompopmHo Kax 0na nayueHma, max u 0is
KOHMPOAUPYIOuje20 MeOUYUHCKO20 NEePCoHaNd, 6 C6A3U C YMEHbUeHUeM UYdcmombl
gzsimus kpoeu u3z nanvya [136]. Ilpu menoenyuu k crudicenuro enuxemuu (menee 3,9

MMO]Zb/JZ) l4€]l€C006pa3H0 npoeodumb KOHmMpPOJIb MOJbKO C NOMOULbio 2irKomempa, 6



CBA3U C YBeIUYEHUEM YACMOMbl OMKIOHEHUl, N0 OAHHBLIM CUCTEMbl HeNnpepbleHO2O
MOHUMOPUPOBAHUS, NPU HUSKUX 3HAYEHUAX 2AuKemuu. Bmecme ¢ mem, dcenamenvHo He
CHUMams — cucmemy Ol  NOCIe0YIowje2o0  aHamu3a  iukemuu, npu  noooope
MeOUKAMEHMO3HO20 NIe4eHUsl.

Tabauya 5. IIpomokon nposedenust npobw ¢ eonooanuem [1,137] (moouguyuposaro

asmopamu,).

Buinonnumes  kamemepusayuro KyoumanvHou unu (Mpu  HE0OX0OUMOCMU) OpYeUx
nepughepuyeckux eem

3agukcuposamev 6pems nociedne2o npuema NUWU KAK 8peMs HAYANA 20100AHUSL.
Paspewaemcs ynompebnenue docmamouno2o Koruyecmea npocmoti 600bl
Ipexpamums npuem gcex MeOUKAMEHMO8, 3d UCKTIOYEHUEM HCUSHEHHO He0OX0OUMbIX
Ha npomsowcenuu 6ceco nepuoda npobvl nayuenmy icenamenbHO OCMABAMbCS
AKMUBHBIM

B x00e mecma npedycmampusaemcs uUcCCie008anue YpPOGHs 2IIOKO3bl 6 KpPOBU
anroKomempom Kaxcovie 3 u. Ilpu oocmuosicenuu enukemuu <3,0 Mmonw/n uccredosanue
nposooumcs kaxcovie 30-60 munym. ['onodanue npoooaxcaemcs ume donee 72 uacos
unu noka He Oydem 3aguxkcuposana MmauvugpecmHas uno2iukemus no OAHHbIM
2NIIOKOMempa: npu O0CMUICEHUU OOCMUNCeHue aukemuy <2,8 MMOIb/1 npu HAIUYUU
CUMNIMOMO8 HetpoIuKoneHuu unu <2,2 MMOMIb/I 6HE 3A8UCUMOCTU OM HAIUYUL
CUMNMOMOS Heupo2iuKoneHuu. [ nayuenmos nOMCULO20 603paAcma, d MakKice ¢
msadxceol conymemayloujeli namoao2uell Kiuesvie gvlulenepeyucieHusvle noKazamenu
Kanuiiaprou kpoeu cocmaensirom 3,2, 3 u 2,8 Mmonwv/1, cOOmeemcmeeHHO

Ilpu 3aeepwienuu npobvl 6 0013aMeNbHOM NOPAOKe NPOBOOUMCA B83AMuUe KPO8U U3
nepugepuyeckoii 6envl 011 1AOOPAMOPHO20 UCCAE008aHUsL YPO8HA uncyauna, C-
nenmuoda, 2n0K03bl 8 KpOBU, CblBOPOMKA COXpaHaemcs Ol OONOJIHUMENbHbIX
uccneoo8anull  npu  HeoOXO00UMocmu  (UCCredo8aHue  YPOBHS  JIeKAPCMBEHHbIX
npenapamos 8 Kposu MemoooM MAHOEMHOU Mdacc-cnekmpomempuu (cybcmanyuu
NPOU3BOOHBIX CYNbHOHUIMOUEBUHBL, Hpenacnunuda™**, npenapamoe epynnovl UHCYIUHOB
c MOOUDUYUPOBAHHOT AMUHOKUCIOMHOU NOCIe008amenbHOCmbio)*, uccnedosanue
VPOBHSI NPOUHCYIUHA 6 KPOBU 6 COMHUMENbHbIX CIVUAsAX, UCCIe008AHUe VPOBHSL
UHCYIUHA 8 KPOBU  BbICOKOYYBCMBUMENbHbIM —HAOOPOM NpuU  NOOO3peHUU Ha
npeoHamepenHoe 66edenue Npenapamos 2pynnsvl UHCYIUHO8 C MOOUDUUUPOBAHHOU
AMUHOKUCTOMHOU NOCNe008ameNbHOCMbIo). B kauecmee ouaznocmuuecko2o smanoua
NPUHUMAIOMCSL Pe3yIbmamsl UCCIe008AHUS YPOBHSL 2II0KO3bl MOJIbKO 8 6EHO3HOU KPOSU
(cvl80pomKe unu niasme)

Jlanee nayuenmy eHympusenno 86ooumcs nekapcmeeHuwlil npenapam (40% pacmeop

4 HCCIICAOBAHUC YPOBHSA JICKAPCTBCHHBIX IPCIIAPATOB B KPOBU METOJOM TaHJIEMHOMN

Macc-CHEKTPOMETPUH (CyOCTaHLIMU IPOU3BOJAHBIX CYIb(OHUIMOYEBMHBI, #penmarauHuga™**,
Ipenaparon IpYIIIBI UHCYJIMHOB c MOJIUGUIIMPOBAHHON AMUHOKHUCJIOTHOM
MOCJIEI0OBATEIbHOCTIO) JIOCTYITHO B €AMHUYHBIX LIEHTpPaX, B CBSA3U C YeM, PEKOMEHIyeTcs
BBITMOJIHATh TIPU OTPHUIATENIBHBIX PE3yabTaTax METOJOB BU3yalIM3allMd MHCYIMHOMBI 1-TO psna

(maumeHThl  MapHIPpYTH3UPYIOTCS B CHEIHMaIM3UpoBaHHble  cranuoHapsl) [1,3,9-11,13-
18,108,139-141].
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#oexcmposzor** 40-60 mn), 1ub0 npu y0081emeopumerbHOM Camo4y8Cmeuu nayueHm
npunumaem nuwy. Koumponvnoe uccredosanue YposHs ~2lIOKO3bl 8  KpPOSU
anrokomempom yepes 10 munym

Ilpu neobxooumocmu (cm. Hudice), 8 KOHYe 20N00AHUS BbINOJHACMCS 635Mmue
KANUWISPHOU KPOBU OJisl UCCIe008aAHUSL YPOBHSL [f-eu0poKcubymupama u nposoouncs
npooda c 1 me #enokazona™* (snympusennoe meonennoe! sedenue 1eKapcmeeHHO20
npenapama (#eniokazon**) ¢ doze 1 me, u 3 imue Kposu u3 nepugepuyeckol 6eHvl
ucxoono u uepes 10, 20, 30 munym 0ns ucciredoganus ypoeus eutokosvl). C yuémom
pucka pazeumus cuno2iukemuu 6 meyenue 180 munym nocrne 6sedenus
JIeKapCMBEeHH020 npenapama, ciedyem peKOMeHO08amb NAYUeHMY 6 dMOm Nepuoo
NPUHUMAMb  Y2Nle800CO0epAHCAYI0 NUWY KAHCObIU 4ac, a Nnpu HeobX00uMocmu,
npogecmu UCC1e008aHUe YPOBHSL 2TIIOKO3bl 8 KANULIAPHOU KPOBU

Bo Bpemsi snmzona mMaHU(ECTHOW THUIOTJIMKEMUW WJIM TIPU 3aBEPUICHUU TPOOBI C
TOJIOJJAHMEM PEKOMEHAYETCS y TMalueHToB ¢ mnopo3peHuem Ha HJIIT uccnenoBanue
ypoBHs roko3bl, M, C-nentuaa B BeHO3HOM KpoBU. KOHIEHTpanus TIIFOKO3bI B KPOBH
<3 MMOJIB/T TIOATBEPXKAaET Hanmuuue rurnoraukemud, a 1 >3 Ex/min u C-nentuna >0,6
HI/MJT  TIOATBEPXKJACT THICPUHCYIUHEMHUYCCKUI BapuaHT runoriaukemun [1,3,9-
11,107,127,131,142-146].

YpoBenb yOeaurTenbHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: [lonyuennvie pesynomamol ucciedosanus yposws M u C-nenmuoa 6
BEHO3HOU  Kpo8U Ha  (oHe  eunozaukemuu  no3eonam  oughgeperyuposamo
OMHOCUMENbHYIO SUNEPUHCYIUHEMUIO O 2UNOUHCYIUHeMuu (mabauya 4).

Knrouesoti  namoguzuonocuueckou 0coOeHHOCMbIO IHOO2EHHO20 2UNEPUHCYIUHUIMA
aenaemcs omcymcemeue cHudxceHusi M 00 oueHb HUBKUX 3HAYEHUl Npu yMeHbUleHUU
KOHYeHmpayuu 21oKko3vl 00 eunoziukemudeckux yposueu [143]. Tax, yposenv U > 3
mrEO0/mn u C-nenmuda >0,6 ne/mn noomeepoicoaem cunepurHcyiuHeMudeckull 6apuanm
eunoenukemuu. M3z smozo ciredyem, 4mo 0ns KOHCMAMAyUu 2UNepuHcCyIUHeMudecKoll
eunoenukemuu yposuu M u C-nenmuoda Heo06A3amenbHO O0MHCHbL OblMb GbICOKUMU
OMHOCUMENIbHO HOPMAIbHLIX dVeukemuyeckux yposHeii [3,9-11]. Ilpeocmasnenusvie
ouazHocmuyecKkue Kpumepuu Xapaxkmepuszyiomcs evicokou moynocmouro. 0.91 (0.81—
0.96); uyscmeumenvrHocms cocmagnsem 0.94 (0.73—1.00), a cneyuguunocms — 0.89
(0.76-0.96) [142]; u noseonsaiom noomeepoums HAIUYUE SUNEPUHCYIUHEMULECKOU
unoziukemuu 8 bonvuuHcmee ciayiaes. Ilpu smom ypogeHb NPOUHCYIUHA, A MAKICE
coomnoutenue M u 2noko3vl He umerom 00bIYHO OONOIHUMENbHOU OUACHOCTNUYECKOL
yennocmu [131].

Jna nonyuenus 0ocmoeepHvix pe3ynbmamos UCCIe008aHusi ypoeHel 2aoko3vl u M @

Kposu, Heobxooumo kamezopuiecku uzoecamo enuxonusa u cemonusa [144,145]. Umoobwi
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oboumu >my npobdremy 8 uacel, Ko20a He pabomaem 1aOOPAMOPUS, IHCENAMETbHO
omoenums Cbl8OpOMKY OM QOPMEHHBIX INEMEHMO8 Kpo8u (omyenmpugyeuposams
Kpoeb) cpazy nocie 3samus Npodvl U pasmecmums 6 XOJ00UIbHUK NpU memnepamype
npudauzumenvno 8°C [146]. B omauyue om uccredosanusi yposus H 6 kposu,
pesynrbmamsl ucciedosanus yposus C-nenmuoa 8 Kpoeu He 3A8UCAM OM 2eMONU3d.
Oonako, Hanuuue NOYEYHOU HeOOCMAMOYHOCMU MOJCem OKA3amb 6lUsHUe Ha

unmepnpemayuio pesyivmamos (noueunas saumunayus C-nenmuoa) [116].

B cmywasXx COMHHTENBHBIX pe3ylbTaTOB TPOOBI C TOJNOAAHWEM TMAIMEHTaM C
noao3penuem Ha HJII' npu noBTOpHOM npobOe peKoMEHIyeTcsl UCCle0BaHUE YPOBHS [3-
TUAPOKCUOyTHpaTa B KaNWUISPHON KPOBM W/WJIM MPOBEIEHUE NMPOOBI ¢ #TIIOKaroHom™**
IpH 3aBEpUICHWH TOJOMaHWsA. [Ipy 3TOM THIEPUHCYITHMHEMHUYECKas THUIOTIINKEMUS
MOJATBEPXKAAaeTCSI TPH YpPOBHE [-THIPOKCHOyTHpaTa B KaMWUAPHOH KpoBH < 2,7
MMOJTB/JT ¥ TIPUPOCTE YPOBHS TIIFOKO3HI B KPOBHU > 1,4 MMOIIB/1T TIociie B/B BBeAeHUS | Mr
pactBopa #rimokarona** [1,57,111,116,128,147-162].

YpoBenb yOeaurTenbHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
A0KA3aTeJbCTB — 3)

Kommenrapuu: B cayuasx coMHUMENbHBIX pe3yibmamosd npodvl ¢ 20100aHuem
(nanpumep, 6 peokux cayuasx U moocem o6vime <3 Eo/ma, a C-nenmuo npu smom >0,6
He/Ml) nokazamenu [-eudpokcudymupama npu 3aeepuieHuu npoodovl ¢ 20100aHUeM 6
KanuiisapHol Kposu < 2,7 MMOIb/ U NPUPOCM 2NI0K03bl 8 Kposu > 1,4 mmonw/1 nocie
OOHOKPAMHO20 6/8 MeONleHHO20 B88edenusi pacmeopa 1 me #entokacona™* uckirouarom
npoyeccvl Kemozenezd, KOmopvle OObIYHO 3aNYCKAIOMCs 6 Nepuod 20100anus U
HOOMEEPIAHCOAIOM  COXPAHHOCMb 3ANACO8 2IUKO2eHA 6 NeweHu, Ymo 2080pum 00
uHeubupyrowem GIUAHUU OMHOCUMENbHO 8blcoK020 YpoeHa MW unu (npo-)HUDP-II
[128,157-162].

Oo0Hako, npu KOPOMKUX NPOMENCYMKAX MeNHCOY NpUeMamu Uy, Smu pe3yibmanvl
crnedyem UHMEPNPEMUposams ¢ OCMOPONCHOCMbIO.  [luaenocmuueckuti nopoe [-
2uopoxcubymupama npu 3asepuienuu npoodwvl ¢ 20100anuem <2,7 MMOIb/1 NO380151em
ouacnocmuposams  uncyiunomy [61].  Oomaxo, ommeueno, umo y Hexomopvix
nayuenmos ¢ UHCYIUHOMOU YPOBeHb [-2UOpoKcubymupama 6 xooe 20100aHUsL MOHCem
npesviuwams 2,7 mmonv/n [148-150]. Ilo oannwvim uccredosanus, nposedennozo ¢ P,
YY8CMBUMENbHOCTb, CNEYUPUUHOCIL U MOYHOCIb onpedeienus [-euopokcudbymupama

8 x00e 20100aHUsl 8 OUACHOCUKE A8MOHOMHOU 2unepuncyiunemuu cocmasisiem 97,3%,
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72,7% u 88,1%, coomeemcmeenno, a npooul ¢ #enokazonom™* — 94,6% 100%, 96,6%,
coomeemcmeento [151].

ObHapydicenue KeMOHOB8bIX MeTl 8 MOYE IKCNPECC-MemoOOM AGNAEMCsL AlbMePHAMUBHBIM
O0CMYNHBIM U HEOOPO2OCMOAWUM Memodom obcredosanust nayuenmos ¢ H/I' [154]. B
omauyue Om UCCLe008AHUSL YPOGHS [-eUOPOKCUOYMUpPAMA 6 KANULIAPHOU KpPO8U,
HeOOCMAmKOM OOHAPYHCEHUs KEeMOHOBLIX mell 8 Moye ABIAMCA  MeXHU4ecKue
mpyoHocmu coopa obpasya npu 3aeepuieHun npoowvl, Npu IMOM UCCIe008AHUS HAKAHYHE
3aeepulenus mecma Mo2ym Oblmb OUACHOCMUYECKUMU.

Kax uccneoosanue p-euopoxcubymupama 6 KanuiisipHou Kposu, maxk u oOHapyiceHue
KeMmOHOBbIX Mell 8 MOUe IKCNPeCC-Memo0OoM MONCem NPUMEHAMbCS Kaxcovle 6 4acos 60
8pemMsi npobvl ¢ 20100anHueM ¢ Yelnvio OyeHKu Komniaenmuocmu nayuenma [116].
Yuumeieas usuonocuueckue ocobenHocmu 3anycka Kemoeemesa Npu Omcymcmeuu
NOCMYNIeHUs. 2NH0KO3bl, Hauboiee ONMUMATbHbIM BPEeMeHeM UHUYUAYUU NPOBedeHUs
oboux uccreoosanuil sensemces 18 u nocne nauana npobul ¢ conooanuem [155].

Takoice, ModHcem 8O3HUKHYMb HEOOXOOUMOCMb 8 UCCIe008AHUU NPOUHCYIUHA, HANpUMep,
npu COMHUMENbHBIX Pe3VIbMamax OCHOsHuIX nokazameneti M u C-nenmuoda, roeda
HeB803MOMNCHO uemKo onpedenums eapuarnm HJI: eunep- unu cunouHcyiuHeMuyecKkul.

YV nayuemma ¢ OOKYMEHMUPOBAHHOU 2UNOUHCYIUHEMUYECKOU cUno2iuKemuel u
omcymemsuem  npushakos Haauvusi HH u  H®DP-omvl, credyem uckuouums
npeonamepenHoe — 8eedeHue  npenapamos epynnel M ¢ mooupuyuposanmoi
AMUHOKUCTOMHOU NOCIe008AMENbHOCMbIO (APMUDUYUATLHAS 2UNO2TIUKEMUSL), KOMOpble
MO2ym He onpeoersimvcs OOIbUUHCINBOM HAOOPO8 (umo ciedyem YMOUHUMbL 8
KOHKpemHou aabopamopuu). B maxux ciayuasx HeoOX0O0UMO Cbl@OPOMKY HA MOMEHM
2UNO2IUKEMULU NPOAHATUSUPOBAMb HAOOPOM, UYECMBUMENbHbIM K NPEenapamam epynnvl
UHCYIUHO8 C  MOOUPDUYUPOBAHHOU  AMUHOKUCIOMHOU nociedosamenvrocmoio  (#U
auznpo®*, #U acnapm™*, #U enyausun™®*, #U enapeun**, #U Odememup™*, # U
oeenyoex**) [152,153]. I'unocnuxemust npu npednamepennom 8eedenuu #Huenogeueckoo
2eHHOo-uHICeHepHo2o** U (pacmeopumozco, uzoghan, 08yxgaznozo) moodcem Ovims
OUACHOCMUPOBAHA NPU NOBBIUEHHbIX nokazamensix M u cynpeccuposannom yposne C-
nenmuoa 6 kposu na gone eunocnuxemuu [116]. Basxcno ommemumo, umo nocpanuunvie
pe3yibmamsl 20PMOHATbHBIX AHANUZ08 KPOBU HA (YOHE 2Uno2iuKemMuu ece2oa mpeoyom
HACMOPOJICEHHOCMU 6 ~ OMHOWEHUU ee  apmupuyualbHo2o 2eHesd  (Hanpumep,
HEe3HAYUMENbHASL 2UNEPUHCYIUHEMUYECKAS 2UNO2TIUKEMUS MOJCEM  BblAGIAMbCA  NpU

6gedenuu  npenapamog epynnel M ¢ MOOUDUYUPOBAHHOU — AMUHOKUCIOMHOLUL
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nocneoogamenvrocmoto  [156]). Kpome moeo, kax npu euno-, max u npu
CUNEPUHCYTUHEMUYECKOU SUNOTUKEMUU 8Ce20d He0OX0OUMO pacChpaiueams nayueHma
06 ynompe0OneHuu Kakux-iubo JeKapCmeeHHbIX Npenapamos 6 mevyeHue MUHUMyM 08YX
Heoelb 00 pecucmpayuu CHUNCEHUsl 2N10KO3bl KpOGU, a makdyce psada NpooOyKmoe

(Hanpumep, XUHUH-COOEPAHCAUUX).

[MaruenTam ¢ momo3permem Ha HJIIT ¢ orpumarensHO mTpoOOH € TOJOJAHUEM
PEKOMEHI0BAHO MPOBEIECHUE MTPOJOHTUPOBAHHOTO MEPOPATBHOIO TIIFOKO30TOJIEPAHTHOTO
tecta (nII'TT, Ttabmuma 6) I8 HCKIIOYCHHS TMOCTIPAHIAAIBHOW THUIOTJIUKEMHUH
[1,35,49,116,153,163,164].

YpoBenb  yOeguteabHocTH  pekoMenaaumii. C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

Kommenrtapuu: Ilocmnpanouanvnas 2uno2nukemus y nayueHmos ¢ OmMpuyamenvHou
npooot c 72-4acosvim 201100aHUuem gcez20a UNEPUHCYTUHEMUYECKASL.
Tunouncynunemuueckas  eunoenuxemuu 6  xode nlll'TT  nodo3pumenvha  Ha
npeoHamepenHoe  gedeHue  npenapamos epynnel M ¢ moouguyuposanHou
AMUHOKUCIOMHOU nociedosamenvhocmvio. Ilpu unmepnpemayuu oannvlx (mabauya 4)
cnedyem NOMHUMb, YMO MeCm Moxcem okazamvcs nonodxcumensuvim y 10% 300poswix
unousudyymos [35].

Tabnuya 6. Ilpomokon  nposedenus  NPOIOHSUPOBAHHO2O  NEPOPATILHOZO

SHNIOKO30mMOoepannHoco mecmada.

Tecm npogodumcsi nocie HOYHO2O 20A00AHUS NOO CMPOSUM  HAOAHOOEHUEeM
MEOUYUHCKO20 NnepcoHand. Bce meduxamenmuvl ommensiomces, 3a UCKIOYEHUEM
JHCUBHEHHO HeobXooumvlx npenapamos. Ilayuenm 3anucvieaem u ob6cyxcoaem ¢
8PAYOM BCE CUMNMOMDBL, HAYUHASL C NPUeMAa NUWU

B x00e mecma nposooumcs kamemepuzayus — KyOumanbHou —unu  (npu
Heobxooumocmu) Opyeux nepugpepuueckux e, ezsamue Kposu u3 nepugepusecko
BeHbl 011 UCCLEO08AHUsL VPOBHSL 2IOKO3bl: UCXOOHO, uepe3 120 mumym nocne
NepopaIbHO20 npuema CmMaHoapmusuposanHo2o pacmeopa 75 2 O0excmposzvl**, u
oanee kavicovle 30 Munym 00 0OCMUNCEHUsL 5 4aco8, eciu SUnO2iuKemMusi 8 6eHO3HOU
Kposu He Oyoem 3apezucmpupogana pauee. Hccieoosanue yposueii uncyiuna u C-
nenmuoa nposooumcsi 8 00pazye Kposu ¢ OUACHOCMUPOBAHHOU SUNOSTUKEMUEH.
Cuisopomka coxparsemcs 05t OONOTHUMENbHBIX UCCIe008AHULL NPU He0OX0OUMOCIU
(uccnedosanue ypoeHsi IeKAPCMBEHHbIX NPENnapamos 8 Kpogu MemoooM MAaHOEeMHOLU
Macc-cnekmpomempuu (cybcmanyuu npPoU3600HbBIX CYbPOHUIMOYUECBUHDL,
#penacnunuoa™*,  npenapamoe  epynnvi  UHCYIUHOE €  MOOUDUYUPOBAHHOU
AMUHOKUCTIOMHOU NOCIe008AMeNbHOCMbIO), UCCIe008AHUE VPOBHA NPOUHCYIUHA 6
KpOBU 8 COMHUMENbHBIX CAYYAAX, UCCIe008aHUe YPOBHA UHCYIUHA 6 KpPOBU
8bICOKOYYBCBUMENbHIM HAOOPOM NpU NOOO3PEHUU HA NpeoHaMepeHHOe 68e0eHUe
npenapamos  cpynnel  UHCYIUHO8 C  MOOUDPUYUPOBAHHOU — AMUHOKUCIOMHOU
noc1e008amenrbHOCMbIO)
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Ilpu 3asepuwienuu  npobsvi U  YO0BIEMEOPUMENLHOM — CAMOYYECMBUU  NAYUEHM
npunumaem nuwy. Ilpu Heobxooumocmu GHYMpUBEHHO 8800UMCA J1eKAPCMBEEHHbIU
npenapam (40% pacmeop #Hoexcmposzvl** 40-60 mn). Konmponvhoe ucciedogarnue
VPOBH3 21IH0KO3bl 8 KPOBU 2110KOMempom yepes 10 munym

2.4 HNHCTpYMEHTAIbHBbIE TUATHOCTHYECKHE UCCIETOBAHMS

Lenu suzyanuzupyrowen OuazHoCMuKy UHCYIUHOMbL Cledyiouue.

-onpeodenums 10KaIu3ayuIo onyxoau 6 npeoenax 1K

-UMepumsb paccmosnue mexcoy onyxoasbio U GUPCYH208bIM NPOMOKOM OJisl ONpeoeneHus
803MOACHOCMU NPOBEOCHUS IHYKIeAYUU;

-ymMouYHUmMb Haauuyue namono2uu ocmanviou yacmu IDK u onpedenumo, aensemcs au
ONYX0.lb CONUMAPHOU,

-yMOYHUMb  HAMUYUe Memacmaszo8 6 Jum@amuyeckue V3ibl UL  OMOALEHHbIX
Memacmasoa.

Ipeumywecmeo credyem omoasamv HAUMeHee UHBA3UBHbIM, C MeHbulel JIyYeol
Hazpy3Kou u boee d¢hghexkmusnbvimM Memooam.

Ilpu omcymcmeuu commenuii 6 ouacnoze IIIT y nayuenmos ¢ UAC u nepenecuiux

bapuampuyeckyro onepayuio U3VaIUUPYOwas OUa2HOCMUKA UHCYIUHOMbL He NPOBOOUMCS.

e VY manueHTa ¢ JOKYMEHTUPOBAHHOW TUIIEPUHCYINHEMUYECKON THIOTIIMKeMHUEH Ha (oHEe
TOJOJAaHUSI  PEKOMEHAYETCs  MPOBEICHHWE  CTAHJAPTHBIX  BHU3YAIM3HPYIONINX
uccneaopanuii st noucka uacyauHoMmbl: MPT OBII u 311 (¢ B/B K no nmokazanusm) u
VY31 OBII (kommiekcHoe), a KT OBII u 3I1 ¢ B/B 6omocHbiM K — mipu oTcyTcTBUM
MOJITBEPXKICHUS MICHTHYHOW JIOKAIM3ALUU JIByMsI OCHOBHBIMH MeToJamMu 1-ro psina. B
COMHUTEINBHBIX citydasx ¥Y3U Moxker ObITh nomosiHeHO K mim mpoBeieHo 1Mo TEXHOJIOTHH
S-F. Hanuuue wuaeHTHMYHOW JIOKaJIM3allMUd OIYXOJIM JOJDKHO OBITh IOJITBEPXKICHO
MHUHHMYM JByMsi Metomamu [1,165-177].

YpoBenb  yOenurtenbHocTH  pekoMeHganuii C  (YypoBeHb  /10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KommenTapun:

Y3U OFII (komnnexcrnoe) — npocmou, obugedocmynnwiii memoo euzyanuzayuu. KT OBIT
u 311 ¢ 6/6 6omocuvim K u MPT OFII u 3[1, kax noxazanu mneoasnue uccieooeamus,
umerom npakmuyecku uoeHmuynyio s¢pgpexmusnocms [166-168/. A uccnedosanue Zhu L.
u coasm. gvla6u0 3nadumole npeumywecmea MPT OBII u 311 6e3 K no cpasnenuro ¢ KT
OBII u 311 ¢ 6/ Gonocnoim K [169,177]).  [Ilpu smom memoo MPT OBII u 311 ne
obnadaem nyueeou Hacpy3Kou, a nompebnocmv 8 K 603Huxaem 6 peoKux Cuyyasx.
Ilosmomy 6 nepgyio ouepedb npu OOKYMEHMUPOBAHHOU 2UNEPUHCYIUHEMUUECKOU
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eunoanuxemuu u omcymemeuu AT k U yenecoodpasno evinoansmoe MPT OFII u 311 (c 6/8
K no nokasanusm) u Y3U OFII (xomnnexcrnoe), a KT OBII u 311 ¢ 6/ 6onochvim K — npu
omcymcmeuu noomeepicoeHuss 08yma memoodamu 1-2o paoa. Hecmomps ma mo, umo
onvim u NpogheccuoOHAIbHA KOMNEMeHYUsl 8 OMHOULEHUU BU3YATUSUPYIOUUX MeMO008
OMIUUAOMCsL 8 Kaxcoom KoHkpemuom meoyupescoenuu, KT OBII u 311 ¢ 6/ 6onochbim
K, MPT ObII u 311 u Y31 OBII (komniekcHoe) no3eosiiom 6bis8Ums 00IbUUHCIEO
UHCYIUHOM, @ MaKdyce Memacmasvl 310kavecmeaennou onyxoau [14,170-173].

B paoe cmpan 6 nocneonue 200vl nonyyuna wupokoe pacnpocmpaveHue mexHon02usl
MynemumooanvHou euzyaruzayuu Fusion («causnuey) [174], xomopas no3zeonsem
CUHXPOHU3UPOBAMb U300padxcenus, noayuenuvie npu Y3U OBIl (komnaexcnozo) 6
PEaNbHOM 8pemMeHl, ¢ OaHubiMu momocpaguueckux ucciedosanuit [175]. Memoo
no36osiem YMOYHUMb MONUYeCKUll OUudcHo3, O0CODEeHHO 6 mex CAYYasx, Ko20d
HeobX00UMO YemKo onpeoenums NOKATUIAYUIO ONYXONU 8 cmedicHblx obnacmsax IDK,
Hanpumep, 6 xeocme u mene opzaua. lIpumenenue mexHono2uUu MyIbMUMOOATLHOU
suzyarusayuu Fusion npooemoncmpuposano 8blCOKYIO  Yy8CMBUMENIbHOCMb  HpU

uncynurnome [176].

VY namueHTa ¢ JOKyMEHTHPOBAHHOW THIICPUHCYIMHEMUYECKON TUITOTIIMKEMUEH Ha (oHE
rOJIOJIaHUs, IPU OTCYTCTBUU BU3YaJIU3alUU WIM UICHTUYHOMN JIOKAIU3AIMN OMYXOJH 10
JAHHBIM CTAaHAAPTHBIX METOJOB (MHHUMYM JBYX), HCKJIIOUYEHHU Temobnacto3a (y
nmanueHToB ¢ moBeimieHneM AT k M), a Takke apTUGUIHAATBLHON THITOTIUKEMUH,
pEKOMEHAYeTCsI  MPOJOJDKUTh  HMHCTPYMEHTAJIbHOE  OO0C/eJOBaHHE C  IOMOIIbIO
BU3YAIIM3UPYIOUINX METOJ0B 2-r0 psna: sugocoHorpadus 163 w/ummu cuunturpadus c
O®OKT/KT wmmu TIDT cosmeniennas ¢ KT (IIDT/KT) ¢ paarodapmaiieBTHIECKUME
npenaparamu sl AHATHOCTHKH HOBooOpaszoBaHuil (rpymmsl AT X-kimaccudukaiuu
«COMATOCTAaTUH U aHAJIOTU», MEUYEHHBIE PAJMOAKTUBHON METKOI) B pexume "Bce Teno"
[1,3,9-11,13-18,51,108,139-141,171,172,178-202].

YpoBenb  yOenurTenbHOcTH  pekoMeHgauumidé C  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommentapun: Ompuyamenvuviti pezyniomam memooos eusyaiusayuu 1-eo psaoa He
UCKIIoYaem Hauuuue Onyxoiu, ouamemp KoOmopou uwacmo cocmaeisem ue Oonee I cm
(uyscmeumenvnocms KT OBIT u 311 ¢ 6/6 bonocnvim K 94,4% [178], a MPT OBII u 311
92,4% [179]) [153].

Ilpu ompuyamenvHbiX pe3yIbMaAmMax SU3yaIUUPYrOWUx uccredosanuti 1-20 psoa,

NOMUMO UCKIIIOYEHUA apmugbuuuaﬂbHoﬁ cunoziuKkemuu, peKOMeH()yemCﬂ uccnedosanue

29



VPOBHA NPOUHCYIUHA 8 KpOB8U 0. OughgepeHyuanvHol OuUaeHOCMUKY UHCYIUHOMbL C
opyaumu npuyunamu cunepurcyrunemuyecxkou H/[I, npu smom ouaeHocmuyecKkuil nopoz
cocmagnsiem 5 nmoav/n u 6onee (uyscmeumenvHocmov u cneyugpuunocms 87,1% u
100,0%, coomeemcmeenno) [201].

Cyunmuepagusa ¢ paduogapmayesmuueckumu npenapamamu 01  OUACHOCIUKU
HOB000pazosanull (nenmempeomuod) 6 pedxcume "ece meno" evlaGAAEM UHCYIUHOMY
NPUMEPHO ) NOJIOBUHBL NAYUEHMO8, 6 mom yucie sxkmonudeckyro [180,181,192,193,195].
Oounako  nuoguauzam — 01 NPUSOMOGIEHUs.  OAHHO20 OUacHOCMU4ecKo2o
paouogpapmayesmureckozo cpeocmea, 8 Hacmosiuyee epems, 6 PD ne npouzsooumcs
[194). Bmecme ¢  mem,  ycnewno  npumensemcs — #mexueyus — (*°MTc)
2UOPA3UHOHUKOMUHAMUO-0kmpeomuo. Kpome mozo, nocne cyunmuepaguu 6 pesicume
CKAHUpOBAanUus «8ce2o meaay, 011 0Oolee O0emalbHO2O U3VHUEHUSl  BblAGICHHbIX
Nnamon02UYecKux ouacos NOBbIUEHHO20 HaKonjienus OUACHOCTUYECKO20
paouogapmayesmuueckoeo cpeocmea, ewvinoansemcsi ODIKT ¢ pemmeenoscxou KT
(ODIOKT, coemewennas c¢ KT c¢ paouogpapmayesmuueckumu npenapamamu O0is
ouaenocmuku Hogoobpazosanuti (epynnet ATX-knaccugpuxayuu «comamocmamun u
AHANI02UY, MeYeHHble PAOUOAKMUBHOU MemKoll)) unmepecyrowet oonacmu [187-189].

Ilo Hexomopwvim coobwenusm, cyunmuepagus [196], a makoce cyunmuepagus c
ODPIKT/KT ¢ #mexneyus (P®"Tc) eudpazunonuxomunamuo-okmpeomudom [197]
(ckanuposanue vinonusemcs uepes3 4 yaca nocie 00Hokpamnozo 6/6 esedenus 500—900
MbBx  npenapama [194,202]) ob6radaiom  6bicoKOU  UYECMBUMENLHOCIBIO  NPU
UHCYIUHOME, 8 MOM YUCle Npu OMPUYAMETbHBIX pe3yabmamax Opyeux Ucciedo8aHuil
[196]. Ilpu ummepnpemayuu >mux OQHHBIX 6ANCHO YHUMBIBAMb HEOONLUIOE HUCILO
nayueHmo8 6 NpeoCmasieHHblX omuemax, mpebyemcs npogeoenue YMmOoUHAOUWUX
uccneoosanui. Oouaxo, He0OXO0UMO OMMEMUmMb, 4MO Memood NPOOEeMOHCMPUPOBATL
gbicokyio  uyscmeumensrnocmos (80-88,4%) 6 uccredosanusx na 6Goavuuux Koeopmax
pazauunvix H20 [198,199].

Ewe oonum evicokouyecmeumenvuvim (90%) memooom, 0CHOBAHHBIM HA GU3VATUZAYUU
Peyenmopos K COMamoCmamumy, S6ISemcst NO3UMpPOHHO-IMUCCUOHHAS MOMOozpadus,
coemewennas ¢ KT (IIDT/KT) c (68Ga) 1,4,7,10-mempaa3zayuxniooooexan-1,4,7,10-
mempaykcycnou kuciomou (DOTA)—oxmpeomamom (DOTA ronviocam peyenmopog
comamocmamuna) [190,191,200/. Taxum obpazom, oba memooda, conocmasumvie HO
YY6CmMeUmeIbHOCmu, OCHOBAHbI Ha HaKonjieHuu OUACHOCTNUYECKO20

paouogapmayesmuieckoco cpeocmea 6 ONYXOAe8OU MKAHU, IKCHpeccupyiouell
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peyenmopvl K COMAMOCMAMUHY,  NOIMOMY  MO2YM  pPACCMAMPUBAMbCA  KAK
83aUMO3aMeHseMble.

Onooconocpaghua II63 ¢ 603MOINCHOCMbIO MOHKOUSONHOU ACNUPAYUOHHOU OUONCUU
(Heobx00UMOCmMb 6 NYHKYUU BO3HUKAEM 8 UCKIIOYUMENbHbIX CAYYAsX, Hanpumep, npu
NOO003pPeHUU HA HeDYHKYUOHUPYIOWYIO ONYXONb) AGNAEMCS UHBA3ZUBHBIM MEMOOOM C
0053amenbHbIM  NPUMEHEHUeM — aHecme3uosoeuyeckoeo nocoous.  Ilpeumywecmeo
OAHHO20 UCCNIe008AHUA — BbICOKAL YYBCMBUMENIbHOCIb, 00CMUSAIOWAs 8 HEeKOMOPbIX
yeumpax 6onee 90% [182-184]. Taxoce, ¢ yenvro eusyanuzupyioujen OUASHOCMUKU
UHCYIUHOMbBL  BO3MOJCHO (8  3asucumMocmu  om  OOCMYNHOCMU 6 MeOUYUHCKOM
yupescoenuu) npumenenue Y3U IDK ¢ K. Memoo xapaxmepuszyemcs 6blcOKOU

yyecmeumenvrocmoio (89,2%) u cneyuguunocmoio (86,5%) [186].

VY nmanueHTa ¢ JOKYMEHTUPOBAHHOM TMIIEPUHCYIMHEMHUUYECKOHN TUMOrIuKeMueld Ha GoHe
TOJOJAaHUsSI TP OTCYTCTBUHU BU3yaJHM3allMd WM WICHTUYHOHN JIOKATU3AIMH OIYXOJIH
MetogamMu 1-ro u 2-ro psga (MHHUMYM JIBYX) PEKOMEHAYETCS MpPOJIOJDKUTH
WHCTPYMEHTAIFHOE 00CIIEI0BaHKE C TIOMOIIBIO BH3YAIM3HPYIONINX METOAOB 3-TO psina:
AC3K u3 mpaBoil MmeuyeHOYHOW BEHBI (CO CTUMYJISIMEH TpenapaToM KajbIlvs) H/WIH
I[I9T/KT Bcero Tena ¢ ApyrdMH paauoTpercepamu, coaepkamuMu L-deHunananuH
w/umn L-tuposun n/mmm duynesoxcurmokosy [8F] [1,11,19-27,32,35,64-67,203-223].
YpoBeHb  y0enuTeIbHOCTH  pekoMeHAaumuid A  (YpoBeHb  I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 1)

Kommentapuu: ACB3K uacmo noszeonsiem onpedeiums JOKATUZAYUIO UHCYIUHOMDL,
K020a pe3yibmamul U3YATUSUPYIOUWUX MEMOO08 HEOOHO3ZHAYHbLE UTU OMPUYAETbHBIE,
U S61Aemcsi  eOUHCMBEHHbIM — MemOOOM  (DYHKYUOHATbHOU — BU3YAIUZAYUU  NPU
MHOJICecmeeHublx onyxonsx I[DK (0ns ymouHneHusi 10OKAIU3AYUU UMEHHO UHCYIUH-
npooyyupyrowetr), a maxdce npu HIII [19-22]. IIpupocm H 6 0éa pasa u 6onee npu
AC3K  [207,208] noseonsem  onpederums — JOKAMIU3AYUIO — UHCYIUHOMbBL  C
yyecmeumenvrocmoto 0o 93% [203,204,208,209,216-218].

IlepcnexkmusHviM U HAOEHCHBIM MEMOOOM OUASHOCMUKU (QOKANbHOU Unu Ough@ysHot
popmul eunepcexpeyuu U, 6 mom uucine sxmonuvecrkou [211], sensemcs IIDT/KT sceco
mena ¢ npuMeHeHUueMm aHalo208 2ioKa2onnodobuvix nenmuoos-1 (GLP-1) [205,206].
Oonako 6 Hacmosawjee 6pems, Npeolaearwdmca MmeHee IPgekmusnvie npoyue
ouazHocmuyeckue paduogapmayesmuyeckue cpeocmsa, cooepiucauue L-gpenunananun u

L-muposun  [212,215,219-223]. [llpu  HuskoOughghepenyuposannou  UHCYIUHOME
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gosmodcno  npogedenue TIIT/KT ececo mena ¢ ¢hayoesoxcuenioxosoti  [BF]
(medicoynapoonoe Henamenmosannoe nassanue) [213].

Ilpu onpedenenuu ouepeOHocmu NPOGeOeHUsT BU3YATUSUPYIOUUX MEMOO08 00OHO20 psdd
BAJCHO — YUUMBIBAMb  UX  OOCMYNHOCMb 6  MEOUYUHCKOM  YYpedCcOeHuUUu/pecuoHe
NPOAHCUBAHUL.

Busyanusupyrowee  uccnedosanue ¢ ompuyamenvbHviM  pe3VIbMAMoOM — Npu
HeoOxoouMocmu  modxcem OblMb  GLINOIHEHO NOBMOPHO 8 OpPY2OM  MEeOUYUHCKOM

yupeoicoeHuu 6oiee 8biCOKO20 IKCNEPMHO20 YPOBHsl, Yem npeovloyujee.

2.5 Uuble AUATHOCTHYECCKHUE UCCJICI0OBAHUSA

Bcem mammeHTaM ¢ WHCYJIMHOMOH JIO OTEPAaTHBHOTO JICYCHHS] PEKOMEHIOBAHO
oTIpe/IelIeHue XPOMOTpaHNHA A B KPOBH JUTS OICHKH 3()()EKTHBHOCTH JTAHHOTO MapKepa
B KOHTpOJIE OTHOCHUTENBHO pEUUAMBA OIYXOJW B TIOCICONEPAIIMIOHHOM MEepHOJIe
[53,54,214].

YpoBenb  yOeautTeqbHOCTH  pekomeHaanmii C  (ypoBeHb  /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

Kommenrapuu: B nacmoswee epems ayuuie2o mapkepa 3a KOHMpoaem nepcucmeHyuu
UHCYIUHOMDL, KPOME KAK SUNEPUHCYTUHEeMUYECKAs 2uno2iukemus, nem. H3zeecmmo, umo
xpomoepanun A nosviwen 6 10-50% cayuaes, nosmomy e2o ciredyem onpedensims 00
onepayuu [53,54,214]. B cayuae noeviuenus xpomoeparnuna A 6 Kposu 00 onepayuu,
NOKA3aHO pe2ylsipHoe onpedeieHue 0aHHO20 NOKa3ameis 8 Kposu 8 NOCIeoNepayuoHHOM
nepuooe NOMUMO UCCLed08aHust YyposHs enwkoszvl, M u C-nenmuoa 6 Kposu nocie
HOuHO20 20n100aHusi. Kpome moeo, uccrnedosanue Xpomoepanuna A modicem 6vimb

noaezno o ouazHocmuxu opyeux H30 e pamxax MOHI.

Bcem mamueHtaM ¢ HMHCYJIMHOMOM PEKOMEHJIOBAHO HCCIIEI0BAaHME NapaTHUPEOUHOTO
ropmoHa, UOP-| u mponakTuHa B KpOBH [UIs BBISIBIEHUS IIEPBUYHOTO TMIIEPIIapaTUPE03a,
COMAaTOTPOITMHOMBI M MPOJAKTHHOMBI B pamkax MOH1 [54-56,64-67,224-226].

YpoBenbr  yOeaurTeabHOCcTH  pekomeHgammii C  (ypoBeHb  /I0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommentapun: Mccnedosanue ypoens nponaxmuna u UM®OP-1 6 kposu onsa ckpununea
M3HI obocnosano, 6 cea3u c¢ mem, 4mMo NPONAKMUHOMbL U COMAMOMPONUHOMBL
npeobnaoarom cpedu adeHoM 2unousa y nayueHmos ¢ OAHHbIM CUHOpomom. Kpome
Mo2o, yeenudeHue YpogHsa NpOJaKMUHA MOXMCEM YKA3bleamsb HA HAIUYUE 2OPMOHANbHO-

HeaKmugsHoOU aodeHoMvl eunogusa, umo modxcem nompebosams nposedenus MPT
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eunoghuza. OOHaKo pymuHHOe BbINOIHEHUE OAHHO20 BU3YATUBUPYIOUE20 UCCLeO08AHUS.
nayuenmam ¢ UHCYIUHoOMOuU, Ho be3 0okazannozo cunopoma MOHI neyerecoobpasno no
Gunancosvim coobpadxcenusm. Ilpo ouacnocmuueckyro s¢hghpexkmusnocms onpeoenenus
UDP- 6 svisisnenuu UPPomwvl nanucarno gvluie.

Taxorce, HeoOXO00UMO ommemums, 4Mo NPEOCMABICHHBIU A2OPUMM 00C1e008aHUsST HE
Modcem  paccmampusamsbcs 0Nl 8cex nayuenmos ¢ noodosperuem Ha MOHI, a

UCKTIIOYUMENbHO OIS nayuenmoe c Z/lHC)/’]ZuHOMOI/Vl.

VY nmamuentoB ¢ H/I' BcneacTBue MHCYTMHOMBI PEKOMEHI0BAHO TPOBECTH MOJIEKYJISIPHO-
reHeTuyeckoe wuccienoBanne Mmyrauuid B reHe MEN1 B kpoBu [uisl HMCKITIOUEHUS
HACJICJICTBEHHOU MPUYHUHBI 3a00JICBaHUS TPU HATUYHH CIICAYIONINX KPUTEPHEB (OJHOTO
u Ooiiee):

-ceMeitHbIN aHamHe3 MOH1;

-Hannuue apyrux MOH1-acconnnpoBaHHBIX OMTyXOJIEH;

-manudecramnms 3adoneBanus 10 30 e,

-MHOKECTBEHHAs MTaHKpeaTo-AyoaeHanbHas HO0 [63,67-77,227-230].

YpoBenb  yOenuTebHOCTH  pekoMeHaauuii C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: [enemuuecku  OemepMUHUpOBAHHAA — UHCYIUHOMA — umeem  psio
ocobenHocmell No CPAHEeHUlo CO CHOPAOUYECKOl ONYXOiblo, KOMopble HeoOX00UMO
yuumeleams npu  6vlOOpe cmpamezuu  00CIe008aHUsL U JleYeHUsA: 8  ciayuae
MHOdcecmeenHblx onyxoneu IDK 6 pawmxax MOHI pexomendyemcs paccmomperue
sonpoca o nposedenuu AC3K 0ns oughgepenyuposanus uHCyIUH-npOOYYUPYIOUWUX
onyxoneu [227,228). Taxowce, mpebyemcsi nonnoyennoe 06ciedo8anue Oisi UCKIOUEHUS.
onyxoneti Opyeux JOKamu3ayuil, npu Xupypeuieckom JedeHuu HeoOX00umMo Y4umvleams
8bICOKULL pUcKk mynvmughoxanvnoeo nopadicenus (80-90% cayuaes).  Heobxooumo
ommemums, ymo y 10%-30% nayuenmos c penomunom MOHI He egwviasiaomcs
ecepmunanvrvie mymayuu MENI. Ilpeononazaemcs, umo 6 0anHotl kocopme mo2ym Ovlmb
obOHapydiceHvl  cepmunatvhvie mymayuu MENI 6 mex yuacmkax, Komopvle He
uccnedyromes 00CMYNHbIMU Memodamu 2eHemuUYecKo2o mecmupo8arus
(Hempancaupyemvie, UHMPOHHbIE ULU Pe2YIAMOPHblE JJIEeMEHMbl) UL COMAMUYECKULl
mozauyuzm (nocmsucomuvie mymayuu MENI). Taxoce, 6 5%-10% cnyuaes y marxux
NayueHmos Mo2ym 6blAGIAMbCA CEPMUHANbHbIE MYMAYUU 6 OPY2UX 2eHax, 0meedaroujux
3a pazeumue MOHI-no0obHbIX cocmosHutll — gheHokonuil cunopoma. B ces3u ¢ wem, npu

omcymcmeuu mymayuu 6 cene MENI y nayuenmog 6e3 cenemuyecku no0OmeepicOeHHO20
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cunopoma MOHI 6 cemetinom anammuese, mpebyemcs uccie008anue Mymayuil 8 2eHax
CDKNIA, CDKNIB, CDKN2B, CDKN2C, CDC73, CASR, RET u AIP 6 xposu [229].
Kpome moeo, uncynunoma onucana npu Opyeux HACI€OCMBEHHLIX CUHOPOMAX U
3a001€8aHUAX, 68 CEA3U C YeM, NpU NOOO3PEHUU HA 2eHemU4ecKu-0emepMUHUPOBaAHHbIl

npoyecc yenecooopasHo ucciedosanue pacuiupennol naweau eenos. VHL, TSCI, TSC2,

NF1, K-Ras, p16INK4a, MLH1, ADCY1, CACNA2D2, DAXX, ATRX, PTEN [230].

[TaruenTam ¢ TOKyMEHTUPOBAHHOMN TMIIEPUHCYIMHEMUYECKON rUnoriukemMueil Ha gone
roJIOJIaHusl, NpPU OTCYTCTBUM BH3yalM3allMM HMHCYJIMHOMBI C MPUMEHEHHEM BCEX
BO3MOXHBIX METOJIOB HMHCTPYMEHTAJIbHOW JMAarHOCTUKU, a TakkKe NalMeHTaM C
JOKYMEHTUPOBAHHON THIOMHCYJIMHEMUYECKOW THIOTIMKEMHUEH HEYyTOYHEHHOI'O T'eHe3a
PEKOMEHAYETCsI PacCMOTPEHHUE BOIpOCa O TMPOBEAECHWU TIE€HETHYECKOr0 CKpUHUHTA
HACJICICTBEHHO OOYCIIOBJICHHBIX 3a0oJjieBaHuil oOMeHa rioko3bl [1,19-27,29-31,34-
35,51,55-56,64-83,180-218,224-227].

YpoBenb  yOenutenbHOCTH  pekoMengauuidi C  (ypoBeHb  /I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: []erecoobpasno  nposedenue  9K30MHO20 — CEKGEHUPOBAHUA  C
NOCNeOVIOWUM AHAUZOM mapeemuvlx 2eHos. Ha ceeooHawHull OeHb U38eCmHbl
cneoyrowue  2eHvl, Mymayuu 6 KOMOPbIX ACCOYUUPOBAHLL C  HACIEOCHBEHHO
ooycnosnenuvimu Hapyuwenuamu oomena enroxkosvl: KCNJ11, ABCC8, GLUD1, HADH,
UCP2, HNF4A, HNF1A, INS, INSR, FBP1, GCK, SLC16A1, PMM2, ALG3, PGM1, MPI,
ALDOB, AGL, ACADM, ETFDH, CPT1A, CPT2, ETFA, ETFB, FLAD1, SLC52A1,
SLC52A2, SLC52A3, SLC25A32, HMGCL, GALT, GALK1, GALE, DLD. Ilo mepe
NosA81eHUs HOBbIX TUMEPAMYPHLIX OAHHBLX, 8 NAHENb MO2YN BKIIOYAMbCA U Opy2ue 2eHbl.
Ilpu ycnosuu nposedenus: NOIHOYEHHO20 00C1e008aHUs (3a UCKTIIOYEHUEM 2eHeMU1eCcKO20
Uccne0o8anusi ¢ yu4emom e20 MAal000CMYNHOCIU) U OMCYMCMEUU YCMAHOBIEHHO20

()MLZZHOS’CI, KOoHCcmamupyemcs uouonamu4ecKkas 2Uno2IUKemMusl.

3. .JqueHne, BKJIKOYad MCAUKAMCHTO3ZHYI0 1 HEMCIUNKAMECHTO3ZHYIO TEPaIlluu,

AUETOTEPAIlNIO, 066360.]1]/IB3HI/I€, ME¢IUIIMHCKHE ITOKA3aHUA "

NMPOTUBONOKA3AHUA K IPUMECHCHUIO METOAOB JICUCHUA

ITocne YCTAHOBJICHUSA OHUArdo3a s BCEX MAIMCHTOB C HI[F PCKOMCHAYCTCA
PacCMOTPECTh BOIIPOC O HA3HAUCHUU MMaTOr€HETUYECKON U CHUMIITOMAaTHYECKOM TCpaIruu.

Bcem mamumentam ¢ HJ/II' mpu Ha3HAYeHWH CUMMOTOMATHYECKOW (MEIUKaMEHTO3HOM)
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TEpanuu PEKOMEHAYETCSl YYUTHIBATh CTENEHb TSHKECTU TEUCHUS THUIOTIMKEMHYECKOTO
CHHJIpOMa, OCHOBBIBAsICh Ha pe3ysibTaTax mpooOsl ¢ rojgoganuem [1,3,9-11,54,98,165,231-
289].

YpoBenb  yoeautTeabHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

Kommentapuu: [Ipedomspawenue ecunoziuxkemuu mpebdyem namo2eHemuieckoeo u
cumnmomamuyeckozo aedenus [3,9-11] (mabauya 1). Jlexapcmeennvie npenapamet,
npogoyUpyowUe 2UNOIUKEMUIO, OO0JIHCHbL OblMb OMMEHEHbl UTU UX 0030 YMEHbULeHd.
Ilpu HH Hasnauaemcs 3amecmumenvHas mepanus. YoaneHue (uiu yacmuyHas
pesekyus) Heocmposkogulx onyxonei (M@Pom) npu nomowu xupypeuueckoeo nedeHus,
npogeoenue paouo- UlU XUMUOMEPANUU NO380IUN HUBEIUPOBAMb SUNOSTUKEMUU UTU
YyMeHbuums Ux evipasxceHnocmo. Ilpu HeonepabenvbHOU HeOCMPOBKOBOU ONYXOau U
MAdNCeNol 2UNo2IUKeMUU OONOJIHUMENbHO HA3HAYAIOMCS eKApCMEeHHble Npenapamol.:
emoxokopmukouosl [232] u unozoa epynnvt ATX-knaccuguxayuu «comamocmamun u
aHanocuy.

Xupypeuueckoe u meouxamenmosnoe aedenue HIO IDK noopobno onucamo 6
COOMBEeMCcmayuuUx KAUHUYECKUX —~— PeKOMEeHOAYUsX [289]. Xupypeuueckoe
Meuamenbcmeo npu UHCYIUHOME NPAKMUYecKU 6ce20d NpU8ooum K U3NedeHuio.
Cywecmgyem HeCKOILKO Memo008 ONepamuHo2o JNedeHus UHCYIUHOM, KOMmopble
ONnpeoessitomcs: CMeneHvio OUONOSUYECKOU aA2PecCUBHOCMU U JIOKanIu3ayuel Oonyxoiu.
Ilpu uncynunome Gl, G2 onepayuei e6vibopa se61semcs SHYKIeayus ONYXoau
JAnapoCKOnUYeckum uiu pobom-accucmuposannvim oocmynamu [168,233,234]. B
cayuasx, ko2oa onyxonv npunesxcum k npomoky IDK (a maxoce npu uncyrunome G3)
NOKA3aHbl pe3eKyUuoHHble 8apuanmul onepayuil (pezexyus conosku IDK, oucmanvuas
pesexyus ¢ coxpameHuem cenezenku). Henocpeocmeenno neped yoanewuem onyxonu
nposooumcs Y3U IDK unmpaonepayuonnoe [233]. Ilocne ycnewnozo onepamueno2o
Jleuenusi NpocHo3, Kaxk npasuno, onazonpusmuviti [62]. Yacmoma peyuousa nocie
onepamugHo2o nedenus y nayuenmos o6ez cunopoma MOHI cocmasnsiem 7%, u 20% npu
cunopome MOHI [76,77]. Peyuoue ¢ meuenuu 4x nem nocie yOaieHus Onyxoiu HOYmu
gcec0a npeononazaem HepaouKkaivbHoe evinoaHeHue nepeuunol onepayuu [231].
Obs3amenvHo 8bINOIHEHUE NAMON0S0-AHAMOMUYECKO20 UCCIe008AHUS ONEPAYUOHHO20
mamepuaia ¢ NPUMEHEHUeM  UMMYHOSUCTOXUMUYECKUX — Memoo08 C  Yelbio
noomeepaicoeHusi ouazHo3a u onpeodeienusi cmenenu ougpepenyuposku onyxoau (G,

GRADE; 6 coomgemcmeuu ¢  knaccughuxayueti  BcemupHotu  opeanuzayuu

35



30pasooxpanenus, 2019e.) [283]. Heobxooumo ommemums, umo 6 peoKux ciyqasx
cnabas dKCnpeccusi UHCYIUHA NPU UMMYHOSUCTNOXUMUYECKOM UCCLe008AHUU MOXHCEm
Ovimb 00ycnosnena Ovicmpoll cekpeyueli 20pMOHA U YMEHbULeHUEM €20 COOEPHCAHUSL 8
yumonnazme u He uckuoyaem uncyiunomy [284], npu smom mooicem GvisigisMbCA
nonoxcumenvhas sxcnpeccus npouncyiuna [287].

Konmponv cunocnuxemuu 0o onepayuu modxcem npogooumvbCs ¢ NOMOWbIO KOppeKyuu
numanus u Mmeoukamenmoso. Ilepsuuno nayuenmy peKomeHOyemcs 02paHudums npuem
npoOCMuvlX yene8o008 (¢ 8blCOKUM eauxemuyeckum unoexcom (I'M)), nHo Oonyckaemcs
npuem 8 ypeeHmHuIX CUMyayusx, numanue, cOAIAHCUPOBAHHOE NO KALOPUSAM, OelKam,
AHCUPAM U Yene800am (CIOHCHLIM), He MeHee 6 pa3 8 OeHbv. [laHHble peKomMeHOayuu He
VUUmMuleam uHOUBUOYAIbHbIE O0CODEHHOCMU KOHKPEMHO20 NAYUeHmAa U He MOo2ym
IKCMPANOIUPOBAMBCSL HA 8CEX NAYUCHMO8.

Paznuuarom cumnmomamuyeckyio u npomueoonyxoieeyio MeOUKameHmosHy0 mepanuio
uncynunomvl. Cumnmomamuyeckoe neyenue npenapamamu epynnvt ATX-knaccughuxayuu
«comamocmamun  u aunanocuy (oxkmpeomuo**, #Hianpeomuo**), € mom uucne c
AHMUNPONUPDEPAMUBHOT  Yelblo,  MOJCem  NPUMEHAMbCS  NpU  NO020MOsKe K
ONEPAMUBHOMY  BMEUAMENbCIEY UTU  HEBO3MONCHOCIU €20 NpPOBeOeHUs UIU Npu
HEPaouKaIbHol onepayuu (Hanpumep, npu Memacmamudeckoli UHCYIuHoMe), a makice y
nayuenmos ¢ maocenon HIII' [235]. [lokazano, umo om 24% 0o 60% uncynunom [237-
243] skcnpeccupyrom comamocmamuHogsle peyenmopsbl NoOmuna 2 u Mocym omeeyanms
Ha Jneuenue. Taxoice, UHCYIUHOMA YACMO IKCHPECCUpyem COMAmoCmamuHo8ble
peyenmopsvl noOMuna 5, 4mo MOJCem CAYHCUMb OCHOBAHUEM Ol NPUMEHEHUS MAaKUX
npenapamos  epynnvl  ATX-kiaccuguxayuu — «comamocmamun U AHAIO2U», KAK
#nacupeomuo** [237,238,244-245]. Oonaxo, #nacupeomuo** ne sapecucmpuposar 0is
KOppeKyuu 2unoziukemuy, no3amomy e2o Hasnadenue «off labely ozmooicno moavko no
peuwteHuro  8pauebnoll komuccuu. Jleuenue oxmpeomuoom** npeocmaensiem coboii
MHO20Kpammuvie NOOKOJNCHble (N/K) UHbeKyuu npenapama KopomKo20 Oelcmeus uiu
88edeHue npenapama onumenvroco Oevicmeus [239,243,247-255]. V 60% nayuenmosg
npu mepanuu 6 KpamrKoCpOYHOM nepuode (MeHee 6 Mecsiyes) ommevaemcsi NOIHbL
KOHMPOIb 2IUKeMUuu, d y OCMAIbHbIX NAYUCHMO8 SUNOTUKEMUU COXPAHSIOMCS, HO C
MeHbuteltl yacmomotl (wacmuunviti omeem). Cymounasi 003a npenapama KOPOMKO2O
oeticmaus noobupaemcs: UHOUBUOYAILHO U eapbupyem om 50 mxe 0o 600 mke, HO &
UCKTIOYUMENbHBIX — CIYYAAX — Mo2ym — nompebogamvcsi  Oonee  8blcoKue  003bl.

Ohexmusnocmv nevenus onpeoensiemcsa UCCIeO08AHUEM YVPOBH: 2NIOKO3bl KPOBU,
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yacmoma KOHMPOIbHO2O AHANU3A 3ABUCUM OM UCXOOHO20 YPOBHA 2IUKeMUU, OObIYHO
Kaoicowlil yac 6 meuenue 6 uacos (nayuenm 6 smom nepuoo ne ecm) [236]. Unuyuayus
mepanuu 00JHCHA NPOBOOUMBCS 8 YCIOBUAX CMAYUOHAPA, YYUMbIEAs COOOWeHUs O
napadoxcanvhou eunoenuxkemuu [254-259] (ycyeybnenue meuenus eunoeaukemMuyecko2o
CUHOpomMa Ha ¢hone mepanuu NPeOnoONOHCUMENTLHO 00VCI061eHO DOolee BblPAHCEHHBIM
uneubuposanuem  cekpeyuu  emokazona  [255]).  Ilocie  noomeepoicoenus
agppexmusnocmu  npenapamoe epynnvl  ATX-knaccugpuxayuu «comamocmamun u
anano2uy nayueHm mMoxcem Obims nepeseoeH Ha OKmpeomuo** onumenvbHo2o Oelicmeus
6 00ze 20-30 me umu #raupeomuo** 6 doze 60-120 me xadxcovie 4 Hedenu, Komopwvie
6600simcst eHympumviuieuno (e/m) [54,254,255,260]. Ilpu neobxo0umocmu, MO*CHO
VMEHbUWUMb UHMEPBATl MeHCOY UHbeKyusmu npenapamos epynnvl ATX-kiaccugurxayuu
«COMAMOCMAMUH U AHALO2U» ONUMENbHO20 Oeticmeusi 00 3 unu dadce 2 nedenw [280].
Ilpu ooneocpounom nevenuu modxcem mpebosamvcs Koppekyus 003vl. IlobouHble
appexmol  (6oau 6 orcueome, ouapes, unoxaivyuemus, oepuyum eumamuna Bl2)
pazeusaromcsi peoko. JnumenvHoe npumeHeHue OKmpeomuoa™* mooxcem npusooumsv K
00pA308AHUI0 KAMHEN 8 HCeNUHOM nysvipe. Eciu KamHu 8 JHcenruHOM ny3vipe GblsiGeHbl
nepeo  HAuaioM  JleueHus, BONpPOC O NPUMEHEeHUU OKmpeomuoa™* pewaemcs
UHOUBUOYATILHO, 8 3ABUCUMOCMU OM  COOMHOULeHUST NOMEHYUATbHO20 Ne4eOH020
agppexma npenapama u 603MONACHBIX PAKMOPOB PUCKA, CEAZAHHBIX C HATUYUEM KAMHell &
arcenunom nyswvipe [255,260]. ns ceoespemennozo evissnenus npouux noOOUHbIX
aghhexmos mepanuu pekOMeHO08aAH MOHUMOPUHS: 00WULL (KIUHUYeCKULL) aHaau3 Kpoeu,
onpeodenenue axkmusnocmu ACT u AJIT 6 «kposu, ucciedosanue yposHs 00wWe2o
ounupybuna, Hampus, Kauus, 00wWe2o Kaibyus 6 KpoGU, CKOPPEKMUPOBAHHO20 HA
AnbOYMUH, KPEAMUHUHA 8 KDOBU Yepe3 Mecay U 3amem uepe3 3 Mecsaya nocie UHUyuayuu
mepanuu;, ucciedosanue yposus eumamuna Bl2 (yuanoxobanramun), 25-OH eumamuna
I, mupeomponmnozo 2opmona 8 kposu edxce2oono [279].

Hexomopuvle  cneyuanucmer  neped Hazwauwenuem npenapamos OAHHOU — 2pYnnbl
PpeKomMeHOYIom npogedeHue cyuHmuepapuu ¢ paouogdapmayesmuyecKumu npenapamami
ons ouaenocmuku Hogooopazosanuil (epynnet ATX-knaccugpurayuu «comamocmamun u
amanocuy, MeyeHHvle paouoaxmueHol memxol) 6 peodcume "ece meno”. Tax, eciu
npenapamul epynnot ATX-knaccuguxkayuu «comMamocmamun u aHaio2wy NIAHUPYEemcs
HA3HA4Yamv ¢ Yeavio O0CMUNICeHUs aHmunpoaugepamusHozo 3pgexma, Heobxo0UMO
0053amenbHO  00KA3aMb  IKCNPECCuro peyenmopos K COMAmMoCMAamuHy Mmemooamu

suzyanuzayuu [281]. Oonaxo, no oannvim French Endocrine Society, pesyrvmamol
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CYUHMUSPADUU NIOXO KOPPEIUPYIOm ¢ Omeemom Ha jeuenue (Hecoomeemcmeue 6 50%
cayuaes) u He OOMICHBI NPUHUMAMBCS 60 GHUMAHUe npu ombope nayuenmosg [236].
Takum o0bpasom, HeoOX00UMObl OONOIHUMENbHbIE HAYUHbIe UCCIe008aHUA Ol
VMOYHEHUsl  HAAUYUsl  KOPPEelayull  Mexcoy  GUu3yanusayuel  coomeemcmsyoujux
peyenmopos u 3¢gpexmusnocmoio mepanuu npenapamamu epynnvl ATX-kraccugurxayuu
«comamocmamun U awanoeu». B KiuHuyeckou npakmuke, 8 HaAcmosyee 6pems,
mpebyemcs pazpabomxa UHOUBUOYATbHOU CMpamecuy no OMHOUEHUIO K KAHNCOOMY
nayuenmy.

B kpamkxocpoumwili  nepuoo  803MOJNMCHO  HA3HAYEHUE  2NIOKOKOPMUKOUOOS.
I'nrokokopmukouowvl (#npeonusonon™**, #oexcamemason™*) naznauaromcs nepopanvho
npu  HedhexmusHocmuy  8blUUENEPEUUCTIEHHbIX  Memo008  Neyenus. Pezyromamor
npumeHenuss OAHHOU 2PYnNnbl NPenapamos HeoOHo3Haynvl [267]: ux 6vicmpoe Oeticmsue
N0360J5em KOHMPOIUPOBAMb CUMNIMOMbL 2UNOTIUKEMUU, OOHAKO NobouHble 3¢hdexmbl
(8KIIOYASL UMMYHOCYNPECCUIO U NOBbILUEHHBII PUCK PA3BUMUSL CENCUCa) mpedyiom noucKka
anbmeprhamusHuulx  mMemoooe  [54,268].  [lozer  #npeonuzonona**  noobupaiomcs
UHOUBUOYATILHO, HAYUHASL C MUHUMATbHBIX (JceramenvHo He 6Oonee 10 me 6 cymku, 8
meuenue ne 6onee 3x neoenv) [280]. Hasnauenue #oexcamemaszona** 603moxcHo 6
IKBUBANEHMHBIX — 003ax. [na noooepicanus HOPMOIUKeMUU y NAYUEHMO8 C
UHCYIUHOMOU, a makdice 8 Hekomopwix cayuasx HIII u T, 6orvwuncmeso sxcnepmos
pexomernoyiom npenapam VO3AHOL (coanacno knaccugpuxayuu ATX [288]) [1].
Ilamozenemuueckoe HazHayeHue 2MIOKOKOPMUKOUOOE BO3MOIICHO 6 MANCENbIX CAYUAAX
HAC. QOouaxo aymoummyHHvie 2cuno2iukemuu 6 OONbUUHCINGe CYyYaed MOo2ym
KYNUpo8amsCsi NOcie KOppeKyuu numanus u/uiu ommensl NPosoYUPYIOWUX npenapamos,
a makoice nocie aeuerus 2emMod1acmo3sa.

IIpomusoonyxonegyro MeOUKAMEHMO3HYIO MEPANnU UHCYIUHOMbL HA3HAYUAIOM 8PAYU-
onkonoeu. Illpu HuzKOOUDDEpeHYUPOBAHHBIX UHCYIUHOMAX, BbIZLIBAIOWUX MANCELYIO
SUNO2TIUKEMUIO, MO2YM NPUMEHAMbCA  UHSUOUMOpPbl  NPOMEUHKUHA3bL, MAaKue Kax
#aseporumyc** [236,261,269-272]. Haznauenue oannoeo npenapama o0O0CHOBAHO, 8
C653U C NPOMUBOONYXONE8bIM U Memabonudeckum s¢pgpexmom [261,269,271-276]. ns
CUMNMOMAMUYECKO20 KOHMPOJIs 2IUKeMuu npu 00OpOKAYeCcmEeHHOU HeonepabenvbHou
UHCYIUHOME, C V4EMOM BbICOKOU MOKCUYHOCcmu, #ageporumyc™* naznavaemcs monvko
npu HeaghdexmusHocmu unu HenepeHoCUMOCmU NPeoblOYUWUX JIeKAPCMBEHHBIX CPeOCm8.
Cnedyem maxoice yyumoleamv, ymo ONUMENbHAS MePanus 2a0KOKOPMUKOUOAMU

Aejsiemcst npomueonoxKasaHuemM K - HA3HAYeHUIo #3eep0ﬂuMyca **, no  OaHHbIM
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uccneoosanusi RADIANT [54,268]. /[lisn xommpons cumnmomos, maksice Modcem
Hasznawamocs #unmepgepon anv@a-2b** no 3 man. ME 3 pasa 6 nedento n/x, nocmosHuo
onumensvho [279,289].

Y nayuenmos ¢ HIII" unu nocne bapuampuueckux onepayuti HeKomopbwle cneyuaiucmol
PEKOMEHOYIOmM — UHSUOUMOPbL  ANbha-2NoKo3U0A3bl, OCOOEHHO 8  COYemAaHuu ¢
ouemomepanueu. (OOHaKO, NpueM OAHHLIX NPENaApamos8 CONPAN*CEH C PUCKOM
2Uno2nuKeMuu, KOmopyro 3a4acmyio  CIOMCHO CKOPPEKMUposams  NepopanibHbLMU
yenesooamu, 8 Maxkux CIy4asax GO3MONCHO MOJLKO NAPEeHMepalbHoe HA3HAYeHue aUbo
pacmeopa eniokazona™** 1 me n/k (6/m), mbo 40% pacmeopa #oexcmpo3sol™* 40-60 mn
6/6. Ilpu III'T" maxoice 603M0OHCHO HaA3HAYeHUe oKkmpeomuoa™* u Opyeux npenapamos
epynnol  ATX-knaccughuxayuu «comamocmamun u aumanoeuy. B msocenvix cayuasx
nayueHmam, KOmopvle He OMmEeyam Ha OUemomepanuro Uil MeOUKAMEeHMO3HOe
Jleyenue,  Modcem — Oblmb  NPeOlodCeHd  YACMUYHAA — Uau  CYOMOmMAnbHAs
NAHKPeamaKmomus, a NoCmOApUaAmpu4eckum nayueHmam - PeKOHCMPYKMuUGHbvle
onepayuu [279].

Ilpu uouonamuuecxou H/I' nayuenmy pexomenoyemcs KoppeKyus NuUmaHus, eoeHue
OHEBHUKA NUMAHUS U NPUEeMA MEeOUKAMEHMOB.

Hasnauenue  cummmomamuuecxoi (MeouKkamenmo3sHol) mepanuu 00.J1(CHO
OCHOBbIBAMbCSL HA CcmeneHu msdxcecmu mevenus 3abonesanus. Ilpu HII neekoeo
meueHusi MeOUKaAMeHMO3HOe JledeHue He HA3HAYaom, NayueHmy peKoMeHOYom numanue
6 paz 6 Oenb ¢ 00A3aMeNbHbIM BKIIOUEHUEM 8 PAYUOH CAONCHBIX Veneeo0os. Ilpu HI[I
CPeOHemsAICeN020 MeYeHUsi MeOUKAMEHMO3HOe JledeHUue HA3HAYam npu HATUYuY
OONONIHUMENbHBIX  (AKMOPO8,  YEeTUUUBAIOWUX DPUCK PA3GUMUSL  SUNOSTUKEMUYECKOLL
KOMbL (HapyuleHuu pacno3HaA8aHUsl 2UNO2TUKEMULL, HATUYUL MSAICENLIX CONYMCMBYIOUUX
3a601e8aHUllL, 8 MOM YUCLE MeX, MeyeHue KOMOPbIX MONCEM OCLONCHUMbCIL 8C1e0CmaUe
YACBIX ONU30008 CHUJICEHUsL YPOBHS 2NIIOKO3bl KPOBU, HEBO3MONCHOCMU KOPPEKYUl
numanus). Ipu HI[I" msoicenoco meuenuss MeOUKAMEHMO3HOE JeYeHUe HAZHAYAIOm 6
obsizamenvrnom nopsoke [99].

B ypeenmmuwix cumyayusx 603MO4CHO n/K unu 6/M 68edeHue pacmeopa 2nioKazona** ¢
o0oze 1 me. Ilpenapam cnedyem Oepoicams nayuenmy ce2oa npu cede, a 0ogepeHHvle
JUYa OOMNCHBL 3HAMb Mecmo e20 Xpanenus.. Heobxooumo nomuums 06 omcymcmeuu
aghghexma om 68edenus pacmeopa enokazoHa™* npu eunepkemonemuu (8 OCHOBHOM Npu
CUNOUHCYIUHEMUU) U ANIKO2ONIbHOU UHMOKCUKAYUU. B ypeeHmHbIX cumyayusx makaice

803M0dicHO 6/6 66edenue 40% pacmeopa #oexcmposzvr™* 40-60 mn unu npuem oo 10
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mabnemok Oexcmposzvl**. Kpome moeo, 6 cayuasx maxicenou Uunociukemuu Moxtcem
nompebosamuvcsi HenpepvleHoe 6/6 68edeHuUe IeKApCMEeHH020 npenapama (pacmeopa
oexcmpo3vl**) uepes ungyzomam (00bIYHO HA KPAMKOCPOUHLIL NEpuood, Hanpumep,
neped  onepamuenvim  emewamenvcmeom)  [277,278].  Bozmoowcno  npumenenue
CedyIouuUx — pexcumos  UHQY3UOHHOU  mepanuu: HenpepvieHoe 6/6  8edenue
nekapcemeennoz2o npenapama (pacmeop #oexcmposvr** 20%) co cxopocmoio 300-400
MI/4 6 meyeHue 15 MuHym unu HenpepvieHoe 6/8 66e0eHUe T1eKAPCMBEEHHO20 NPenapama
(pacmeop #oexcmposvl** 10%) co cxopocmwro 600-800 mn/u 6 meuenue 15 munym.
Hanee pexomenoosano ucciedosanue yposHs 20KO3bl 8 KpOBU — NPU NoKazamene mMeHee
4 mmonv/n HeobXo0UMO NOBMOPHOE HENpepvieHOe 6/6 B8edeHUe NeKAPCMBEHHO20
npenapama 6 mom dce obveme. Ilocre OdocmudiceHusi YpoeHs 2ioKo3vl 6 Kpoeu >4
MMOIB/, 6 3A8UCUMOCHU OM COCMOAHUA NAYUEHMA, PEeKOMEHOOBAHO NPOOOJIHCUNMD
HenpepvigHoe 6/8 8eedeHUe leKapCmeeHHo2o npenapama (pacmeop #oexcmposvl** 10%)
co ckopocmuto 100 mn/u 0o cmaburuzayuy COCMOAHUSL UTU NPUEM CILONCHBIX V2le80008
(ocobenno 6 cnyuae mepanuu 2110KA20HOM ™ * 01151 60cCMAaHOBNIEHUA 3ANACO8 2TUKO2EHA 8
neuenu). PexomeH008ano npooonicums pezyisipHoe UCCIe008aHUE YPOBHS 2NIOKO3bl 6
KanuiapHou kposu 8 meuenue 24-48 uacos [285].

Taxoice, cnedyem o00Oyuumv 008epeHHbIX auy (ONUKUX UIU YTIeHO8 CeMbU NAYUeHmA)
MeXHUKe UCCIe008AHUS YPOBHS 2NIOKO3bl 8 KPOBU 2NHOKOMEMPOM, PACNO3ZHABAHUIO
CUMNIMOMO8 2uno2iuKeMu u npunyunam ee kynuposarus [54,260].

Dpghexmusnocmv npogurakmuxu eunoIuKeMutl HCeiamenbHo pecyiapHO OYeHUBaAms ¢
HOMOWBIO UCCIEO08AHUSL YPOBHS 2NIIOKO3bl 6 KPOBU (8 UHMEPCMuyuu npu HOMOWU
NOPpMAMUBHO20 YCMPOUCMEa) MemoooM HenpepvleHo20 Monumopuposanus [236,262-
265]. B neouampuueckoil npakmuke 3KCHepMAMU PEKOMEHOYemcs HUNCHAS 2PAHuyd
yeneeo2o yposHs enukemuu donee 3,5 mmonv/n [282]. Oonako, yuumeisas bonee nuskue
KOHYeHmpayuu 2uoKo3vl 6 Kposu y demetl ¢ Hopme [1], a maxoice HUdNCHIOW epanuyy
peepencrozo unmepeana ypoeHs 2nokossl (3,9 Mmonv/n), ymeepaicoenuyo Bcemuproii
Opzanuzayuu 30pasooxpanenus [286], yerecoobpaszno ucnomvzosamv umeHHo >3mom
Kpumepuii 6 Kauecmee yeieeoco, OCOOEHHO V NONCUNLIX nayuenmos. Inuxemus y
nayuenmos ¢ H/[I" na ghorne neuenusi He 00IHCHA NPesbIlUamsb peghepenCcHbIX 3HAUYEHUL.

B cnyuae pazeumus unmepkyppenmuvix 3a001e8anUll, CONPOBONCOAOWUXCS Ouapeell,
PBOMOU U OMKA30M OM e0bl, 2UNO2TUKEMUU MO2YM YCY2YONAMbCA U pA3BUBAMbCA Oddice

Ha ¢0H€ l’lpO@OOHMOZO neueHus. B cydae paseumusl NOOOOHBIX COCMOSHULL MOJCen
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Oblmb  paccmompen 8ONPOC O 2OCNUMANU3AYUU C Yeblo 6/6 B86edeHUs pacmeopa
oexcmpo3ol **,

Bcem nayuenmam c¢ HJI[I' pexomendyemcsa umemv UOEHMUDUKAYUOHHYIO KAPMOYKY
(6pacnem uoenmugurayuonuvili 0151 nayueHma) ¢ MUHUMALbHOU UHGOpMayuel o
3a601e8aHUL U TeYeHUU, 8 MOM YUCTIe YP2EHMHOM, a MaKice ¢ meneghoHoM 008ePeHHO20
auya.

Ipunyuner obezborusarowelic mepanuu y nayuenmos ¢ H/I' ne omauyaromes om auy
obwel nonynayuu. Anecmesuonocuveckoe nocoobue Npu  ONEPAMUEHOM JeYeHUU
UHCYIUHOMDBL  OONINCHO — BKIIOYAMb  Npenapamvl,  NpeonoyYmumenbHo  HA3HaAYeHue
nponogpona**, komopwlii He okazvieaem 6nusHUsA Ha cekpeyuro M u memabonuzm

enioko3svl [266].

4, MenuunHCKAasi peaduIuTALUS M CAHATOPHO-KYPOPTHOE JieYeHne,
MeIUIUHCKNE MOKA3AHNS U IPOTUBONOKA3aHUS K MTPUMEHEHUI0 MEeTOI0B
peadWIMTALNH, B TOM YHCJI€ OCHOBAHHBIX HA UCMOJH30BAHUH NMPHPOTHBIX

JieueOHbIX (paKTOpPOB

He npedycmompeno.

5. [IpopuaakTuKa U IUCNAHCEPHOE HAOIIOIeHUEe, MeINIIMHCKHE TTOKA3aHUS 1

NPOTHBOIOKA3AHUS K IPHMEHEHHIO METOI0B NPOPUIAKTHKH®

e Bcem nanuenTtam ¢ panee nuarHoctupoBanHoil HJII' BciencTBue MHCYJIMHOMBI TOCIHE
OTIEPATHBHOTO JICYCHUSI PEKOMEHI0BAHO JMHAMHYECKOE HAOIIOACHHUE C YYETOM CTCTICHU
muphEepeHIUPOBKA OMYXOJIM W HUCXOJOB XUPYPrUYECKOTO BMEIIATEIbCTBA  JUIA
CBOEBPEMEHHOM JMAarHOCTUKH TMporpeccuu 3aboneanus/peuunuBa HJIT unmu apyrux
HapyIIeHU# yrieBoaHoro oomena [54,92,290,291].

YpoBenb  yOenurtenbHocTH  pexkoMeHganuii C  (YypoBeHb  [10CTOBEPHOCTH
J10KA3aTeJbCTB — D)
KommenTapuu: areopumm  Habnwooenus nayueHmog ¢  UHCYIUHOMOU — NOcle

onepamugHo2o evenus npedcmasier ¢ maoauye 1.

> [TonpoOHO pacCMOTPEHBI B KIIMHUYECKUX pekoMeHaanusax mo HO0 [289].
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Tabnuya 7. Aneopumm HaAOIOOEHUS NAYUEHMOB C UHCYIUHOMOU NOCIe ONepamueHo20

neuenust (moouguyuposano aemopamu) [54,290,291].

Conumapnas, Jlokanusoeannas unu G3
G1-G2, Memacmamuyeckas, NOAHOCMbIO
HOJHOCMbBIO G1-G2, peseyuposana/ne
pe3eyuposanda HONHOCMbIO He pe3eyuposana
pezeyuposanda
Onpeoenenue B cayyae | B cnyyae | B cnyyae
xpomoepanuna A 6 | nosvluenus 00 | nogviueHus 0o | nogviuienus 00
Kposu onepayuu.:  yepes | onepayuu: uyepes 3-6 | onepayuu: uepes
3-6 mecsyes Mecayes 3 mecsya
Uccneoosanue ypoeus | Yepes 3-6 | 1 pas 6 3-6 mecsayes | I pas e 3 mecaya

2NIOKO3bl, UHCYIUHA U
C-nenmuda 6 Kpogu
nocie HOYHO20
207100aHUS.

mecayes, Oanee 1
pas 6 200

Komnvromepnas
momoepagus  opeanos
OprowHol  nontocmu  u
3a0PIOUUHHO20
npoCmMpancmea c
BHYMPUBEHHBIM
OONIOCHbIM
KOHMPACMUuposanuem
(npeonoumumenvuee) |
MACHUMHO-
PE30HAHCHAS
momoepaghus  opeanos
OprowHol  noiocmu U

1 pa3z 6 3-6 mecayes

1 paz 6 2-3

Mecsaya

300PIOUUHHO20

npoCmpancmea /

VIbMPA38YKOB0OE

uccneoosanue OpeaHos

OprowHotl noziocmu

(komniekcHoe)

Cyunmuepagus cl- 1 paz 6 200 npu|l paz ¢ I-2 200a

paouoghapmayeemuieck NONOANCUMETLHOM npu

uMU npenapamamu O pe3yivmame 00 | nonoxicumenbHoM
OUACHOCMUKU onepayuu pe3yivmame 00
H0B800Opa306anull onepayuu
(epynnwr ATX-

K1accugurayuu

«comamocmamuH u

amanocu»,  MeueHHvie

PAoUOaKmMueHou

MemKol) 6  pedxcume

"gce meno" /

NO3UMpOHHAs

IMUCCUOHHASA

momozpagus
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cosmeweHHas c
KOMNbIOMEPHOU
momoepagueri c
paouogapmayesmuieck
umu npenapamamu OJis
OUACHOCMUKU
HOB000pA306aHUI
(epynnwi ATX-
K1accugurayuu
«comamocmamun u
amanoeuy»,  MedeHHbvle
PaAouoaKmuHouU
MemKotl)
Tlozumponnas - - 1 pasz ¢ 1-2 200a
IMUCCUOHHASA npu
momoecpagpus 8cezo NONLOHCUMETLHOM
mena coemMeweHHas ¢ pesyniomame 00
KOMNbIOMEPHOU onepayuu
momoepagueii  8cezo
mena c
@yoe3okcuenoko3ou
[*8F] (6mecmo
BUZYANUZAYUU
peyenmopos K
CoMamocmamumy)
IIposeoenue Yepes 3-6 mecayes | - Yepes 3-6
nepopanrbHoO20 OOHOKPAMHO Mecayes
2NIHOKO30MONIePAHMHO20 OOHOKPAMHO
mecma (ecnu norHocmwvio
pezeyuposana)
Jlononnumenvro Ilpu pazeumuu | Ilpu nooospenuu na | Ilpu nooospenuu
CUMNIMOMO8 npoepeccuro — | na npoepeccuro —
2Uno2nuKeMun— npoeeodenue npogedenue
npobda ¢ | suzyanusupyrowgux opyeux
20100aHuem;  npu | UCcie008aHull BU3YATUZUPYIOUU
nOOMeepPIAHCOeHUU X uccie0oanuil
UNEPUHCYTUHEMUY
ecKou
2unocnuKemMuy  —
nposeoeHue
BUZYATUZUPYIOUJUX
uccnedosanull

6. Opranuzauus oKa3aHus MeIUIMHCKOI MOMOIIHN
MeuuuHcKas IOMOUIb, 33 UCKIIOYEHUEM MOMOILIM B paMKax KJIMHUYECKOW anpooaiuy,
B COOTBETCTBUHM C (penepaibHbIM 3akoHOM OT 21.11.2011 Ne 323-@3 (pen. Ot 25.05.2019) «O6

OCHOBAX OXpaHbI 3I0POBbA I'paXK/IaH B P®Dy.
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[ToxazaHust I TOCOUTAIM3AIMN B METUIIMHCKYIO OpraHu3anuio (popma — SKCTpeHHas,
YCIJIOBHS — CTAlIMOHAPHO):

1) rumoraMKeMuYecKas Koma,

2) noA03peHue Ha TUIOMIMKEMUYECKYIO KOMY;

3) TshKenasi THIIOTJIMKEMHUsI, pepaKkTepHas K B/B BBEJCHUIO pacTBOPA JEKCTPO3bI™ ¥,
[MoxazaHus ISl TOCIUTATM3AIMA B MEIUIMHCKYIO OopraHu3amnuio (dpopma — IJIaHOBas,

YCIJIOBHS — CTAllMOHAPHO):

1) mpoBeeHME MPOOBI C TOJIOAHUCM;

2) npoenenue AC3K;

3) omepaTUBHOE JIEUEHNE HHCYTUHOMBI;

4) Ha3HAYCHUE JICKAPCTBEHHBIX MPENapaToB U KOHTPOJIb 3()HEKTUBHOCTH JICUCHHS.
[Toxa3aH¥us K BBITIMCKE MAIEHTa U3 METUIIMHCKON OpraHM3aInu:

1) crolikoe ymydIieHHue COCTOSIHUS (YIOBJIETBOPUTEIBHOE OOINEe CaMOUYYBCTBUE) H
HOpMAaJIbHBIC TTOKA3aTeNN TIIMKEMHH, KOT/Ia MAIleHT MOXKeT 0e3 ymepOa Ui 370pOBbS
MIPOJIOJDKUTH JIEYCHHE B aMOyJIaTOPHO-TIOIHKINHIYECKOM YUIPEKICHUN HITH JOMAITHIX
YCIIOBUSIX;

2) 3aBepilieHHe OOCICIOBAHUS, KOTOPOE SBJISJIOCH IENIBI0 TOCIUTAIM3AINKN [IPU YCIOBHU
coOmrofeHus 11. 1 ToKa3aHui K BEIITHCKE NALMCHTA;

3) npu HEOOXOAMMOCTH MIEPEBO/Ia MAMEHTA B IPYT'yI0 OPraHU3aIHIO 3IPaBOOXPAHCHUS;

4) rpy0boe HapyIIeHHE TOCITUTATILHOTO PEKUMA;

5) MO NMUCHbMEHHOMY TPeOOBaHHUIO MAllMEeHTa JIMOO €ro 3aKOHHOTO MPEJICTaBUTEINS, €Cld
BBINIUCKA HE YIpO’KaeT KU3HU MalleHTa U He omacHa JJIs OKpyxKarouux. B atom ciydae
BBIMTUCKA MOXET OBITh MPOU3BEACHA TOJBKO C Pa3pelIeHMs TJIABHOTO Bpadya OOJbHUIIBI

HJIM €r0 3aMECTHUTENIA M0 JIeueOHOMH pa60Te.

7. JononHuTeabHasi uHGopMmanus (B ToM yucie GakTopbl, BAUSIOIINE HA

HCXO0/] 3200/1eBAHUS UJIM COCTOSTHUSA)

Onucansl cJIydaun TOIlIaKOBOﬁ THUIIOTTIMKEMHUHN C aJICKBATHO CYHNPCCCUPOBAHHBIM C-
NENTHAOM H HCAACKBATHO IIOBLIIICHHBIM YPOBHEM N u AT k peucITopy n - CUHIPOM
HHCYIIMHOPE3UCTCHTHOCTU THIL B [95] Mexanu3zm THUIIOTJIMKEMHUH, KaK NPCAIOJIaracTcsa, MOXeET
OBITh CBSI3aH KakK CO CTHMYHHHHCﬁ, Tak U C 6J'IOKI/IpOBaHI/ICM AHTUTCIIaMU PCLCIITOPOB K n.
Onucansl IMalluCHThI a(bpoaMepI/IKchxoro MMPOUCXOKACHHUA, KCHCKOIO II0JIa, YaCTo C
COHy’TCTByIOIJ.ICﬁ TSOKEJION aYTOHMMYHHOﬁ aToJIoTuel (CI/ICTCMHaH KpaCcHad BOJIYaHKa,

CKJIEpOJepMUsl, NEPBUYHBIN OMIMapHbIN Uppo3 u T. 1.) [291]. HenaBHO npoBeneHHas paboTa ¢
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uccnenoBanueMm 104 manueHtoB ¢ nomo3penueM Ha HJ/II' B BbIOOpKE pOCCHICKON MOMYINSLIUU
JTAHHBIA CHHIPOM HE BBHISBWIA HH B oaHOM ciydae [293]. bosee toro, HocutenbctBo AT k
peuentopy UM BeisBieno y 11% 3mopoBeix wunauBuayymoB [165]. Ilostomy pyrunHOe

UCCJICIOBAHUE JAHHOTO TOKa3aTeis He peKoMeHaoBaHo [117].

Kpurtepuu oueHku kauecTBa MeAUIUHCKON OMOLIH

Ouenka
Kputepuu kauecTBa BBINOJTHEHHSI
(na/uer)
1. [BeimonHEeH aHanmM3 aHamMHe3a, JaHHBIX BHU3YAIBHOTO WCCIENOBAaHHUA W Ha/aer
OCTYIHBIX PE3YIBTATOB JIAOOPATOPHO-WHCTPYMEHTAIHHOTO 00CIIETOBAHMS
y IAIIMEHTOB C MOJI03PEHUEM Ha HEANAOETHUECKYIO THITOTITHKEMHIO

2. |[[IpoBemeHo (BHE YPreHTHOW CHTyallid) I€pBHYHOE J1IaOOPaTOpPHOE Ha/ner
oOcienoBanue (BKIIIOYAIOIIEe MCCIEIOBAaHUE YPOBHS TJIIOKO3bI, HHCYJIMHA,
C-menrtuyia,  oOmiero  Oenka,  KpeaTWHWHA,  OOIIEr0  KOPTH307a,
QJIPCHOKOPTUKOTPOITHOTO ~ TOPMOHA,  MHCYJIMHOIOJOOHOTO  POCTOBOTO
(daxTopa | B KpoBH, onpeieneHne akTHBHOCTH acriapTaTaMUHOTpaHC(hepasbl
1 allaHMHAMUHOTpaHC(Epas3bl B KPOBH, OINPEICIICHIE COJIEPYKAHUS aHTHTEI
K MHCYJIMHY B KPOBH) y IMallMEHTOB C TMOJIO3PEHUEM Ha HEAMAOCTUYIECKYIO
CUTIOTJIMKEMHIO

3. [[IpoBemena mpoba ¢ TOJOJAHWEM TEM TMAlMEeHTaM, y KOTOPBIX IOCIE Ha/uver
MEepBUYHOTO  JTabOpaTOpHOTrO  OOCNEeNOBaHUS  HE  TOJATBEPIKICHA
MaHu(pecTHas HeauaOeTHdecKas TUIOTJIUKEMHUS WU  TOJATBEPKIIEHA)
MaHu(pecTHas HeauaOeTHdecKasi TUIIOTJIUKEMHUs, HO He YTOYHEHa MPUYNHA
TUIOTJIMKEMHYECKOTO pacCTPOiCTBa, a TaKKe MPH JIFOOBIX COMHUTEIbHBIX]
ciydasx

4. |BbIIOJIHEHO HCCIEIOBAHUE YPOBHS TIIIOKO3bl, MHCYAMHa, C-mentuaa B Ha/ner
BEHO3HON KpOBM Yy MAllMEHTOB C TMOJO3PEHHEM Ha HeAMa0ETHUECKYIO
TUIOTJIMKEMHIO TPH 3aBEPIICHUU NMPOObI C TOJOJAaHHEM WM BO BpeMms|
brn304a MaHU()EeCTHON IMIOTIIMKEMHH

5. BemmosHeH MIPOJIOHTUPOBAHHBIN nepopaibHbIN MepopaIbHBIM] Ha/uer
[IIIOKO30TOJICPAHTHBIA ~ TeCT y  TAlMeHTOB C  MOJO3pEHHUEM  Ha
Hera0eTHYECKYI0 THIOTIIMKEMHIO C OTPHUIIATENILHOM MPOOOii ¢ TOI0JaHHEM
6. |BbIMOMHEHBI CTaHIAPTHHIE BU3YATU3UPYIOIIUE WCCIECIOBAHUS AJS MOUCKA Ha/ner
MHCYTUHOMBI (MarHUTHO-PE30HAHCHass ToMoTrpadusi OpraHoB OPIOLIHOM
[OJIOCTH M 3a0pPIONIMHHOTO MPOCTPAHCTBA U YJIBTPA3BYKOBOE UCCIIEOBAHNE
OpraHoB  OpIOIIHOW  MOJIOCTU  (KOMIUIEKCHOE), TMpPH  OTCYTCTBHH
MOATBEPKICHUS UACHTUYHON JIOKATU3AI[UK BYMsI OCHOBHBIMH METOJaMHy|
1-ro psga— xommbroOTepHass ToMorpadus opraHoB OPIOIIHON IMOJIOCTH U
3a0pIOLIMHHOTO MPOCTPaHCTBA  C BHYTPUBEHHBIM OO0TFOCHBIM
KOHTPACTUPOBAHUEM ) y nanueHTa c JOKYMEHTHUPOBAHHOM
TUTIEPUHCYTMHEMIYECKON TUIIOTIuKeMuel Ha OHe TOJI0JaHus

7. |lIpoBemeHO oOmpeneieHHe XpPOMOTpaHWHA A B KpPOBH MAaIlMEHTY C Ha/ner
MHCYTUHOMOU JI0 OTIEPATHUBHOTO JICUCHUSI
8. [[lammeHTy ¢  WHCYAMHOMOW  TMPOBEIEHO  HCCIECJOBAaHHE  YPOBHS Ha/uer
MapaTUPEOUTHOTO TOPMOHA, HHCYIUHOTO00HOTO pocToBOrO daktopa [ u
MPOJIAKTHHA B KPOBU

9. |lIpoBeneHa oleHKa HEOOXOIMMOCTH HA3HAYEHHs] MATOTCHETUYECKOW U Ha/ner
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Kpurtepuu xkauecrBa

Ouenka
BBINOJTHEHH S
(na/ner)

CUMIITOMAaTHUYECKOU
TUIIOTJIMKEMUEHN

TCpannun nmanueHTam

C

HEIMA0ETUYECKOH
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IIpunoxkenue Al. CocraB padoueii rpynnsl o pa3padoTrke u nepecMoTpy

KJIMHUYECKUX PeKOMEeH AUl
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1. BacuaneB U.A., k.M.H., MocKkBa
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3. Eropos A.B., 1.M.H., npogeccop, MockBa
4, Kpurep A.I'., 1.M.H., npodeccop, MockBa
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Ipunoxkenue A2. MeronoJiorusi paspadoTKu KIMHUYECKHX PEKOMEHAalui

IleaeBas ayIUTOPHUS JAHHBIX KJIMHHUYECKHX PEKOMEHIAIIMIMA:

Bpa4-3HIOKPUHOJIOT;
Bpa4-TepaIeBT;
Bpa4-TepPaIeBT Y4aCTKOBBIN;

Bpau-TepareBT y4aCTKOBBIM 11EXOBOIO BpaueOHOIO y4acTKa;

1
2
3
4
o. Bpay 00111el TPAKTUKYU (CEMENHBIN Bpay);
6 BpaY 3/[PaBITyHKTA,

7 Bpad CKOPOW METUITMHCKOHN TTOMOIIIH;

8 CTapIINii Bpau CTAaHIIUHU (OTJEICHUS) CKOPOH METUITMHCKON TOMOIIIH;
9 Bpay-aHEeCTe3MO0JIOT-PEaHUMAaTOJIOT

10.  Bpau-akymiep-THHEKOJIOT;

11.  Bpau-akyuep-rHHEKOJIOr IIEXOBOr0 BpaueOHOr0 Y4acTKa;

12. Bpau-xupypr;

13. Bpay-11abeTosor;

14. Bpay-METOJIOT;

15.  Bpau-TeHETHK;

16.  Bpad-racTpPO’HTEPOJIOT;

17.  Bpau-remaToJior;

18.  Bpay KIMHUYECKOU JJaOOPATOPHON TUATHOCTHKH;

19.  Bpay - KIMHUYECKUH PapMaKoJIoT;

20.  Bpay-HEBPOJIOT;

21.  Bpay-OHKOJIOT;

22.  Bpady M0 PEHTTEHAHIOBACKY/ISPHBIM TUArHOCTUKE H JICUCHHIO,
23.  Bpay-TIICUXHATP;

24.  Bpay-TICUXHATP yYaCTKOBBIIA;

25.  Bpay-TICUXOTEpAIeBT;

26.  Bpay-paauoJIor;

27.  Bpay-pasuOTEpareBT;
28.  Bpay-peHTICHOJIOT;
29.  Bpay ynpTpa3BYKOBOM THArHOCTHKH.

Taoéaunma A2.1. Illkana oueHKH ypoBHEH HOCTOBepHOCTH jaokazaTensctB (YI) s

METOA0B JHMAarHOCTHKHU (,I[I/IaPHOCTI/IquKI/IX BMCIJ.IB.TCJIBCTB)

‘ YA ‘ Pacuugpposka
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1 Cucrematudeckue 0030pbI MCCIEAOBAHUN C KOHTPOJEeM pedepeHCHBIM METOJIOM WIIH
CHCTEMaTHUYECKH 0030p paHIOMU3UPOBAHHBIX KIMHUYECKUX HCCICIOBAHUHA C
INPUMCHCHUCM MCTa-aHaln3a

2 OTtnenbHBIE MCCIEAOBAHUSA C KOHTPOJEM pPEPEPEHCHBIM METOAOM WIH OT/AEIbHbIE
PAaHAOMU3UPOBAHHBIC KIMHHUYCCKHUEC HMCCICIOBAHUA KW CHUCTEMATUUYCCKUC 0630pI)I
WCCIIeIOBaHUI JTF000T0 MU3aiiHa, 32 UCKIIOYEHUEM PaHIOMU3UPOBAHHBIX KIMHHYECKHX
HCCIIEIOBAaHUM, C IPUMEHEHUEM MeTa-aHalu3a

3 HccnenoBanust 0e3 MOCIENOBATEIBHOTO KOHTPOJIS pPe(pEpeHCHBIM METOJOM WM
HCCIEIOBAaHUS € pe(epeHCHBIM METOJIOM, HE SBISIOUIUMCS HE3aBHCHUMBIM OT
HCCIIEyeMOr0 METOJla WJIM HEPaHJOMM3UPOBAHHBIE CPABHUTEIbHBIE MCCIIEIOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIE0BAHNUS

4 HeCpaBHI/ITeJ'II)HBIG HCCIICO0BaHMsA, OITMCAHNUEC KIIMHUYCCKOTO CiIydasd

5 Nwmeercs nuib 000CHOBaHME MEXaHU3Ma JEMCTBUS UJIM MHEHUE SKCIIEPTOB

Tab6auma A2.2. [llkama omeHKH ypoBHEH HOCTOBEpHOCTH mokazatenscTB (YM) s
METO/IOB MPOQMIAKTUKH, JedeHuss U peabwiutauuu (MpopUIaKTUYECKHX, JI€YEOHBIX,

peadMIMTAIIMOHHBIX BMEIIATEIHCTB)

YA Pacuugposka

1 | Cucremarnuecknii 0030p PKU ¢ npuMenennem mera-aHaimsa

2 Otnenpapie PKU u cucrematuyeckue 0030pbl MCCIIEIOBAHMNA JIOOOTO JW3aiiHa, 3a
uckmoueHnem PKU, ¢ npumenennem mera-aHannsa

w

HepaH,HOMI/ISI/IpOBaHHI)IC CPaBHUTCJILHBIC UCCIICAOBAHNA, B T.4. KOTOPTHBIC UCCIICOJOBAHNA

4 HeCpaBHI/ITeHBHBIe HUCCICO0BAaHMA, OIMMMCAHUC KIIMHUYCCKOIo Cliydas WKW CEpUH CIIy4acB,
HUCCICIJOBaHUA ((CJ'Iy‘I&fI-KOHTpOJ'IB»

5 Hmeerca nuimb 00OCHOBaHHME MeEXaHH3Ma ,Z[eﬁCTBPIﬂ BMEIIATCJILCTBA (I[OKJ'II/IHI/I‘ICCKI/IG
I/ICCJ'ICI[OBaHI/ISI) HJIM MHCHUC DKCIICPTOB

Taboauna A2.3. llkana oleHKH ypoBHEW yOemuTenbHOCTH pekoMmeHmanui(YVYP) mis
METOJIOB MPO(PHIAKTUKH, JUATHOCTHKH, JeUeHHS W peadwiutanuu (IpoOUIaKTHICCKHX,

ANAariHoCTH4YCCKHX, J'IC‘IC6HBIX, pea6I/IJ'II/ITaI_II/IOHHLIX BMeI_HaTeJ'ILCTB)

YYP Pacumdgposka

A CunpHas pekoMeHfalus (Bce paccMaTpuBaeMble KpUTepuu APGEKTUBHOCTH
(ucxompl) SBISIOTCS BaKHBIMH, BCE HCCIEIOBAaHUS MMEIOT BBICOKOE WU
yIOBJIETBOPUTEIILHOE  METOJOJIOTMYECKOE  KaueCTBO, WX  BBIBOJABI IO
WHTEPECYIOIINM UCX0JIaM SIBJISTIOTCSI COTJIACOBAHHBIMU )

B VYcnoBHas pekoMeHaanus (He Bce paccMarpuBaeMble Kputepuu 3(dexkTuBHOCTH
(Mcxopl) SBIAIOTCA BaXKHBIMH, HE BCE MCCIIEIOBAHUS HMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIHHOE METOJIOJIOTHYECKOE KauyecTBO WM/MIM HX BBIBOJBI IO
MHTEPECYIOIIHUM UCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU)

C Cnabas PEKOMCHAAUA (OTcyTCTBI/Ie JA0Ka3aTCJIbCTB HAJICKAIICTO Ka4CCTBa (BCG
paccMaTpuBaCMbIC KPpHUTCPUU B(I)(I)CKTI/IBHOCTI/I (I/ICXO,Z[LI) SABJIAIOTCA HCBAa>XHBIMU,
BCC HCCIICOAOBAHUA MMCIOT HU3KOEC MCTOJOJIOTHYCCKOC Ka4YCCTBO M MX BBIBOJIBI I1O
HHTCPCCYIOIIUM HCXO0JAaM HC SABJIIOTCA COT HaCOBaHHLIMI/I)
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Ilopsinok 00HOBJIEHNS] KIMHHUYECKHX PEKOMEHIALMI.

MexaHu3M  OOHOBJICHHS  KIMHUYECKUX  PEKOMEHIAUMK  NIpeaycMaTpuBaeT  HX
CUCTEMATUYECKYIO AKTYAJIN3aLUI0 — HE PEKE YEM OJUH Pa3 B TPU Irojia, a TAaKXKe IPHU MOSABICHUN
HOBBIX JAHHBIX C IMO3MIMHU JOKA3aTE€IbHOM MEIULMHBI II0 BOIIPOCAM JMATHOCTHKH, JICYCHUS,
npoQMIaKTUKA W peabWiuTaluy KOHKPETHBIX 3a0o0JyieBaHWM, Hanmu4uu OOOCHOBAaHHBIX

JOTIOJTHEHHI/3aMeYannii K paHee yrBepkAEHHBIM KP, HO He yaime 1 pa3a B 6 mecsiiies.

76



Ipunoxkenue A3. CripaBo4HbIe MaTepHaJibl, BKJIOYas COOTBETCTBHE
NMOKAa3aHMH K IPUMEHEHHUIO U IPOTHBONOKA3AHHUIA, CIIOCO00B IPUMEHEHHUS H
103 JIEKAPCTBEHHBIX NPENapaToB, HHCTPYKUMH MO0 PUMECHEHHUI0

JIEKAPCTBEHHOI'0 Npenapara
1. WHcerpykuun 1o IIPUMEHEHHUIO #npenHuzosnoHa**
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-
7171d992c66a&t= .

2. WHucerpykuun 1o MIPUMEHEHHUIO #nexkcamerazoHa™*
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-
98d2dba6d6f8&t=.

3. Wucrpykuus 1o MIPUMEHEHUIO #rmokaroHa™**
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5b735c6¢c-6854-4f5b-81fd-
cdffbOeaa2c7 &t=.

4. Wucrpykuus 1o MIPUMEHEHHUIO #aBeponumyca™*
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=8e139384-h3ef-42d9-a6af-
33d20aac36fl&t=.

5. HNuctpykiun o MIPUMEHEHUIO oKTpeoTHmaa™*

https://grls.rosminzdrav.ru/Grls_View v2.aspx?routingGuid=0ecf6fc8-ed6a-4def-9209-

4aee2aab36ce&t=, https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=563b14eb-
583b-49bd-a979-7¢7¢c73a39359&t=.

6. HNuctpykius o MIPUMEHECHUIO #naapeotuga™®*
https://grls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=dace2721-e173-40c9-adhd-
ffabcde3c053&t=.

7. Wucrpykuus o MIPUMEHCHUIO #nacupeotuma™*
https://grls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=53948bd7-6607-40a4-abd8-
afd2cabl64le&t=.

8. WHcTpykuun 1o IIPUMEHEHHUIO #nexcTpo3pr**
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=c5dc1585-0021-475f-90a0-
3a075fcdsc2f&t=, https://grils.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=bf96d544-e346-
4eb8-a75a-b9a253410344&t=,
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1610e85d-09bb-42f5-8639-
f281d00c1b7c&t=, https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0e956a64-
cle8-405a-a30c-a0b1261b7990&t=,
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http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-7171d992c66a&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-7171d992c66a&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-98d2dba6d6f8&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-98d2dba6d6f8&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0ecf6fc8-ed6a-4def-9209-4aee2aa536ce&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0ecf6fc8-ed6a-4def-9209-4aee2aa536ce&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=dace2721-e173-40c9-adbd-ffa5cde3c053&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=dace2721-e173-40c9-adbd-ffa5cde3c053&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53948bd7-6607-40a4-abd8-afd2cab1641e&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=53948bd7-6607-40a4-abd8-afd2cab1641e&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=bf96d544-e346-4eb8-a75a-b9a253410344&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=bf96d544-e346-4eb8-a75a-b9a253410344&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1610e85d-09bb-42f5-8639-f281d00c1b7c&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1610e85d-09bb-42f5-8639-f281d00c1b7c&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0e956a64-c1e8-405a-a30c-a0b1261b7990&t
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0e956a64-c1e8-405a-a30c-a0b1261b7990&t

https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=10a069ac-0893-4279-a5f1-
8f072e65f981 &t=.
9. [Topsimok oka3zaHWs MEAUIIMHCKON MOMOIIHM B3POCIOMY HACEIICHHUIO IO MPOQIITIO

"supokpunosiorus” ([Ipuka3 MunucrepcTBa 3apaBooxpaneHus P® or 12 HosOps 2012 r. N
899mn) https://base.garant.ru/70293326/.

10.  Homenkmarypa IOKHOCTEH MEIMIMHCKHX pPAOOTHHKOB M (papMareBTHUECKUX
pabotaukoB (IIpmkaz MunzgpaBa Poccum ot 20.12.2012 N 1183n (pen. ot 01.08.2014))
https://legalacts.ru/doc/prikaz-minzdrava-rossii-ot-20122012-n-1183n/.

11.  Howmenknarypa meauuuuckux ycayr (IIpukas Munznpasa Poccuu ot 13.10.2017

N 804H) https://minjust.consultant.ru/documents/37309?items=1&page=1.
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https://base.garant.ru/70293326/
https://legalacts.ru/doc/prikaz-minzdrava-rossii-ot-20122012-n-1183n/
https://minjust.consultant.ru/documents/37309?items=1&page=1

Ipunoxkenue b. AJiropuT™Mbl 1eCTBUH Bpaya

[TamHeHT ¢ CHMITOMAMHE THIIOTTHEEMEH, EYTTHPVIOITHMHCH TIOCIE IEPOPATEHOTO HIH
MApeHTEPANEHOTO TOCTYIIIEHHS VINIEEO0E, H/HIH 3apeTHCTPHPOEAHHOH rakeMuel <30
MMOJE/JT MEHEMYM OJHOKPaTHO HIH <4, Ho 23,0 MMOIE/T MEHEMYM JEVEPaTHO

ITo moEazaHEaM:
VCTPAHEHHE
JOIOIHATEIBEHEIE
HCCIENOEANHA
H/HIH IedeHES

Y

r

v

AHaTH: aEAMHeZ3, JAHHEK
EH3VATBHOTO HCCIEI0BAHHA,
JOCTVIIHEIX Pe3VIBTATOR
TabopaTOPHO-HECTPYMERTATEHOTO
00CIIeI0BAHKT, IEPEEYHAY
nmabopaTopHas JHATHOCTHEA

Paccuotpenne
NpOYHX
BO3MOAHBIN
[IPHYHE FAT00

Ilpoda c rodogasueM, 0o

E KPOEH, Ipo0a ¢ FTIH0KAaroHoM ™ *

Ia

LHET

MOKA3ZAHHEIM — HCCTIEJOEAHNE VPOEHA
B-rHOpoKCHOYTHPATA, IPOHHCYIHHA

TTo moxazamman:
YCTPAHEHHE [IPHYHHE]
H/HIH J0N0IHHTEIEHEIE
HCCIEOOBAHEA HHTH
JE9eHHES

b4

olll'TT

MPT OBII (¢ /e K mo noxazanuam)
K ¥3H OBII (KoMmIekcHOE) +/-
KT OBIl u 311 ¢ &' DomrocHEIM K

Wecnepgoranne VpORHA TEKAPCTECHHEIX IPENAPaTOE

E KPOEBH METOOOM TaHIeMHOH Macc-COeKTPOMETPHH

(cyOCTaHITHH IPOHIBOIHER CYVILDOEHIMOMEEHHEL,
#pemariHHEaa™*), IpOHHCYIHHA B KPOBH

Beegenne
TIPENApATOE TP
¢ MOAHGHIHEPOEAHHOH
AMHHEOEHCTIOTHOR
MOCIE0EATeIEEOCTEED T

Ia

SHpgocoHorpadua [1b3 v/'HIH
ciuaaTAErpadus ¢ OR3KT/KT wume
II3T/KT ¢ pagHodapManeETHIECKHME
IPeNapaTaMy J9 THATHOCTHEH
HOBOODpaz0BaHHH B pEAHME "BCE

ET

TeneTHUeCKDE
TeCTHPOEAHHE

HononarH9eckan

HIT

HET

Ia

+ HET

ACSKE g'um
IT3T/KT Bcero
Teda ¢ APYTHMHE

pagHoTpelcepaMH

TereTEueckoe TECTHPOEAHHEE

Wmmonareaeckas HIT

merd

acaeICTECHHEL
HapyIIeHHA

MeTaboIH2Ma

TTEOEO3ELT
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* BeposTHOCTp HaJIWYMS TUNOIIMKEMUHM (KAaK TUIEPUHCYJMHEMUYECKOW, TaK U
TUIIOMHCYJIMHEMUYECKON), MHAYLIMPOBAHHOW JIEKAPCTBEHHBIMHU IIpenapaTaMu U IpPOAYKTaMH,
BCErJla aHAIM3UPYETCs B MEPBYIO o4epenb. [Ipr 3TOM TakTHKa OTHOCHTEIBHO apTU(UIHATBEHON

THUIIOTTIMKEMHUH paCCMATpUBACTCA OTACIBHO.
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Hpunioxenue B. Undopmanus 1id namueHra

I'unornukemust ABASETCS OMACHBIM JUISl KU3HU U 370pOBbs cocTOsHUEM. [lanmeHTtam c
JUarHOCTUPOBAHHON TMIOIVIMKEMHMEW KpalHEe Ba)XXHO MNPEAYNpPEXAaTb CHUKEHUE YPOBHS
[JII0KO3bl KpoBHU. Eciin ke CHM)XEHHE YPOBHS IUIIOKO3bl IMPOM30LLI0, CIEAYET KAaK MOYHO
OBICTpEE €ro MOTHSATH.

JUia nopnepaHusi HOPMAJIbHOTO YPOBHS TJIFOKO3bl KPOBH PEKOMEHIYETCS B IEPBYIO
ouepelb CKOPPEKTUPOBATh PEXKUM IMUTAHUS U MOMEHSTHh panoH. HeoOxoaumo vyacrtoe nmutaHue
MPOJIyKTaMH C BBICOKUM COJEpKaHHeM yriieBoJoB. [Ipu 3ToM BKIItOUEHHE MTPOJYKTOB B PalliOH
MUTaHUS OIpeesieTcs UX raukeMudyeckuM unjaexkcom (I'N).

'l — mnoka3arenp BIMSHUSA MPOAYKTOB MUTAHUS IOCIE MX YNOTpPEeOJIEHHUS Ha YpPOBEHb
caxapa B kpoBU. 'l sBisieTCs OTpa’keHHMEM CpaBHEHHUS DPEAKIMM OpraHu3Ma Ha MPOJAYKT C
peakuue opranu3Ma Ha YHCTYIO TII0K03Yy, Y kKoTtopoi ' pasen 100. ['mukemudeckre MHIEKCHI
BCEX OCTAJbHBIX IMPOJIYKTOB CPAaBHHUBAIOTCS C TIJIMKEMHUYECKMM HWHAEKCOM TJIOKO3bl, B
3aBUCHUMOCTH OT TOTO, KaK OBICTPO OHHM YCBaHBAIOTCSI.

' mponykTa 3aBUCUT OT HECKOJIBKUX (PaKTOPOB:

. BHJI YIJICBOJOB (€CIM YIJIEBOJBI MPOCTHIC, 3HAYUT, Y HUX BhIcokui ['U, ecnn

CJIOKHBIE, 3HAYUT, HU3KHH),

. KOJIMYECTBO KJIETYATKHU (YE€M MEHBIIE KIeT4aTku, TeM Bbime ['H1),
. croco0 TepmMuveckoit 00paboTku (Jr00as TeroBas 0OpaboTKa MOBBIIIALT),
. cojiepKaHre OCJIKOB M )KUPOB (YeM MX MeHbIe, TeM Boime ['N).

PaznuuaroT HU3KM, cpennuii U Beicokuiil ['H.

Hwuzknit u cpeqauii 'Y mpoayKToB 03Ha4YaeT, 4TO MIPH UX YIOTPEOJICHUH YPOBEHb caxapa
B KpOBU TMOJHUMAETCS MEIJIeHHO (MPOAYKThl C MEUICHHO YCBAaMBAa€MbIMHU YTJIEBOAAMH).
Boicokuit ' mpoaykToB O3HauyaeT, 4TO MpPH MX YHNOTPEOJCHWU YPOBEHb caxapa B KpPOBHU
MOJAHUMAETCSl OBICTPO (MIPOAYKTHI C JIETKO ycBauMBaeMbIMH yrieBojamu). Yem Boime M, Tem
ObICTpee MOJHMMAETCS YpPOBEHb caxapa B KPOBH IOCJE YHNOTpeONeHHs NpoAykTa. breicTpoe
MOBBILIEHUE caxapa KPOBU HEOOXOJIUMO B CIydae pa3BUTHs TMIOTIMKEMHUH I €€ KYITUPOBaHUS
(B ypreHTHbIX cuTyanusax). OmaHako, Belea 3a ObICTPHIM MOBBIIMIEHHEM caxapa BO3MOXKHO PE3KOoe
€ro majeHue, BIUIOTh 10 Pa3BUTHS THUIOTIMKEMHH, MO3TOMY MOTpeOJIeHHe MPOIYKTOB C
BbICOKMM 'l pekomMeHayeTcss UCKIIIOUYUTh BHE YPTEeHTHBIX CUTYalMil (TO €CTh MpU OTCYTCTBUU
runornvkemud). [laneHTaM ¢ TUMOTTUKEMUSAMU MPEANOYTUTENEH MIPUEM MTPOIYKTOB C HU3KUM
', nociie npueMa KOTOPBIX, 32 CYET MEJIEHHOTO BCAChIBAHUS, [UTUTEIILHOE BPEMSI COXPAHSIETCS
HOPMaJIbHBIA YPOBEHb I'JTIOKO3bI B KPOBH.

I'l Hanbouee yacTo MOTPeOAAEMBIX IPOAYKTOB MPEACTaBIEHbI B Tabnuuax 1-4.



Tabmuua 1. ITpoxyKThl, KOTOpPBIE PEKOMEHIYETCS UCKIIOUNUTH (BHE YPTEHTHBIX CUTYaIIUA;

¢ BeicokuM [ 'Y, coneprkalue jgerko ycBauBaeMble yrieBO/IbI).

[Ipoaykr ' [Ipoaykr '
Kykypy3Hblil cupon 115 | [TuBo 110
Caxap 100 | KpaxmanbpHast maToka 100
Kpaxman 100 | ITmeHHYHBINA CHPOTI, PUCOBBIM CHPOTI 100
XKapennrii kaprodenb, kaprodenbHas | 95 | KaprodenpHas myka (kpaxmain) 95
3areKaHka
Kaprodens, npurotoBiieHHbli B | 95 | PucoBas myka 95
TYXOBKE
besrmoreHoBBIN OeIbIii X110 90 | Cenpaepeli KOpHEBOM (IPUTOTOBICHHBIN) | 85
Knetiknii puc 90 | Bynoukwu s ramOyprepa 85
MopkoBb (IpUrOTOBJICHHAS ) 85 | beicTpopa3BapuBatoniics/mponapeHHsid | 85
puc
Kykypy3HbIe XJIOTbsI 85 | BozmymiHslii puic 85
Menx 85 | PucoBblii myAMHT Ha MOJIOKE 85
Mauc (KyKypy3HbI Kpaxmai) 85 | Pemna, TypHeric (IpUroTOBJICHHBIC) 85
[Tom-kopH (0e3 caxapa) 85 | benas mmennyHas Myka 85
PrcoBBIi mupor/ Iy IiHT 85 | KaprodensHoe mope 80
benpiit OyrepOpoiHbIil x11€0 85 | JlazaHps (MsTKas MIIICHUIA) 75
KopmoBbie 000b1, koHCkue 000w | 80 | PucoBast MosouHas Kaima ¢ caxapom 75
(TIpUTOTOBJICHHBIC)
[Tonunku 75 | Baduu (c caxapom) 75
TrikBa 75 | byonuku 70
Kabauku/maTuccoHsl 75 | Ileuenne (OMCKBUTHOE) 70
ApOy3 75 | bproksa 70
barer (panmy3ckuii nmuaHbIM 6aToH) | /0 | ['a3upoBaHHBIC HATTUTKH 70
Bbynouka 70 | Kpyaccan (porajk) 70
[TokosaHbIi 0ATOHYHK (C caxapoMm) 70 | IIpoco, copro 70
Kykypy3nas myka 70 | MaucoBas kamia 70
DUHUKHN 70 | OTBapHO# KapTodenb 6e3 KOXKYpbI 70
Mara (6enast Mmyka) 70 | banaH MpUTOTOBIICHHBIN 70
[Taroka 70 | Kaprodenbubie  wuncel,  xpycrsamui | 70
kapTodennb
Jlamma (MsiTKue copTa IIICHHITBI) 70 | PaBuonu (MsATKas MimeHuIa) 70
IlepnoBas kpyna 70 | PucoBblii X110 70
Kykypy3Has kara (1oJieHTa) 70 | Cyxapuku 70
AMapaHT 70 | CrannmapTtHbIil puc 70
Ounmennsle 3epHOBble 3aBTpaku (c | 70 | beunsblii caxap (caxapo3a) 70
caxapom)
Pucorro 70 | Cekya (MpUTOTOBIICHHAS) 65
Taxo (MaucoBas Jenemnika) 70 | TeMHbII TpoxcKkeBON XIebd 65
KopuuHnesslii caxap 70 | KieHoBslii cupon 65
Kyckyc, manka 65 | Hlokonanuele  OatoHumku  «Mapcey, | 65
«CHukepcy, «Hate» u T.11.
JlxxeMm (¢ caxapom) 65 | Ilmox xmebGHOTO NEepeBa 65
Mapwmenaz (¢ caxapom) 65 | AiiBa (BapeHbe/)Kele ¢ caxapom) 65
Miocnu (¢ caxapoM UM MEIOM) 65 | Pxxanoit x11e6 (30% pixn) 65
Amnanac (KOHCEpBUPOBAHHBIH) 65 | Cnankas KyKypy3a 65
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W3roM (KpacHBIH U KEINThIi) 65 | Amc (OGatar, cnankuii KapTOodes) 65
Copb0er (c caxapom) 65 | AGpuKoch (KOHCEpBUPOBAHHEIE c | 60
CUPOIIOM)
Tamapumn, WHIAACKUHT ¢uHEK | 65 | SuMeHb mIETyIIEHHBII 60
(cmaaxuii)
Heounmennsiit xaprodens, orBapHO# | 65 | MaHHas Kpyma U3 TBEpIOW MIIEHUIIBI 60
VIV TIPUTOTOBIICHHBIN HA Tapy
[lenpHO3epHOBOI XJ1€0 65 | JlazaHbs (TBepnas NIICHAIIA) 60
banan (cresnsrit) 60 | Maiiones (mpombInuIeHHBIH, | 60
MIOICJIAIEHHBIH )
Kamrran 60 | [Muoma 60
Moposxenoe (00braHOE ¢ goOaBienrneM | 60 | PaBuosm (TBepas NMIICHUIIA) 60
caxapa)
JUTHHHOBEPHBII pHUC 60 | MacnsiHOe, Teco4Hoe TedeHbe (Myka, | 55
Maclo, caxap)
Jp1as (MyCKYyCHast, MyCKaTHasI U JIp.) 60 | CimBa sSIOHCKAs, JIOKBA 55
OBcsiHas Kama 60 | KpacHo3zepHslii puc 55
ApomaTHsIi puc (>KaCMUH H T.]I.) 60 | Ilepcuku (KOHCEpBUPOBAHHBIC c |55
CHPOTIOM)
Kakao-mopo1ox (¢ caxapom) 60 | CnarerTH (XOpOIIIO MPOBAPECHHBIE) 55
[Tamaiist (cBexast) 55 | Cymm 55
Keruyn 55 | I'opunna (c no6GaBieHueM caxapa) 55
Tabmuma 2. IIpoxykThl, KOTOpBIE PEKOMEHIYEeTCS OrpaHu4uTh (co cpemuum ['U,
coJiep KaIue MeJICHHO YCBaHBAEMBbIE YTIICBOJIbI).
ITpomykT ' ITpoayxT I'n
Puc 6acmaru 50 | bucksur (13 nenpHOM MyKH 6€3 caxapa) 50
3epHOBOI OaTOHYMK Oe3 caxapa 50 | TonmmHAMOYp 50
Kusu 50 | JInuum (kuTaiickas cauBa) 50
MakapoHsb!I (TBepiast MIIeHUIIA) 50 | Manro 50
Mtocnu 6e3 caxapa 50 | Xypma 50
Crnanxuii kapTodernnb 50 | Xeb u3 mieHuIsl crieabTa 50
MakapoHbI U3 HETbHOU MMIIICHHIIBI 50 | Kopu4HeBbIi HEOUUIICHHBIH PUC 50
SdMeHb HEOUHIIEHHBIN 45 | KopuuHeBblii puc 6acMartu 45
KirokBa 45 | Kokoc 45
BuHorpa, 3eneHbIi 1 KpacHbIH 45 | LlenbHO3epHOBOM KYCKYC, IeIbHO3epHOBas | 45
MaHHas Kpyna
3eneHbIi ropouiek | 45 | Poxb (uenpHas, Myka u xj1e0) 45
(KOHCEpBHUPOBAHHBII)
Amnanac 45 | TomaTHbIH coyc (¢ caxapom) 45
banan 45 | IlenpHO3epHOBBIE 3aBTpaku (0e3 caxapa) 45
Toct u3 nenbHOTO XJIeb6a 45 | BoOsI (chIpbie) 40
JpoxokeBol  xJ1e0, Ha 100% | 40 | CymeHnsle aOpUKOCHI 40
COCTOSIINHN U3 LIEJIbHOU KPYIIbI
I'peuka (xama, myka wian xiued wu3 | 40 | CymieHble CIMBBI/YEpHOCIHB 40
IEJILHOTO 3epHa)
KokocoBoe M0JIOKO 40 | Paconp (KOHCEPBHPOBAHHAS) 40
ITimennia anrnuiickas (KaMmyr) 40 | Mama (1ienpHas Myka) 40
Makapons! U3 11eJbHOM meHus! «aib | 40 | OBcsiHas kpyna 40
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neHte» (OTBapeHHbIE B TEYCHHE 5

MHHYT)

JlakTo3a 40 | JlprHHAS rpymia 40

OBcsiHBIE XJIOTIBS (HE BapeHbIE) 40 | Aiia  (koHcepBUpoBaHHas/’kene — 0Oe3 | 40
caxapa)

ApaxucoBoe macno (6e3 moGamnenus | 40 | Ilecounoe Tecro (u3 menbHOH Myku 0Oe3 | 40

caxapa) caxapa)

Pxanoit xne6 u3 HenpocesHHou myku | 40

rpy0oro momosa

Tabmuma 3. PaspemieHHble TPOAYKTHI

yCBauBAaEMBbI€ YIJIEBOJbI).

(c wm3kum I'U,

coacpKamue MCEIAJICHHO

[Ipoaykr I'n [Ipoaykr '
dacoub aByKH 35 | Jlukwuii puc 35
S6nounoe mope 35 | sI6moko (cBexee) 35
MsicHoe accoptu ¢ 600aMu 35 | 'manmaTOBBIC OOOBI (JTOOMS) 35
Myka u3 HyTa 35 | Cenpaepeit KopHEBOH (CHIPOIA) 35
Kuraiickass ~ mamma/Bepmumens  (u3 | 35 | Typeuxwii ropox, | 35
TBEPAON MIIIEHUIIbI) HYT (KOHCEePBHPOBAHHBIN)
Cymenble si010KH 35 | [lacra/mope w3 oOYHMIIEHHOTO MUHAAIS | 35

(6e3 caxapa)
X7n1eb 13 MPOPOIIECHHBIX 3epeH 35 | CymeHbie ToMaThl 35
MopoxkeHoe (¢ ppyKTo30ii) 35 | 3enensrii roporiek (CBEXU) 35
dacoJib 35 | Kykypysa, manc 35
Hexrapunsl 35 | Kymxyt (cemena) 35
[Tepcuku 35 | AnenbcuH (CBEXHIA) 35
I'panar 35 | Cnua (cBexas) 35
TomaTHBII COK 35 | AiiBa (cBexas) 35
Typenkue 600561 35 | Coessrii HorypT (GpPYKTOBBIN BKYC) 35
Jpoxoxu 35 | CeMmeHa HOICOTHEYHUKA 35
MuHa1pHOE MOJIOKO 30 | TomarHbiii coyc (HaTypanbHbI, 03 | 35
caxapa)

Caexuia (cpipasi) 30 | Horypr 35
MopkoBb (chipasi) 30 | CoeBoe MOJIOKO 30
Kuraiickas nmamma/Bepmumens u3 cou | 30 | AGpukoc 30
WJIH 30JIOTHCTOM (hacosu
YecHOK 30 | KopuuneBas yeueBHIia 30
Jlxem (6e3 caxapa) 30 | Typeuxuit ropox (HYT) 30
Mosoko (J1r060# JKUPHOCTH) 30 | dacosb BOJOKHUCTAS 30
Mannapun 30 | I'peiindpyt, nomenio (CBEXHUI) 30
Pena (ceIpast) 30 | Mapwmenan (6e3 caxapa) 30
ExeBuka, menkoBuna 25 | I'pyma 30
Bumns 25 | TBopor 30
3esieHast YeueBUIla 25 | Tomatsl 30
3onotucras dacoib 25 | XKenras yeueBuia 30
Manuna (cBexast) 25 | lN'onybuka, yepHHKa, OpyCHHKA 25
ThHIKBEHHbBIE CEMEUKHU 25 | Temnsrit moxonan (6onee 70% kakao) 25
KonoTtsii ropox 25 | ITrope u3 HyTa 25
[Tacta/mope u3 nenpHOTO MHHAAS (6€3 | 25 | ApaxucoBas nacta/mope (6e3 caxapa) 25
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caxapa)

[lokonan 6e3 m06aBok (>85% kakao) 20 | Kpacnas cMopoanHa 25
KanyctHast manpma 20 | CoeBas myka 25
Kakao-mopomok (6e3 caxapa) 20 | KimyOHuKa, 3eMIIsTHIKA 25
Hacrosmmas ~ ¢pykrosa,  ¢pykrossiii | 20 | [lacta/mope u3 menpHOro QyHayka (6e3 | 25
caxap caxapa)

CoeBnlii coyc (6e3 caxapa) 20 | KppDKOBHUK 25
Cnapxa 15 | baknaxan 20
OTtpy6u (0Bca, MIIEHUIIHI H T.I1.) 15 | JIumoHHSI cok (6e3 caxapa) 20
Bproccenbckas kamycra 15 | TloGern 6GamOyka 20
[Topomok w3 twogoB  poxkoBoro | 15 | CoeBbrit Horypt (6€3 100aBOK) 20
JepeBa

[IBeTHas kamycra 15 | Musnans 15
[Tpopormiennsie 3epHOBBIE (pocTKU cou, | 15 | UepHas cmopoanHa 15
30JI0TUCTOM (pacoin U T.11.)

ITepen urm 15 | Bpokkosm 15
Orypen 15 | Kanycra koyaHHas 15
Nm6upp 15 | Kembto 15
Jlyk-miopei 15 | Cenbnepeit 15
OnuBKM 15 | Huxopuit 15
Apaxuc 15 | Kabauyku, IlyKKUHU 15
Kenposrie opexu 15 | ®dyHnyk 15
Penuc 15 | I'puGnr 15
Typernkue 600561 15 | JIyk pemyaTslii 15
Kgpamenas kamycra 15 | Conenbie/MaprHOBaHHBIE OTYPIIBI 15
[laBens 15 | ®ucraniku 15
CaexkJia tuctoBas (MaHTOJIb) 15 | Canar-nmaryk 15
[TpoponieHHbIe ceMeHa 15 | Jlyk-manot 15
Tody, coeBbIii TBOpOT 15 | Cos 15
ABOKaJo 10 | Iounar 15
PakooOpa3zHbie 5 | I'peukwuii opex 15
Crnenuu (metpymika, 6a3uiauk, operano, | 5 | Cnagkuii neper; (KpacHbIM, 3eneHsbIi), | 15

KOPHIIa, BAHWIHH U T.I1.)

IMarpuKa

Tabmuna 4. IlpoaykThl, peKOMEHyeMble UIsl MOTpPeOJIeHHs] B YPreHTHBIX CHUTYallHsIX

(HpI/I Pa3BUTHU I'KIIOTTIMKCMHUH; C BBICOKHUM FI/L coacCpIKalIre JICTKO YCBANBACMBIC YFHGBOI[LI).

[Ipoaykr I'n IIponykr I'n

Kykypy3Hslii cupon 115 | KopuuneBblii caxap 70
[TuBo 110 | Txewm (c caxapom) 65
I'moko3a (JexcTpo3a) 100 | Mapmenan (c caxapom) 65
Kpaxman 100 | Copber (c caxapom) 65
IT11eHNYHBII CHPOTI, PUCOBBINM CHPOIT 100 | KneHoBslii cupor 65
Men 85 | AiiBa (BapeHbe/kelle C caxapoM) 65
benplii caxap (caxapo3za) 70
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Hpunioxenue I'. IlIkajabl oeHKH, BONPOCHUKH U APyrue OLeHOYHbIE
HHCTPYMEHTbI COCTOSHUA NMAIHEHTA, IPUBEACHHbIC B KIIMHUYECKUX

pPeKOMeH1aiusX

He npexgycmotpeno.
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