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TepMuHBbI 1 onpeaeneHus

JInzocomHble 60ONE3HN HakonmneHust - rpynna HacneacTBEHHbIX MOHOrEHHbIX 3aboneBaHui, CBA3aHHbIX C
HapyLeHnemM QYHKLUN NTM30COM.

d)epMeHTHaFl 3aMecTuTelnbHaa Tepanua - nedeHune, 3akrnodatrulieeca BO BBejeHNUU CbepMeHTOB (B TOM 4Yucne
n peKOM6I/IHaHTHbIX) nauneHTam € HacneaCcTtBeHHbIM ,D,ed)eKTOM MeTabonuama.

1. Kpatkasa nHcopmauus no 3aboneBaH1Io UM COCTOSAHUIO (Fpynnbl 3a6oneBaHUM UM COCTOSAHUN)

1.1 OnpeneneHune 3aboneBaHUA UNn cocTosiHuA (rpynnbl 3aboneBaHWUn NN COCTOSAAHUN)

Hedununt nnsocomHowm kucnon nunasel (OJ1KI) - nporpeccupytollee HacneacTBeHHoe 3aboneBaHne, B OCHOBE
KoToporo nexut gedekt reHa LIPA, kogupytolero depMeHT nn3ocomHyto kucnyto nunasy (J1KI), npusogsawmi k
HakonneHuo apmpoB xonecTepmHa 1 TPUrNULEPUEOB B opraHax u TkaHsax [1 - 3].

1.2 3Tuonorus n natoreHes 3a6oneBaHWUsl UMM COCTOAHUA (rPynnbl 3a6oneBaHUi UNU COCTOAHUN)

OJIKIT HacnenyeTcst NO ayTOCOMHO-peLieccuBHoMy Tuny. 3aboneBaHne cBA3aHO ¢ MyTauusimu reHa LIPA,
KOTOpbIn kapTupoBaH Ha 10 xpomocome (10g23.31). B mexgyHapogHon 6ase gaHHbIX MO MyTauusM 4YeroBeka
onucaHo okorno 100 myTtauun B reHe LIPA, npusogsawmx K HapyweHuo yHkummn depmenta. MNpu OJIKI HoHceHce-
MyTauuu, KpynHble NepecTponkn reHa, Mytaumm co COBUIOM pPaMKku CYUTbIBAHUSA, B TOMO3UIOTHOM UIU KOMMNAyHA-
reTepo3MroTHOM COCTOSIHUM, Kak MpaBwmo, BbISBMSAIOT Npu Tsbkenbix dopmax 3abonesanus [1, 3, 4]. Hanbonee
pacrnpoCTpaHeHHbIN NaTOreHHbI ansenb - CMHOHUMUYHAA 3aMeHa, Hapyllawlwiaa canuT chnflancuHra B 3k3oHe 8
€.894G > A (E8SJIM-1G > A), asBnseTcst NpuyYnMHON 3aboneBaHunsi B 0onee Yem norioBUHE ONyOrIMKOBAHHLIX CIy4aes.
Hanuyve paHHOro BapuaHta B FOMO3UIOTHOM WIM KOMMayHO-reTepo3UroTHOM COCTOSIHMM coxpaHsieT 3 - 5%
octatodHoun aktnusHocTum JIKJT [1 - 3].



B Hopme nonaBLune B IM30COMY NyTEM peLienTop-0nocpeoBaHHOIro 3HAOLUTO3a HEUTParibHbIe XUpbl (3¢upbI
XonecTepuHa 1, B MeHbLUEN cTeneHun, Tpurnuuepuabl) nog Bosgenctemnem JIKI1 pacwennstotes 4o cBob6ogHOro
XOMecTepmHa M XMPHbIX KACNOT. 3TN NUMMAbLI U MX OKUCIIEHHbIE MPOM3BOAHbIE BCTYNalwT BO B3aMMOAENCTBME C
dakTopaMmy TpPaHCKpUMNLUMU (CTEPUHOBBLIM PErYNATOPHbIM 3NeMeHTOM cBA3biBaHus GenkoB - CPOCE), koTopble
HenoCpeaCTBEHHO MOLYNUPYIOT 3KCMPECCUIO FEHOB, BOBMEYEHHbIX B CMHTE3 W 3axBaT XONecTepuHa, a Takke
nunoreHes. [Npu oTcyTCTBUM UNun cHxXeHnn aktusHocTu JIKJT achmpbl xonectepuHa, Tpurnuuepmnabl He pacnagarTcs
N HakannueawTcHa B nusocomax. CoOTBETCTBYHOLUNA HEQOCTATOK CBODOAHOrO XOMnecTeprHa B KNeTke NpuBOanT K
CP3CBb-onocpenoBaHHom CTUMYMAL MK 3HOOrEeHHOro CVHTEe3a xonecrepuHa NMHrMBNpPOBaHUIO
rmgpokcumeTunrnytapun-koaHsnum A (TMIM-KoA) pepykrason m sHpouuTtosda nocpenctsom peuentopos JIMHIT.
MapanneneHo C 9TUM YyBenNuYMBaeTCd cuHTe3 anonunonpotemHa B (AnoB) v 3HauMTenbHO MOBbILIAETCS
obpasoBaHue XonecTepuHa MnonpoTeEMHOB 04eHb HU3Ko nnoTtHocTu (JINOHTIT). YBenuyenue akcnpeccun 'MIM-KoA
peadykTasbl SABRsSieTCs nepBuYHbIM pesynbtatom CPI3CB-2-onocpenoBaHHOro BHYTPUKIIETOYHONO YMEHbLUEHUS
XonecTepvHa, NPMBOAS K YBENTMYEHNIO YPOBHS CBOOOAHOMO xonectepuHa [1, 2].

Takum obpasom, HakonneHme aPUPOB XONeCTEPMHA U TPUIMULEPUAOB B OpraHax M TKaHsX CONpoBOXOaeTcs
ancnvnuaemMuen: B CbiIBOPOTKE KPOBUM OMpeaensieTcs NoBbileHHbIN ypoBeHb xonectepuna, JIMHI, yposeHs JITBI
COOTBETCTBYET HOPME UMK CHXKEH. Y 4acTu NauMeHTOB pPerMcTpupyeTcsl rmnepTpurnmuepuaemMums.

Mpn HambBonee Tskenow, mnageHdeckon dopme [AJIKI - 6onesHn BonbmaHa akTMBHOCTL (bepmeHTa
cocTtaBnsieT MeHee 1% OT HOPMbI, YTO NPMBOAUT K ObICTPOMY MACCHBHOMY HAaKOMMEHMI0 3UPOB XOnecTepuHa u
TPUrMULEPUAOB B NIM30COMax MHOMMX OpraHax v TKaHsix, B NepBy0 oyepedpb B NeYeHW, ceneseHke, Hagno4YevHuKkax,
BOPCUHAX KMLWEYHWKa, KOCTHOM MO3re, numMdaTnyeckux yanax, B Makpodarax peTukyno-sHaoTenmMansHON CUCTEMBI,
4yTO OBycnaBnNMBaeT NONUCUCTEMHbIE MPOSABEHNs BonesHu.

Mpu 6onesHn HakonneHus adpumpos xonectepuHa (BH3X) - deHoTtune AJIKI, xapakTepusytowemcsa bonee
MeAJIEHHbIM MPOrPeccUpoBaHNEM M BapuabenbHOCTLIO KIMMHMYECKMX MpPOSIBMEHUA - in vitro onpegensietcs
ocTaToyHas aktuBHocTb JIKIT B ananasoHe 1 - 12% ot Hopmbl [1 - 4].

1.3 dnuaemmnonorusa sabonesaHUA unu cocTosiHuA (rpynnbl 3aboneBaHMn N COCTOAHUN)

PacnpocTtpaHenHocTb OJIKI1 BapnabenbHa B 3aBMCMMOCTU OT (pakTOpPOB ITHMYECKOW MPUHAANEXHOCTU U
reorpaduyeckoro nonoxexus. Cuntaetcs, 4yto vactota [JIKI coctaengaet B cpegHem 1:40000 - 1:300000 >xmBbIx
HOBOPOXAEHHbIX [3]. YacToTa BCTpedaeMocTn MnageH4Yeckon ¢opmbl 3aboneBaHusa B 2 - 2,5 pasa Huxe U
coctasnsieT 1 Ha 100 000 - 500 000 >xMBOPOXAEHHbBIX HOBOPOXAEHHLIX [5 - 7]. iccnegoBaHUs nNo N3y4eHuto 4acToTbl
BcTpedaemoctn AJIKIT B Poccum npoBogunuce B r. MockBa. [aHHbln nokasaTenb coctasun npumepHo 1:70 000
HOBOPOXAEHHbIX [8].

1.4 Oco6GeHHOCTM KOAUPOBaHUA 3aboneBaHUs NN COCTOAHMUA (rpynnbl 3a6oneBaHUM UNM COCTOSAAHUN)
no MexayHapoaHoOW cTaTUCTUYeCKOW kKnaccudmkaumm 6onesHeit u npoéneM, CBAI3aHHbIX CO 340POBbLEM

CornacHo MKB10, 3aboneBaHne oTHocuTcs K knaccy |V, 6onesHsM 3HOOKPUHHOWM CUCTEMbl, PacCTPONCTBY
NUTaHWa 1 HapyLleHuto odbmeHa BellecTs, E75.5 [Ipyrne HapylleHNst HAaKonfeHus NMnuaoBs.

1.5 Knaccudmkaumsa 3aboneBaHusi Unm cocTosHMA (rpynnbl 3aboneBaHnin UM COCTOAHUN)
BbigensioT ase ocHoBHble chopmbl AJIKIT (npunoxeHune A3):
- MHbaHTUNbHadA (bonesHb BonbmaHa) - ¢ MaHudecTaunen B nepebie 6 MECALEB XU3HM

- bonesHb HakonneHus adgupos xonectepuHa (BHOX), c aeboTom B Bo3pacTe cTapLue 6 mecsues (Hambonee
yacto B 2 - 5 ner) [3, 46].

Cnegyet otmeTuTb, 4To OJIKI1 - 3TO CREKTp KNMHMYECKUX (PEHOTUNOB C Pa3HbiM XapakTepoM TEeYeHUs 1
nporHo3om 6onesHu [3].

1.6 KnuHnyeckas kapTuHa 3aboneBaHMA UM COCTOSIHUA (rPynnbl 3aboneBaHM U COCTOSIHUN)

OJIKI npeactaBnsieT cobon pasnunyHble eHOTUMbI OT BbICTPO NPOrPeCcCcUpyoLLLEN NeTanbHON MITageH4YeCcKom
(bOpMI:I N TAXenblX OEeTCKUX BapMaHTOB C Cepbe3HbIMU OCIIOXHEHUAMW, Hanpumep, UMpPpo3oM U nevYeHo4YHON
HeJOCTaTOYHOCTbI0O B MOAPOCTKOBOM BO3pacTe, A0 CYOKMMHMYECKUX, MSArkMX hopM, MPOSsIBRSOWMXCA B Gonee
cTaplem Bo3spacTe [3].
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1.6.1 KnuHunyeckasn kaptuHa npu uHdaHtunbHon dopme AJIKI (6onesznn BonbmaHa)

UHdanTuneHas dopma AJIKI1 (6onesHe BonbmaHa, BB) - pegkoe 6bicTpo nporpeccupytoLiee 3abonesaHue,
npoAaBndatoLieecd C nepBbiX MeCALEB XXU3HWU, NpuBoadLllee K pa3sBuTUO ne4yeHo4Hom HeaOCTaTO4YHOCTU N neTarnbHOMY
ncxogy B Bospacte go 1 roga [9].

Haunbonee xapakTepHbiMn npusHakamu BB s1BNAOTCA racTpoMHTECTUHaNbHbIE MPOSBIIEHWS, BKIOYaoLwme
pBOTY, Anapeto n/unu creatopeto. YacTo BbISBMSETCS yBenMyeHne obbema XMBOTa 3a CYET B3OYTUS KULLEYHUKA,
renatoMmeranum n/vwnn renatocnieHoMeranum, a Takke noTeps Beca C pasBUMTUMEM TUMNOTPOUUN U, B TSKEMbIX
cnydvasx, kaxekcun. Takke xapakTepHbl 3adepXka pocTa u dusmyeckoro passutus. Kpome Toro, and atmx
NaumMeHTOB XapaKTepHa MHTepMUTTUPYKOLAas nuxopajka, BANOCTb, acTeHusa u runeppednekcuns [2, 9, 10]. Y
naumMeHTOB pa3BUBaeTCHa aHeMus U TpomboLuToneHus.

OcobeHHoCTbI0 BB siBnsieTca yBenuyeHne un kanbLmdukauns HaanoyeyHUKoB, BCTpeYatoLascs npumMepHo B
50% cnydaeB [2]. 1o gaHHbIM BM3yanu3uMpyloLWMX METOAOB, YBENMYEHHbIE HAAMOYEYHUKM COXPaHSHT CBOH
NoNynyHHY Ny NMpamugansHyto hopMy, MO BCEN NapeHXUMe UX ONpeaenstTCcs TOYEeYHbIe oYarm kanbumdukauum
[11]. OTcyTCcTBME KanbunmKaToB HAOMOYEYHUKOB HE UCKMOYAET AnarHoas.

Ons nauweHtoB c BB xapaktepHa HeBponormyeckas cumntoMaTuka, OBycrnoBneHHas neyYeHOYHON
3HUedanonaTuen.

Mpv BB BO3HWMKaeT cMHAPOM ManbabcopOuUuM, CBSI3AaHHBIN C HEOOCTATKOM >XUPHbIX KUCIIOT, NOBPEXAEHNEM
CNM3nNCTON OBOMOYKM KULLEYHMKA WU MPOSIBRSIOWMIACS PasHON CTEMEHbH BbIPAXEHHOCTWM AMApeM, CTeaTopew,
cvHApOMa M3bbIToYHOro HakTepuanbHOro pocta u meteopusma [3, 9J.

MaKpOCKOMMYECcKM MneYeHb 3HAYMTENbHO YBENWYeHa, XXeNToro LBeTa C XXWUPHOW MOBEPXHOCTbIO cpesa.
lenatounTbl M KneTkn Kyndepa Bo Bcex 30Hax [OOMbKA codepxXaT NUNuUAHbIE BaKyomnu, YTO MWKPOCKOMMYECKU
COOTBETCTBYET MeSKOKanenbHOM XXUpoBoi AncTpodun. B 3aMopokeHHbIX 06pasuax npy okpacke cyaaHOM YepHbIM
0oGHapYX1BAIOTCA NUNMAHbLIE BaKyoslW, KOTOPbIE MPU OLEHKE B MOMSPU3OBAaHHOM CBETE MMEIOT BUA KpaCcHOBATbIX
KpucTannos. MopTanbHbIi 1 NepunopTarnbHbIi PUGPO3 YacTo NPOrpeccupyeT B MUKPOHOAYNAPHLIA LMPPO3 NeYeHu.

Mpu ynNbTPacTPyKTYpPHOM MWCCMELOBaHMU B NM30COMaxX BbISABMASIOT HAKOMMEHUA CybCTpaToB, WMMEKLIMX
rnobynsipHbIA N KPUCTANMNYECKUIA BUA.

[Ona ToyHOM MOpPGONOrM4eckorn AMAarHOCTMKM B HacTosllee Bpemsi paspaboTraHa MMMYHOrMcToxuvyeckas
naHenb aHtuten. ObHapyxeHue katencuHa D n akcnpeccusi MeMOpaHHbIX NTIM30COMarbHbBIX MapKepoB, TakMX Kak
N30COMarbHO-acCoLMMpPOBaHHble MembpaHHble 6enkn 1 n 2 (LAMP 1 1 2) 1 nu3ocomanbHbIl UHTErpasbHbIi
MembpaHHbI 6enok 2 (LIMP 2) Bokpyr nunvuaHbIX Bakyonen, NOATBEPXKAAET BHYTPUIM30COMarnbHOE HakomnneHme
nunuagoB. Kpome TOro, kK rmCToNorm4eckum oCobeHHOCTAM OTHOCAT TaKkKe HakonfeHue ueponga B Makpodarax [3,
10].

OnucaHbl cnydam BB ¢ MaHudecTtaumenn Bo BHYTPUYTPOOGHOM nepuope B BMAE HEKpo3a HaAnOYeYHWKOB,
nonurnapoamMmHNoOHa, HakornneHus aupoB xonecteprHa (3X) B opraHax 1 TKaHAX U MUKPOBE3UKYNSAPHOro cteaTosa
neyeHn [12]. BB moxeT ObITb Mpu4MHOW BHYTpUYyTpobHOM rmbenn nnoga. lMpu ayTtoncmm Ha 17-n Hepene
6epeMeHHOCT NMPOAEMOHCTPMPOBAHO HAKOMfIEHME NUNMAOB B renarouutax u cuHUMTMoTpodobnacrax, a Takke
HEeKpo3 B HaAMNo4Ye4yHMKOBOW xenese nnoga [9].

Y nauueHtoB ¢ BB onpepgendeTca renatoMmeranna wunun renartocniieHomeranua, 6bICTpO pa3BmBaeTCca
ne4yeHo4YHaa HeOOCTAaTOYHOCTb C MCXOOOM B LUPPO3 MeYeHU. B ©uoxmmundeckom aHanmuse KpOBU - BblpaXXeHHoe
noBbilLlEeHNe YPOBHA TpaHCaMMUHA3, 3HaYUTEsIbHOE YyBeEeJlM4YeHune 6|/|n|/|py6V|Ha, CMHOPOM XoJecTtasa. Yacto
BCTpe4arLwnmca na6opaTopr|M NPU3HaKoOM Mnpu BB gaBndetca noBbilleHUe ypOBHeIZ nakrtatgerngporeHasbl 1
CbIBOPOTO4YHOIO (*)eppMTMHa Hapaay Cco CHMXXeHnem remornobuHa, a Takke NPU3HaKM rmnokoarynaumun.

1.6.2 KnuHnyeckas KapTuHa npu 60os5e3Hn HakonneHusa ampoB xonectepuHa (BHIX)

3aboneBaHune gebroTupyeT B Bo3pacte cTapwe 6 mecsaueB. BHOX xapakrtepusyetcss 6onee menneHHbIM
nporpeccupoBaHnemM U, Kak MpaBumo, OTCYTCTBMEM HeBpororndyeckon cumntomatukn. [OJIKIT  asnsetca
MYNbTUCUCTEMHBIM 3aboneBaHVeEM, CUMMTOMbI MOryT ObiTb OOYCMNOBIEHbI MOpaXeHMEM pPasfINYHbIX OpPraHoB.
OCHOBHbIMX OpraHamMu-MULLEHSAMU SIBNSAIOTCA NedveHb, ceneseHka, XKKT, nouku, cocyaobl. MeanaHa nosBneHus
nepBbIX KNMMHWYECKUX CUMNTOMOB 3aboneBaHusi cocTaensieT 5 neT, HO BO3MOXHa MaHudecTaunsi 1 BO B3pOCIOM
Bo3pacTe [13].



3aboneBaHne nposiBNsieTcs renatomeranuen (Gonblue 3a cYeT NpaBoON OONU MedYeHu), CBA3aHHOW C
HakonneHnem 3OX B renatounTax u knetkax Kyndepa, kotopas onpegensetcs y 99% naumeHToB [2], CMHOPOMOM
uutonuaa, aucnunugemunen. o mepe nporpeccupoBaHus 3aboneBaHunsa opmmupyeTcst hndpos 1 LMppo3 NEYEHN C
pas3BMTUEM NEYEHOYHON HELOCTAaTOYHOCTMU.

YBenuyeHve ceneseHkn obycrnoBneHo oTnoxeHunem OX B Makpodarax U nporpeccupoBaHMEM LUppo3a
neyeHn ¢ ¢OpMMpPOBAHNEM TMOPTaNbHOM T[UNEPTEH3NKN, YTO COMPOBOXOAETCA HapacTaHMeM MpU3HaKoB
rmnepcnneHmaMa (aHemusi, nerkoneHus, TpombouunToneHus). CnneHomeranua onpegensietcs y 74% nauneHTos [2,
13].

Advcnunuaemunsi NposiBNAETCS NOBLILIEHWEM B CbIBOPOTKE KPOBU YPOBHA OOLLErO XONecTepmHa, XonectepyHa
NUNONPOTENHOB HU3KOW MNMOTHOCTU W TPUINULEPWUOOB NpPU HOPManbHOM WU HU3KOM YPOBHE XOrecTepuHa
NUNONPOTENHOB BbICOKOW MMAOTHOCTU (rmnepnunonpoteMHemus llb Tuna), 4TO MOXeT NPMBOAUTL K YCKOPEHHOMY
pa3BuTUIO atepockreposa [1 - 4]. [mnepxonectepuHemus onpegensietca y 81% nauueHtoB ¢ BHOX, yBennuenne
KoHLeHTpauuun xonectepuHa JIMHM - y Bcex nauneHToB. Jaxe npu Tepanuv runonunuaeMmnyeckumm cpeacrsamm
rMnepxonecTepuHeMnst COXpaHsieTcs y YeTBepTH, a BbICOKMIM ypoBeHb JIMHI - y nonoBuHbl 60nbHbIX. [Mpy aHanuae
anonunonpoTeMHorpaMmMbl  y  OOMbLUMHCTBA  MaUMEHTOB  BbISIBMSIOT  MOBbILEHWE  YPOBHS  OCHOBHOIO
anonunonpotenHa JIMHIM - anoB [2].

CuHgpom uutonusa - ysenmyenue yposHa ACT n AMNT - HabnogaeTca NpakTMYeckM y BCeX NauMeHToB U 4acTo
CMYXWUT OOHMM U3 NepBbIX NPOsiBNeHU 3aboneBaHuns. AKTUBHOCTb 3TUX (DEPMEHTOB B KPOBW BapbUPYET B LLMPOKOM
AvanasoHe (0T 2 - 5 HoOpM J0 npeBbIWeHNs AaHHbIX nokasaTtenen B 10 - 20 pas) [2].

M3-3a BOBNeYEHNs1 B NaTOMNOrMYECKUA NPOLLECC KMLLIEYHUKA Y YacTu 6OnbHbIX MOXET HabngaTbcs CUHAPOM
mManbabcopbuny (HeZOCTaTOYHOCTb NMUTaHUA, Anapesi, cTeaTopesi, HapylleHWe BCaCbIBaHWUSI XMPOPACTBOPUMbIX
HYTPUEHTOB).

Mpun nporpeccupoBaHun 6GonesHn passuBaeTcd GUOPO3 U UMPPO3  NEYeHW, MNpPOABASIOLMIACS
renaTtocnneHoMeranmen, XenTyxon, acuMToMm, BapuKO3HbIM paclmpeHuem BeH nuwesoga [2, 10]. Wmetotca
cBefeHUs 0 2 crny4dasix pasBuUTUS renaToLenionsapHoOn KapumMHoMbl Ha hoHe BH3AX [14].

Kanbunduvkaunsa Hagnode4yHUKoB, onmcaHa nuwb Yy 5% naumeHtoB ¢ BHAOX [2, 13]. Beneacteme paHHero
pas3BMTUSA aTepocknepoda vyacto HabnaatTtea MBC, aHeBpuama aoptel 1 OHMK B monogom Bospacre.

MpyM HanuuuMm y naumeHTa MNPU3HAKOB cTeaTo3a MNevYeHu, OTpuUaTeNnbHOM arnkororibHOM aHamHese W
OTCYTCTBUM CTUIM XPOHWYECKOMW arikoroflbHOW WHTOKCUKauunM (yBENMYEHME OKOSOYLUHBIX JKEre3, KOHTpaKTypa
OiontontpeHa v gp.) Heobxogumo npoBoauTb AuddepeHumnaneHyto amarHoctuky HAXKBIT w OJIKIT (BH3X).
CoyeTaHue cuHgpoMa LuMToNu3a, cteatosa neveHu, agucnunugemun tuna llb, cnneHomeranum y geten n monogpix
nnL, ¢ HopMarbHOM Maccomn Tena MoXeT ykasblBaTb Ha Hanuyne BHOX.

Takum obpasom, BH3OX cnefnyet 3anogo3puTb y MONoblx NALMEHTOB C renatoMeranven, ysenumdeHunem AJlT,
ACT B CbIBOPOTKE KPOBW, Y KOTOPbIX TakkKe MOXET MMETb MECTO MOBbILIEHNE YPOBHS OOLLEro xorectepuHa u
XonecTepmHa nMnonpoTeMaoB HU3KOW MAOTHOCTM BMECTE C HEDOMbLUMM UMM YMEPEHHBIM CHUXKEHWEM YPOBHS
XonecTepuHa nUMNonpoTenaoB BbICOKOW NNOTHOCTU v runepTpurnuuepugemuen. (Mpunoxexne A3) [2, 13].

1.6.3 3aboneBaHus co cxoaHon ¢ AJIKIT knuHM4yeckom KapTUHOM

OnddepeHumansHaa guarHoctuka AJIKIT npoBogutcs ¢ ApyrMMy NM30COMHBIMY OOME3HSIMU HaKOMMEeHUs -
b6onesHbo HumanHa-MNuka Tvn A, B, C, 6onesHblo [owe, raHrmvo3ngosamu, a Takke HapylweHusMmu obmeHa
FMWKOTEHa,  KMPHbIX  KWACMOT,  JKEeNn4yHblX  KUCcroT, 6onesHblo  BunbcoHa-KoHoBanoBa,  cemeriHon
rMnepxonecTepuHeMuen, HearnkoronbHON XnpoBor 6onesHbto nevenn [1, 13]. MauuweHTsl ¢ OJIKIT moryT gnutensHo
HabngaTbCs C TaKMMM QUarHo3amu, Kak KpUNTOreHHbIN LMppo3 NevYeHn, renatuT HesacHom aTnonoruum. [1, 2, 13]

2. inarHocTMKa 3aboneBaHUs UM COCTOSAHMA (rpynnbl 3aboneBaHUN UMM COCTOSIHUMA) MeAULIMHCKNe
nokasaHusi U NPOTUBONOKa3aHUsA K MPUMEHEHUI0 MeTOAOB ANarHOCTUKM

Ob6paluaem BHUMaHMWe, 4YTO, cornacHo TpeboBaHMAM K pa3paboTke KMMHUYECKUX pEKOMEeHOAUMN, K KaXOoMy
Te3ncy-pekoMeHaauum HeobxoauMo ykasblBaTb CUIY pekoMeHAauMn U gokasaTenbHylo 6a3y B COOTBETCTBMM CO
LUKanamu OLEHKM YPOBHSI 4OCTOBEPHOCTM AokasaTtenbcTB (YAO) n ypoBHa ybeantensHocTu pekomengaummn (YYP).
Ons mHormx Te3aucoB YYP u YOO OyaeT HU3KUM MO NPUYUHE OTCYTCTBMS MOCBALEHHBLIX UM  KIMHUYECKUX



nccnegoBaHuii BbICOKOTO Au3aiiHa. HeBanpas Ha 3To, OHUM ABNSATCA He0OXOAUMbIMU anemeHTaMu obcrnenoBaHus
nauueHTa ans yCTaHOBMNEHUS AMarHosa v Bblbopa TaKTUKK NeYeHus.

KpVITepVIVI yCTaHOBJI€HNA gnarHo3a  COCTOAHUA.

OnpepeneHune aktnsHocTu JIKJT B cyxmx naTHax KpoBM siBNsSieTcs "30M0TbiM CTaH4APTOM" AUArHOCTUKM 3TOrO
3aboneBaHus. BeiaBneHne cHmxeHHoln aktmeHocTu JIKJT no3sonseT noaTBepAnTb AMarHos.

OvarHo3 OJIKN yctaHaBnMBaeTCcs Ha OCHOBaHWMM COBOKYMHOCTU aHAMHECTUYECKUX U KIIMHUYECKUX OaHHBbIX,
pe3ynbTaToB NabopaTopHbIX, MHCTPYMEHTAamNbHbIX, MOPEONOrMYeCKMX METOA0B UCCNEN0BaHWUN.

2.1 XKano6bl n aHaMHe3

Mpn cbope aHamHe3za wn xanob HeobxoaMmo o6paTUTb BHMMaHWE Ha cregylolne xanobbl wu
aHaMHecTu4eckune cobbITus:

- OTSrOLWEHHbIA CEeMEeWHbIN aHaMHe3 (CXOAHble CUMMTOMbI Yy poAdHbIX 6GpaTbeB M cecTep npobGaHaa,
6rnm3kopoaCcTBEHHbIN Bpak);

- Cny4aun BHE3arnHowm AeTCKOW CMepTU B CEMbE;

- 3a/ilepxKa PuU3nN4ecKoro pasBuTus;

- cnabocCTb, NOBbILWEHHAs YTOMIIAEMOCTb;

- renatomMeranus unu renatocnieHoMeranus;

- Avapesi, 6onu B XMBOTe, cTeaTopes (Mpy BOBNEYEHHOCTN B NaTOMNOMMYECKUA NPOLECC KULLEYHMKA);
- HOCOBblE KPOBOTEYEHUS;

- XEeNnTYLHOCTb KOXHbIX NOKPOBOB;

- acuur;

- BApMKO3HOE paclLUMpeHne BeH nuilesoaa (Mpu passmMTuM LMppo3a NeyveHn).

>Kanobbl 1 aHaMHe3 Takke onncaHbl B pasgene "KnnHu4eckas kaptuHa'.

2.2 dusukanbHoe obcregoBaHue

2.2.1 ®usukanbHoe ob6cnenoBaHue npu nHdaHTUNbLHOM chopme AJIKI1 (6one3Hn BonbmaHa)
Mpu ocmoTpe Heob6xoaMMo 0bpaTUTL BHUMaHWE Ha CrieayoLne OCHOBHbBIE KITMHUYECKUE MPOSBIEHNS:
- YBENMYEHNE Pa3MEPOB NEYEHU;

- YBENNYEHNE pa3MepPOB CENE3EHKN;

- YBENUYEHNE Pa3MepPOB XNBOTA;

- CMHOpoM Manbabcopbumu;

- rMnoTpodoms, BNOTb 0 rpy0Oor 3aaepkn (on3nyYecKkoro pa3BuTus;

- NporpeccupyoLLlas 3agepxka NCUXoMOTOPHOIrO pasBuUTUS, rmneppedriekcus;

- XKENTYLWHOCTb KOXHbIX MOKPOBOB;

- MPU3HaKn ne4YeHo4YHOM HEAOCTAaTOUYHOCTM.



2.2.2 ®dusukanbHoe obcnepgoBaHue npu 6one3Hu HakonneHus 3cdupoB xonecrtepuHa (BH3X), c
ne6loTOM B Bo3pacTe cTaplue 6 mecsues

Mpu ocmoTpe Heo6X0AMMO 0BpPaTUTL BHUMaHWE Ha CriegyroLme KIMHUYEeCKUe NposiBNEHNs:
- YBENMYEHNE Pa3MeEPOB NEYEHU;
- YBENMUYEHNE Pa3MeEPOB CENE3EHKMU.

MoppobHo faHHble hmankansHOro obcrnenoBaHns onucaHbl B pasaene "knmHu4eckas KkaptuHa'.

2.3 llabopaTopHble guarHocTu4Yeckme uccrnenoBaHus

2.3.1 NNabopaTopHbIe AMarHocTU4YecKue uccnengoBaHus npu uHdaHTunsHon dopme AJIKI (6onesHum
BonbmaHa)

- PekomeHayeTcsa BceM naumeHTam ¢ nogo3peHneM Ha uHdaHTunbHyto dpopmy OJKI (6onesHb Bonbmara)
ans sepudukaumm anarHo3a onpegeneHne akTMBHOCTU NIM30COMHOM KUCMOW Nnasbl B NATHAX BbICYLLEHHON KPOBU
nnu nemkoumTax nepudepudeckon kposu. [17, 18].

YpoBeHb ybeauTenbHOCTM pekoMeHaaumm B (ypoBeHb 4OCTOBEPHOCTU AOKa3aTeNnbCTB - 3).

KommeHTapun: Onpegenenve aktmBHocTu JIKIT B Cyxux nATHAX KPOBM MNO3BONSAET MOATBEPAUTb UIK
onpoBeprHytb avarHod AJIKIT n aenaetcsa "3onoTeiM cTaHg4apToOM" OMArHOCTUKKM 3TOro 3aboneBaHus. [NMpaBuna
3abopa KpoBW Ha KapTouKy-unbTp npuBeaeHsl B MNpunoxexHmn A3.

- PekomeHpyeTcsa naumeHTaM, y KOTOPbIX BbISBIEHO pe3koe cHkeHue aktuBHocTu JIKI1 B kpoBm npoBeaeHne
MOJEKYNSAPHO-rEHETUYECKOro UCCefoBaHmMs (BbisBNeHne MyTauun B reHe LIPA) ¢ uenbio noaTBepxaeHnst anarHosa
Ha MONEKYNSIPHO-TEHETUYECKOM YPOBHE, BO3MOXHOCTU MNPOBEAEHUSI MpeHaTanbHOM W MNpeuMniaHTaLMOHHOWN
OWarHocTukM B cembe [3, 15].

YpoBeHb yoeantenbHoCTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KommeHTapuu: bBonbmnHcTeo naumenToB ¢ OJ1KIT saBnaTCa romo3MrotaMmm unm KomnayHg-reteposmrotramm
no mMytaumsm B kogupytowlen obnactm reHa LIPA. BmecTte ¢ Tem, onncaHbl MHTPOHHbIE MYTaUMK U NPOTSKEHHbIE
NnepecTporiku reHa, He BbiiBrisieMble Npy NpoBeeHUN CTaH4ApPTHOro reHeTUYeCcKoro nccnefoBaHund. NaToreHHocTb
BbISIBMEHHbIX PEAKUX U HOBbIX MyTaLuMi TpebyeT 4ONONHUTENbHbIX J0Ka3aTenbCTB. [10CKONbKY B HAcTOsLLEE BPEMS
reHo-heHOTUNMYecKas Koppensauns ycTaHOBIEeHa TOMNbKO Ha ypoBHe knnHudeckon dopmbl AJIKIT (BB, nuéo BH3X),
HO He NPOCreXMBaeTCa ANa OTAENbHbIX PEHOTUNUYECKNX NPU3HAKOB, MOMEKYNSIPHO-FTEHETUYECKOE NCCNeAOoBaHNe
npuMeHsieTca AN NOATBePXAeHUs, a He ycTaHoBreHus guardosa AJ1KJ1. BeiasrneHne cemenHon mytaunmm reHa LIPA
Jenaet BO3MOXHbIM 00cnegoBaHMe poOACTBEHHMKOB MpobaHaa, a Takke MpoBedeHMe MpeHaTanbHOW WU
nNpevMniaHTaLMOHHON OUArHOCTUKM.

- PekomeHayeTca BceM naumMeHTam ¢ nodo3peHneM Ha MHgaHTuneHyto dopmy OJIKIT (6onesHb BonbmaHa)
npoBedeHne o6Lero (KMMHWYECKOro) aHanm3a KPOBW pPasBEpHYTOro Afs BbISBNEHUS aHeMuu, NenKorneHuw,
TpombouwnToneHuwm [9, 13, 15].

YpoBeHb yoeanTenbHOCTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KommeHTapum: B pamkax obLiero (KnMHMYecKoro) aHannsa KpoBm pasBepHyToro HeobxoamMmo: nccrieqoBaHve
YypOBHS 0obLiero reMornobuHa, apuTpoLMTOB, NTENKOLMTOB, TPOMOOLUTOB B KPOBU, AnddpepeHUpoBaHHbIA NOACYET
nevikoumMToB (newkoumtapHas dopmMyna), NPOCMOTP Maska KpOBM QAN aHanu3a aHomanui mMopdonorum
SpUTPOLINTOB, TPOMOBOLIMTOB M NEVKoLUMTOB, OnpeaeneHve LBETOBOro rokasaTens, onpeaefieHne pasmepos
3pUTPOLIUTOB, UCCeaoBaHUE CKOPOCTU OcefaHust apuTpoumnToB. [aToreHeTnyeckne mexaHmambl (OOPMUPOBAHUSA
aHeMun 1 TPOMOOLUTONEHNM HE A0 KOHUa M3ydeHbl. OOHMM U3 BO3MOXHbLIX MEXaHU3MOB SBMSIETCH HakonmeHue
3(pmpoB xornecTepuHa n TpUrnMUepuaoB B KneTkax MakpodaranbHO-MOHOUMUTapHOW cuctemMsl. Kpome Toro, aHemus
MOXET HOCUTb anMMeEHTapHbIN AeMUUUTHBLIA XapakTep, Tak U SaBNATbCA CneacTBMEM TUMepcnieHM3ma npu
hopMUpOBaHUM MopTanbHOW runepteHaun. CneAacTBMEM rvnepcnneHn3Ma SBNsSeTcsl Takke TPoMOOoUWUTOMEHus.
OnwucaHbl cnyyam BTOPUYHOro remodparoumtapHoro nMmMgorucTmoumTosa.



YuntbiBag KpanHow peakoctb BB, paHHWA cTapT, NO3OHIOW AMArHOCTUKY W OBbIMHO TsKenoe TeyeHue
OOCTOBEPHbIX AaHHBIX O HEOOXOAMMOWN YacToTe NMPOBEAEHUST UCCrenoBaHusa HeT. YacToTa uccnegoBaHms obuyero
(KnMMHMYeCKoro) aHanmnaa KpoBu pa3BepHYTOro ANKTYETCSl COCTOSIHUEM NauMueHTa.

- PexomeHOoBaHO npoBefeHWe aHanmsa KpoBW GUoXMMMYecKkoro obluieTepaneBTUYECKoro (MccrefoBaHue
YPOBHS XONecTepuHa, XonectepuHa NMnonpoTEMHOB BbICOKOW MIIOTHOCTU, XONecTepuHa fUNonpoTEUHOB HWU3KOW
NNOTHOCTW, TpurnuuepuaoB, obuwero 6enka, anbbymuHa, obuwiero 6unupybuHa, OunupybuHa CBSA3aHHOrO
(KOHBIOTMPOBaAHHOrO),  GunMpydmHa  cBOOOAHOrO  (HEKOHBIOTMPOBAHHOIO),  OMNpedeSsieHne  akTMBHOCTMU
acnapTaTaMmuMHoTpaHcdepasbl, anaHMHaMUMHOTpaHcepasbl, raMmma-riaTammnTpaHcdepasbl) Npy ANarHoCTUKE U B
npoLecce aucnaHcepHoro HabnogeHns BceM naumeHtam ¢ BB ana onpeaeneHns gyHKUMOHANBbHOMO COCTOSHUS
neyveHu, KoTopasi ABMSIETCA OOHUM U3 OpraHoB-MULIEHEN Npu BB, 1 BbiSBNeHus gucnunuaemmn B kposu [15, 16].

YpoBeHb y6eamTensHocT pekoMmeHaauun C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 5)

KommeHTapuu: ansa naumeHToB ¢ BB xapakTepHO 3HauuTenbHOE NOBbILLIEHNE aKTUBHOCTU TpaHcaMmuHas (AJTT,
ACT), runepxonectepyHemus, rMnepobunupybmHemMmnsl, BO3MOXHA TUNEPTPUINULEPUOEMMUS;  YBENUYEHME
KOHUeHTpaumm JIMHI, y MHOrMX nauueHToB CHWxeHO KkKonmdectso JIMBIM B  kpoBu. [lpu aHanuse
anonunonpoTeMHorpaMmMbl  y  OOMbLUMHCTBA  MaUMEHTOB  BbISIBMASIOT  MOBbILWEHWE  YPOBHS  OCHOBHOIO
anonunonpoTewnHa JIMHI - anonunonpoTteuHa B.

YuntbiBas KparHIOK pegKkocTb BCTpevaemocTy BB, paHHui 4ebtoT, MO34HI0K ANarHoCTUKY M TShKenoe TedeHne
6one3Hn 4OCTOBEPHbIX AaHHbIX O HEOOXOAMMON YacToTe NPOBEAEHNS UCCneaoBaHus HeT. YacTtoTa nccnegoBaHus
aHanusa KpoBu Guoxmmmyeckoro obLieTepaneBTUYECKOro AUKTYETCA COCTOsiHMeM naumeHTa. lMpu gmarHoctuke
NpoBOAUTCA OMpefdeneHne axkTMBHOCTM anaHWHaMuHoTpaHcdepasbl, acrnaptaTaMuMHOTpaHcdepasbl, ramma-
rmoTaMmunTpaHcdepasbl B KPOBW, WCCnedoBaHWe YpoBHA obuwero OunupybuHa, 6GunupybuHa cBA3aHHOrO
(KOHBIOrMPOBAHHOMO),  XONecTepuHa, XOnecTepuHa  NUMOMPOTEMHOB  HWU3KOW  MMAOTHOCTW,  XONnecTepuHa
NMNONPOTENHOB BbICOKOW MAOTHOCTW, TPUIMMLUEPUAOB B KPOBWU. B AMHamuke npoBoasT onpegeneHve akTMBHOCTU
anaHnHaMuHoOTpaHcdepasbl,  acnapTaTtamuHoTpaHcdepasbl, ramma-rnoTamunTpaHcdepassl B KPOBM,
nccrnegoBaHne ypoBHs obwero 6unupybuHa, GunupybrvHa CBSI3aHHOrO (KOHBLIOTMPOBaHHOrO), XOMecTepuHa,
XornectepuHa NUNONPOTEUMHOB HM3KOMW MMAOTHOCTW, XONecTepyMHa nWMNONpPOTEVHOB  BbICOKOW  MNOTHOCTW,
TPUrNMUepnaoB B KPOBU (He meHee 1 pa3a B Mecsu).

- PexomeHgyetcs Bcem naumeHTam ¢ BB npu gmarHocTuke v pganee B AMHaMWKE UCCegoBaHue
koarynorpaMmmbl (OPMEHTUPOBOYHOIO MWCCMeaOoBaHUSA CUCTEMbl remocTtasa), onpeaefneHue npoTpPoMOMHOBOro
(TPOMBONNACcTUHOBOrO) BPEMEHW B KPOBM UK B Na3me, MeXAyHapoaHOro HopManua3osaHHoro otHowexuns (MHO),
aKTMBMPOBAHHOIO YacTU4YHOro TpombonnacTMHoBoro BpemMeHn (AYTB) ¢ uenbio CBOEBPEMEHHOrO BbISIBNEHMWS
HapyLleHun remocTasa. [10, 37, 45].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTenbCTB - 5)

KommeHTapuit: npu HeobxooMMOCTM Tak e OonpeaenstoT TPoMOWHOBOe Bpemsi B KPOBM, UcCrnedoBaHue
ypoBHs unbpurHoreHa B KpoBu. [laHHbIE NoKa3aTeny No3BOSSOT KOHTPONMPOBAaTb CUHTETUYECKYHO (DYHKLMIO NEYEHN,
BbIABNATbL CUHOPOM Ne4YeHOYHO-KIETOYHOMN HeaJOCTaTO4YHOCTU U CBOEBpPEeMEHHO npeaynpexaaTtb OCI0XHEeHUdA,
CBsI3aHHblE C HapylleHnem remocTtasa [49].

- PexomeHgoBaHo nauveHTam ¢ BB npoBogutb uccnegoBaHve ypoOBHS  obulero  kopTtu3ona,
a[lpEHOKOPTUKOTPOMHOIO rOpMOHa B KPOBU C UENbD CBOEBPEMEHHOW AMarHOCTUKM  Haanoye4HUKOBOM
HeQOCTaTOYHOCTU U Ha3HaYeHNsa 3amecTuTenbHon Tepanum [15, 35].

YpoBeHb y6eamTensHocT pekoMeHaaumun C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KOMMeHTapI/II/IZ npun BbiABNEHNN NPU3HAKOB HaANoOYe4YHUKOBOM HEeOOCTaTOYHOCTW MOKa3aHOo MccnegoBaHue
YPOBHA obuero KOpTM3ona, agpeHOKOPTUKOTPOMHOINo ropmMoHa, T[J1IOKO3bl B KpPOBW, onpeaeneHune peHl/IHOBOI7I
aKTUBHOCTU Niia3Mbl KPDOBU, UCCeoBaHNE YPOBHA HATPUA, Kanua B KPOBU.

2.3.2 IabopaTopHble pAuarHocTuyeckue wuccrnenoBaHuUsi npu Oone3Hn HakonneHusa 3IduUpoB
xonectepuHa (BH3X)

- PexomeHgyeTcst BCeM nauveHTam ¢ nopo3peHnem Ha BH3OX ans Bepudmkaumm guarHosa onpepeneHuve
aKTUBHOCTU NIM30COMHOW KUCIOKM nMnasbl B NSTHaX BbICYLLUEHHOW KPOBU UNu nenkouuTax nepudepuyeckon Kposm
[17, 18].



ypOBeHb y6e/:|,MTeanocm pekomeHgauum C (ypOBeHb OOCTOBEPHOCTU OOKAa3aTENbCTB - 3).

KommeHTapui: Onpegenenve aktmBHocTu JIKIT B cyxux nATHaAX KpoOBM MNO3BONAET MOATBEPOUTH MIK
onpoBeprHyTb avarHo3d AJIKIT un asnaetca "3onoTelM cTaHgapToM" AMAarHOCTUKWM dToro 3aboneBaHus. [NMpaBuna
3abopa KpoBU Ha KapTouKy-chunbTp npuseaeHsl B MpunoxeHun A3.

- PekomeHayeTcsa naumeHTaMm, y KOTOPbIX BbISIBNEHO CHMkeHue aktuHocTK JIKI1, npoBegeHue monekynsipHo-
reHeTM4ecKoro uccrnegoBaHus (BbisiBNeHMe MyTauun reHa LIPA) c uenbio NOATBEPXAEHWS OuMarHosa Ha
MOJEKYNSAPHO-TEHETUYECKOM YPOBHE, BO3MOXHOCTW MPOBEAEHUS MpeHaTanbHOW W MpenMnnaHTaunoHHON
OnarHocTukm B cembe [3, 15].

YpoBeHb ybeauTenbHoCTM pekomeHaaumm C (ypoBeHb AOCTOBEPHOCTM AOKa3aTenbCTs - 5).

KommeHTapun: bonbwmnHcTBo naumeHToB ¢ OJIKIT SBnsa0TCS romMo3Mrotamm unu KomnayHg-reteposmrotramm
no MyTauumsm B kogupytowen obnactu reHa LIPA, onncaHbl MHTPOHHbIE MYTaLMK U NPOTSKEHHbIE NepPeCcTPONKN reHa,
He BbISIBNIiEMblE NpX NPoOBeAEHNM CTaHQAPTHONO reHeTUYECKOro NccnenoBaHus. Takke NaToreHHOCTb BbIBNEHHbIX
pedkMx U HOBbIX MyTauun TpebyeT OONONHUTENbHLIX AOoKa3aTenbCTB. [1OCKONbKY B HacTosiliee BpeMsi FeHo-
deHoTUNMYecKas Koppensumsa yCcTaHoBMeHa TONbKO Ha ypoBHe knuHuyeckon cdopmbl AJIKI1 (BB, nub6o BH3OX), HO
He npocrnexuBaeTca ANs OTAEeNbHbIX (PEHOTUNUYECKUX MPU3HAKOB, MONEKYNSPHO-reHeTU4ecKoe nccneaoBaHue
NPUMEHSsIETCA AN NoaTBEPXAEHWS, a He ycTaHoBrneHus guarHosa OJ1KJ1. BeissneHune cemeriHon myTtauum reHa LIPA
Jenaet BO3MOXHbIM 00cnegoBaHMe poACTBEHHMKOB npobaHaa, a Takke MpoBedeHMe mnpeHaTanbHOW WU
npevMniaHTaLMOHHON ANarHOCTUKK.

- PexomeHnayeTtca nposefeHve obLiero (KMMHWYECKOro) aHanmsa KpoBW, pa3BepHYTOro BCeM nauueHTam C
nogospeHmem Ha BHOX n ganee B aMHamuke, B cpegHeMm, He pexe 1 pasa B 6 MecsueB C LieNbio BbISBNEHNS aHEMUN,
newnkonenun, TpomboumToneHun [9, 13, 15].

YpoBeHb ybeanTenbHoCcTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM AOKA3aTeNbCTB - 5).

KommeHTapumn: B pamkax obLiero (KnMHUYeCcKoro) aHanmnsa KpoBu pasBepHyToro Heobxoammo: uccrnegoBaHue
ypoBHS obLero remornobuHa, apuTpoLmnTOB, NENKOLMTOB, TPOMOBOLIMTOB B KPOBM, AN depeHUMpPOBaHHbIA NnogcyeT
nevikoumMToB (newvkoumtapHas dopmMyna), NPOCMOTP Maska KpoBM QAN aHanu3a aHomanui mMopdonorum
3pUTPOUNTOB, TPOMOOLMTOB M NENKOUMTOB, ONpedeneHue LBETOBOrO fokasaTtens, onpegeneHve pasmepos
3pUTPOLMTOB, UCCNEeAOBaHNE CKOPOCTU OCedaHus aputpoumnToB. NaTtoreHeTnyeckne mMexaHuambl (POpMUPOBaHMSA
aHemMun 1 TpoMBouuToneHnn He A0 KoHua M3ydeHbl. OOHUM U3 BO3MOXHbLIX MEXaHU3MOB SBMSETCH HakonneHue
3bnpoB xonecTeprHa U TPUrNULEPUAOB B KNeTkax MakpodaranbHO-MOHOLMTapHON cuctemsl. Kpome Toro, aHemus
MOXeT WMeTb Kak anvMeHTapHbli AedVUUTHBIA XapakTep, Tak W SBASATbCA CNeacTBMEM TMMAepCrieHv3ma.
TpomboumnToneHus sBnseTcs crneacTBMeM runepcnneHusma npy opMmMpoBaHUmM NOpTanbHOW rMNepPTEH3NK, Hapsaay
C 9TUM OnncaHbl Cryvyan BTOPUYHOro remodarouUtapHoro numdornctmoumTosa.

- PekoMeHOyeTca npoBedeHME aHanm3a KpoBM OMOXMMUYECKOro oOLieTepaneBTUYECKOro (MccnegoBaHve
YPOBHS XOnecTepuHa, XonectepyMHa NUNonpoOTEUHOB BbICOKOM MIOTHOCTM, XONECTEPUHA NUMONPOTENHOB HU3KON
NNOTHOCTW, Tpurnuuepuaos, obuwero 6enka, anbbymuHa, obuwero OunupybuHa, OunmpybuHa CBsI3aHHOrMO
(KOHBIOTMPOBAHHOrO), GunupybnHa  ¢cBODOAHOrO  (HEKOHBIOTMPOBAHHOIO), onpegeneHne  akTUBHOCTU
acnaptaTamuHoTpaHcdepasbl, anaHnHaMnHoTpaHcdepasbl, raMMma-rinlTaMmunTpaHcdepassl) Npy gUarHOCTUKE U B
npouecce gucnaHcepHoro HabnwaeHusl, B cpedHeM, Kaxable 3 - 6 MecsueB Bcem naumeHTam ¢ BH3X ans
onpefeneHus OyHKLMOHANbHOrO COCTOSIHUSA NeYeHn, KoTopas SBnseTcs ogHUM 13 opraHoB-muLieHen npu OJKJT, n
onpeaeneHusa gucnunuaemmm B kposu [15, 16, 38].

YpoBeHb y6eamTensHocT pekoMeHaaumun C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KommeHTapuu: y 6onbumHcTBa naumeHToB ¢ BHIX BbISBNAOT NOBbILLEHNE akTUBHOCTW TpaHcamuHas (AJT,
ACT), runepxonectepmHeMunto, runepTpurimuepuaemMuio; ysenuderHme koHueHTtpauum JIMHM, y MHormx nauueHToB
cHuxeHo konuyectso JIMNBI1 B kpoBu. NMpn aHanuse anonMnonpoTeMHOrpamMmbl BbISIBASIOT MOBbILLEHNE YPOBHSA
OCHoBHoOro anonunonpoTeunHa JIMNHIM - anonunonpoTteunHa B.

- PekomeHayeTcs uccnegoBaHue YpOBHA MOYEBUHBLI, KpeaTMHMHA B CbIBOPOTKE KPOBU C onpeaeneHnem
CKOPOCTU Knybo4dkoBoW unbTpaumm BceM naumeHTam ¢ BH3X npu pguarHocTuke 3aboneBaHust 1M npwu
OVHaMU4eckoMm HabnopeHun, B cpedHeM Kaxable 6 - 12 MecsiueB C LEenbito KOHTpPONs (YHKUMM MOYEK U
CBOEBPEMEHHOM AMarHoCTUKN ee HapyLleHus [38].

YpoBeHb y6eanTensHocT pekoMmeHaaumun C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)



- PekomeHayeTcsa Bcem naumeHTam ¢ BHIOX npu gnarHoctuke v ganee B oUHaMuKe, eXXerogHo, uccrnegoBaHue
KoaryrnorpaMmmbl (OPMEHTUPOBOYHOTO MWCCMEAOoBaHUSA CUCTEMbl remocTtasa), onpeaeneHne npoTpoMOMHOBOro
(TPOMBONNacTUHOBOrO) BPEMEHW B KPOBM UK B Na3me, MeXayHapoaHOro HopManna3osaHHoro otHowexmns (MHO),
aKTUBMPOBAHHOIO YacTUYHOro TpombonnacTuHoBoro BpemeHn (AYTB) ¢ uenblo CBOEBPEMEHHOIO BbISBIEHUS
HapylweHun remocTasa [10, 38, 49].

YpoBeHb ybeantenbHoCcTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM AOKa3aTENbLCTB - 5)

KomMeHTapumn: npy HeobxogMMOCTW Tak ke onpenensioT TpomObuHOBOE Bpems B KPOBM, McCCriedoBaHue
ypoBHsA hnbpurHoreHa B Kposu. [laHHbIE NoKa3aTeny No3BOSSAOT KOHTPONMPOBATb CUHTETUYECKYHO (DYHKLMIO NEYEHN,
BbISABNATb CUHAPOM MNEYEHOYHO-KNETOYHON HEeOoCTaTOMHOCTM U CBOEBPEMEHHO MpedynpexaaTb OCNOXHEHUS,
CBsI3aHHble C HapyleHnem remocTtasa [49].

24 MHCprMeHTaHbeIe AnarHoctTu4yeckKkue nccrnegoBaHuA

2.41 WHcTpyMeHTanbHble AWArHOCTUYECKUe wuccriegoBaHMA npu uHdaHTUNbLHOM copme OJIKI
(6one3Hn BonbmaHa)

- PexomeHnayeTcsa BceM nauneHTaMm ¢ nogo3perHvem Ha BB v nocne nabopatopHoro noaTBepXKaeHUst auarHosa
npoBefeHne ynbTpasBykoBoro uccriegoanus (Y3WM) GprolHOM NonocTu (ynbTpasBykOBOE UCCreAOBaHUE OpraHoB
OptoLLIHOM MONOCTM (KOMMJIEKCHOE)) U 3abploWMHHOrO MpocTpaHcTBa (B T.4., YNbTpa3BYKOBOE WCCreaoBaHue
HaamnoyeyHMKOB), a Takke AYMNSIeKCHOe CKaHMpPOBaHWE COCYOOB MeYeHu (AynnekcHoe CKaHMpoBaHWe COCYAoB
renatoOMnMapHoOM 30HbI), OYMNNEKCHOE CKaHMPOBaHME COCYLOB Cere3eHKM C Lenblo KOHTPOSsi COCTOSIHUS
BHYTPEHHUX OpraHos [2, 9, 13, 15].

YpoBeHb yoeantenbHoCTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KommeHTapun: Y3W GptolHOM NONoCcTn NO3BOMAIOT ONPeAennTb pa3mepbl NeYEHN U CENE3EHKU, ONpeaenuTb
anameTp BOPOTHOW U Cene3eHOYHOW BEH, Hanuume crteartosa, pubposa unv uMppo3a nevyeHu, KanbLmdpukaToB
HaaMNO4YeYHMKOB.

YacTtoTta npoBegeHus ynbTpa3BYyKOBOrO WCCMEeAOBaHMSA OpraHoB OPOLWHOW NOMOCTU (KOMMMEKCHOro) u
3abploLWLNHHOrO NpocTpaHcTBa (B T.4., YNbTPa3BYKOBOro MccregoBaHWe HaAnoOYeyHUKOB) AMKTYETCA COCTOSIHUEM
nauuneHTa, HO 4YacToTa He pexe 1 pasa B mecsl)

- PekomeHayeTcs nauueHtam ¢ BB npu Hanuuum npusHakoB MopTaribHOW FUMNEpPTEH3UM, MPOBedEHUE
33ocparoractpogyogeHockonun (AC) ¢ uenbo OLEHKM COCTOSIHUSA BEH NULLIEBOAA M xenyaka [15].

YpoBeHb yoeanTenbHOCTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KommeHTapun: nposegeHve AIAC y nauneHToB ¢ pMOpo30M NeveHu, npusHakamm nopTanbHON rMnepTeH3nm
HeobxoOMMO ANst OLEHKN CTENEHM BAPUKO3HOIO pPacLLMpEeHns BEH NULLEBOAA U YrPOo3bl KPOBOTEYEHMS

- He pekomeHgoBaHa G1oncusa neyeHn B Ka4ecTBe PyTUHHOrO MeToAa Ans noaTBepXaeHus guarHosa bB [15,
19].

YpoBeHb y6eamTensHocT pekoMmeHaaumun C (ypoBeHb OCTOBEPHOCTY AOKA3aTENbCTB - 4).

KOMMeHTapI/II/IZ MOXeT NpoBOAUTBCA C LeNbio OLUEeHKN COCTOAHUA TKaHW neYvYeHun, onpenernieHna Hann4na un
BblIpaXXeHHOCTU CTeaTo3a, ctTagnun (*)I/I6p033.

Makpockonnyecku nevyeHb UMeeT APKUI XenTo-OpaHXeBbIN LiBET; TMCTONOrMyeckas KapTuHa XxapakrepusyeTtcs
HannMuMeM MMUKPOBE3MKYISIPHOIO cTeartosa, "neHucTbix" knetkn Kyndepa, npusHakoB unbposa u uupposa nevyeHu
[13, 19].

MpeanoyTnTenbHO  MCMOMb30BaHME  HEWHBA3MBHbIX  METOAMK, Hanpumep, anacrtorpadpuvM neyeHu
(3nacTomeTpun neveHun), MarHUTHO-pe30HAHCHOW ToMorpaduy opraHoB OptoLHOM nonocTu [39].

2.4.2 WHcTpyMmeHTanbHble AWArHOCTUYECKME uccrnefoBaHUs Npu Oone3HM HakonsneHusa 3c¢gpwmpoB
xonectepuHa (BH3X), c nebiotom B Bo3pacTe ctaplue 6 MmecsiueB



- PexomeHayeTcsa BceM naumeHTam ¢ nogo3peHmemM Ha BH3X npoeeneHne ynbTpasByKOBOro MCCrienoBaHus
(Y3W) OptowHorm nonoctn (ynbTpa3ByKOBOE MWCCNeAoBaHWE OpraHoB OpPHLWHOM MNOMoCTU (KOMMEKCHOE)) U
3abpIOLINMHHOIO NPOCTPaHCTBA, a Takke AYMNeKCHOEe CKaHMpPOBaHWE COCYOO0B MeyeHu (OynfiekCHoe CKaHMpOBaHue
COCydOB renatobunuapHow 30Hbl), AYMNEeKCHOEe CKaHMpOBaHME COCYAOB Cenes3eHKM C LeNnbld AWMHaMUYeCcKOro
KOHTPOIS1 COCTOSAHUSA BHYTPEHHUX opraHoB [2, 9, 13, 15].

YpoBeHb ybeautenbHoCTM pekomeHaaumm C (ypoBeHb AOCTOBEPHOCTM AOKa3aTenbCTs - 5).

KommeHTapumn: Y3M neyeHn n ceneseHkn MO3BOMSOT BbISIBUTb YBEMUYEHUE MEYEHU U peXe Cenes3eHKM,
Hanuuue cteaTtosa, pubposa unum umpposa neveHn. Y31 3abptoliMHHOro NpocTpaHCcTea, B T.4., Y3/ HagnoyYe4YHnkoB
MOXeT BbISIBUTb KanbLudukaTbl Hagnovye4yHnkos (y nauneHToB ¢ BH3X - kpaiHe peako, He 6onee 5%).

- PekomeHayeTca nmaumeHTam C KnvMHU4YeckuMmu npusHakamm BHOX nposegeHue mMarHUTHO-pe3oHaHCHOWM
Tomorpacdun (MPT) opraHoB OpioLIHOM NOMOCTM M anactorpacum neyeHn (3NacTOMETPUN MEYEHU) C LEeNbio
KOHTPOIIS1 COCTOSIHUA nedeHn npu nposegeHun ®3T [21 - 26, 38].

YpoBeHb yoeamTenbHocT pekoMmeHaaumn C (ypoBeHb 4OCTOBEPHOCTU AOKA3aTENbCTB - 5).

KomMmeHTapuu: npoBefeHMe OLEeHKM CTEeNeHW BbIPaXXEHHOCTU >XMPOBOW AucTpodum nedveHn (no MPT)
HeobxoouMo Ans nocneaytowero koHTpons addektuBHocTn ®3T. Yactota mccneposaHum B cpegHem: MPT
opraHoB OptoLHom nonocTtu - 1 p/roa, anactorpadun nedexn - 1 p/6 mec.

- PekomeHnpyeTtcs nauneHtam ¢ BHOX npoBeneHune azodaroractpogyogeHockonuu (SMAC) ¢ uenbio oLeHKx
COCTOSIHMSA BEH nuwieBoa v xenyaka [15].

YpoBeHb ybeanTenbHoOCTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KommeHTapuu: nposeaeHve IIAOC y nauneHToB ¢ hnbpo3oM neveHu, NpuaHakamm nopTanbHOM rmnepTeHsnm
Heo6XxoaMMO AN OLIEHKN CTENEHN BapUKO3HOTO PaCLUMPEHUS BEH MULLIEBOAA U YrpO3bl KPOBOTEYEHMS

- Pekomenpgyetca naumeHtam ¢ BH3X pernctpaums anektpokapauorpammbel (3K, npoBeaeHue
axokapguorpacpmm (3XOKI) ons oueHKU COCTOAHMSA CepAeYHO-COCYAMCTON CUCTEMBI, B CPEOHEM, Kaxkable 1 - 2 roga
[2, 38].

YpoBeHb ybeanTenbHocTn pekomeHgaumm C (ypoBeHb 4OCTOBEPHOCTU A0Ka3aTenbCTs - 5).
KommeHTapun:

Mpu HanuumMu apuTMmm HeobXoAMMO MNpPOBEAEHUE CYTOYMHOro MoHuTopupoBaHusa OKIT (XonTepoBckoe
MOHUTOPUPOBAHKE), MO MOKa3aHWsIM - CTpecc-TecTta (anekTpokapguorpacdmsi ¢ (M3MYECKOW Harpyskom) B
COOTBETCTBMM C PEKOMEHOALMAMM NO BEAEHMIO NALNEHTOB C aTEPOCKNEPO30OM N apUTMUEN.

- PekomeHpyeTca Bcem nauueHTam C yCTaHOBMEHHbIM guarHo3om BHOX nposegeHve ynbTpassykoBOro
gonnneporpaduyeckoro aHanumaa cocyfoB rofioBbl u wen: Y3U 6paxuouedansHbix CTpYKTyp (bpaxmouedanbHbli
cTBOM, 06LLasn, BHYTPEHHSIA U HapyXHas COHHasi apTepun, NMO3BOHOYHASA W MOLKIIOYMYHBbIE apTEPUN: OLEHKA UX
anameTpa, CTEHOK, CKOPOCTM KPOBOTOKA, HANMYNS/OTCYTCTBUSA UX CTEHO3MPOBAHWSA, TOMLLMHBI KOMMMEeKca UHTUM-
meauma (KMM) onsa guarHoCcTuku aTepockneposa 1 OLEeHKN CTENEHN ero BolpaxkeHHocTn [13, 15, 20, 38, 40, 41].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTs - 5)

KommeHTapwuii: cornacHo npukasy oT 13.10.2017 N 804H "O6 yTBepXgeHun HOMEHKNnaTypbl MeOULMHCKNX
ycnyr": [ynnekcHoe ckaHupoBaHue OpaxuouedanbHbiX apTepui ¢ UBeTHbIM AOMNMIePOBCKUM KapTMPOBaHUEM
KpoBOTOKa, [lynnekcHoe CKkaHMpOBaHWe aKCTpakpaHuanbHbIX OTAernoB OpaxuouedarnbHbix apTepui, OynnekcHoe
CkaHvpoBaHue BpaxuouedanbHbIX apTepuii, NlydeBbIX apTepuii C NPOBeAEHMEM POTaLUOHHbIX NPo6.

JlononHUTENsHO MOXeT BbiTh MPOBEAEHO OnpeaeneHne noabhKeyHo-nne4esoro (NnoaphkeyHo-6paxmansHoro)
MHOEeKca, nccrneaoBaHa KanbUMdguKaumsa KopoHapHbIX apTepun [38].

- PekomeHayeTcs B3pocnbiM nauneHtam ¢ BHAX npoBefeHne npu HEOOX0AMMOCTU, NO 3aKMI0YEHNIO Bpaya-
Kapauorora, B COOTBETCTBUM C OOLMMUM NPUHLMNAMW NOAXOAa K OUArHOCTUKE aTepocKnepo3a, KOMMbTEPHO-
ToMorpadmyeckon aHruorpadmm CoCydoB ronioBbl (KOMMbOTEPHO-TOMOrpadmyeckass aHrmorpadusi CocynoB
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roOfIOBHOIO Mo3ra) u Lweun (KoMMbTEPHO-TOMOrpadmnyeckas aHrnorpacpumsi opaxmoredanbHbiX apTepuii) 4ns OLEHKN
COCTOSIHUS cepaeyvHO-CcocyancTon cuctemsi [38].

YpoBeHb yoeamTensHocT pekomeHaaumun C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 5)

- He pekomeHgoBaHa Buoncus nedeHu B kayecTBe PyTUHHOrO MeToAda Ansi NoATBepxaeHusa auarHosa bBHOX
[15, 19].

YpoBeHb yoeamTenbHocT pekoMmeHaaumn C (ypoBeHb 4OCTOBEPHOCTU AOKA3aTENbCTB - 5).

KommeHTapmm: MOXEeT NMpoBOANTLCA C LUEeSlblo OLUEHKN COCTOAHUA TKAHWU nedvYeHu, onpegeneHna Hann4dma m
BblIpaXXeHHOCTU CTeaTto3a, CtTagnun (*)I/I6p03a.

MakpocKkonnyeckn nedYeHb UMEET >KEeNTO-OpaHXEBbIA LBET; MMCTONOrMyeckasl KapTuHa XxapakTepusyeTtcs
HanuuMeM MUKPOBE3MKYMSIPHOrO cTeaTto3a, "neHuctbix" knetkn Kyndepa, npusHakoB mnbposa n Luupposa neveHu
[13, 19].

MpeanoyTnTenbHO UCNOMb30BaHME HEWHBA3MBHbLIX MeETOAMK, Hanpumep, Y3W, anactorpadwum neyeHu
(anacTomeTpun neveHun), MarHUTHO-pe30HaAHCHOM ToMorpadum opraHoB GpoLLHOW nonoctu [39].

2.5 NHble gnarHocTuvyeckue mccrnenqoBaHus

2.5.1 MHble guarHocTnyeckue uccnegoBaHua npu nHcpaHTunsHon cpopme OJIKI (6one3nn Bonbmana)

- PexomeHpyeTtcs B BegeHun nauuweHtoB ¢ BB Ha Bcex aTamax Mcnonb3oBaTb MyNbTUAUCUUMNIIMHAPHBIN
noaxon BBMAY TOro, 4to 3aboneBaHuMe XapakTepu3yeTcsi MOpaXEeHWEM MHOMMX OpraHoB M cucTeM, Tpebyet
KOMMMEKCHOW Tepanun, 4TOo OUKTYeT HeOobBXOAMMOCTb COBMECTHOrO BeJeHUs nauMeHTa cneumanuctamm pasHbix
npodwmnen [39, 42, 15].

YpoBeHb y6eamTensHoCcT pekoMmeHaaumun C (ypoBeHb OCTOBEPHOCTU AOKA3aTeNbCTB - 5)

KommeHTapwuii: naumenToB ¢ BB HabniogaeT Bpay-racTpo3HTEPOor W/unu Bpay-negnaTtp Npu GUarHOCTUKE 1
Aanee He pexe 1 pasa B Mecsu, a Takke Bpad-reHeTuk. Heobxognma koHCynbTauusa Bpaya-gueTonora ¢ uenbio
HasHa4YeHNs1 HU3KOXNPOBOW AMEThI, KOPPEKUMM Manbabcopbummn (MpekpaLleHne rpyaHoro BCkapMnvmBaHms, nogoop
crneumanm3aMpoBaHHON ANETbl C OrpaHUYeHUEM XMBOTHbLIX XWUPOB, NPUMEHEHWe AeTCKOW cMmecu ¢ dopMyrown
TPUrNMLEPUOOB CO CpeaHel ANNHOM Lenu nogbop cneumannanpoBaHHOWM UETbI C OFPaHUYEHNEM XKXUBOTHBIX XKMPOB,
a B psage cuTyauui u napeHTepanbHOro nutaHus.) [2, 15], KOHCynbTauns Bpaya-kapauoriora AeTCKOro ¢ Uenblo
OLIEHKWN HapyLIeHU cepaeyvyHo-CcocyancTon cucteMbl 1 Tepanuu [2, 13, 15, 20, 26], Bpada - HeBposora ¢ Lenbto
OLIEHKWN HapyLleHWA HepBHOW cucTeMbI [14], KOHCYNbTaLMsa Bpada-TpaHCNaHTonora Nnpu Hanuyum nokasaHui ons
NpoBeAeHUs TpaHCnnaHTauum nevyeHn. B xusHeyrpoxawowmx COCTOSHMAX Heobxoaumo ydyacTue Bpava-
aHecTesuornora-peaHumarorora. lepBuyHbIe 1N NOBTOPHbLIE KOHCYMbTaL MW Bpayeln UHbIX cneunansHOCTEN, a Takke
MeAMLIMHCKOro ncmuxoriora nokasaHsl nauneHTam ¢ bB, nmerowmum HapyLeHnsa OyHKLMIN OpYrux OpraHoB 1 CUCTEM.

- PexomeHayeTcqa nauneHTamMm C yCTaHOBMNEHHbIM AnarHo3om BB 1 Hanuvynem nameHeHur B Hagno4vyeyHukax
KOHCYNbTauusi Bpaya-sHOOKPUHOMOra C LenNblo OUEeHKU (PYHKUMU HAANOYEYHUKOB U CBOEBPEMEHHOIO Ha3HayYeHus
ropMOHO3aMeCcTUTENbHON Tepanun [15].

YpoBeHb yoeauTensHocTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTU A0OKA3aTENLCTB - 5)

2.5.2 NHble guarHoctuyeckue uccregoBaHus npy 6one3Hu HakonneHus acmpoB xonectepmHa (BHIX)

- PexomeHayeTcs npu BegeHun naumeHToB ¢ BHOX Ha Bcex aTanax ucnonb3oBaTte MynbTUANCLUNIIMHAPHBINA
NoaxXo4 BBMAOY TOro, 4To 3aboneBaHWe XxapakTepu3yeTcsl MOpaXXeHWEeM MHOMMX OpraHoB U CUCTEM, TpebyeT
KOMMJIEKCHOM Tepanuu, 4To OAUKTYeT HeoOXOAMMOCTb COBMECTHOIrO BEAEHWSI NMauueHTa cneumManucTtamu pasHbiX
npocdunen [15, 38, 39, 42].

YpoBeHb ybeautenbHoCTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTM AOKa3aTeNbCTB - 5)

KommeHTapwuii: naumeHToB ¢ BHOX HabntogaeT Bpay-racTpoaHTEPOSOr, Bpay-TepanesT (B AETCKOW NpaKTUKe

Bpay-neguaTp), a Takke Bpad-reHeTuK, HeobxoauMmMa KOHCyMbTauus Bpadva-gueTtoriora € Lenblo HasHadYeHus
HM3KOXXMPOBOM AueTbl (nogbop cneunanu3npoBaHHOW AOWETbl C OrpaHWYEHMEM >KMBOTHbIX XupoB) [2, 15],



KOHCynbTauusi Bpaya-kapguosnora (Bpada-kapguoriora [AeTCKOro) C Uenbil OLEHKU HapylweHWd CcepaeyvHo-
COCYANCTON CMCTEMBI 1 Tepanuu (OLeHKa COCYQUCTOro pucka, HasHa4YeHne nedYeHns, MepBMYHO U B MOCHeayoLeMm
Kaxgble 6 mecsiueB) [2, 13, 15, 20, 26], KOHCynbTaLMa Bpaya-TpaHCMMaHTonora nNpu HanuuMmM nokasaHui ans
TpaHCNnaHTauun neyeHu, KOHCYyNMbTauusa Bpayva-HEBPOMOra nNpuM HanuuMm nokasaHun. B xusHeyrpoxatroLimnx
COCTOSAAHMAX HEOBXOAMMO y4acTue Bpava-aHecTe3nonora-peaHmmaTornora.

- PekomeHpyeTca kOHCynbTauuMuM Apyrux cneumanuctoB naumeHTam c nogospeHnem Ha BHOX wunu ¢
YCTaHOBMEHHBIM AMArHO30M Mo nokasaHuam [15].

YpoBeHb yoeamTensHocT pekomeHaaumun C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 5)

3. JleyeHue, BkNro4as MeOANKaAMEeHTO3HYH0 WU HeMeaAMKaMeHTO3HYyH Tepanuu, aAauertoTepanutio,
obe3bonMBaHue, MeQULIMHCKME NMOKa3aHUA U npoTnBONOKa3aHuA K npumMeHeHUr0 MmeToaoB NeYvYeHunsA

Jleyenne [OJIKJ1 BkniovaeT Kak naTtoreHeTUYecCkylo Tepanuio - HasHadeHne @3T, Tak u nNpoBeaeHue
cuMmnTomatmyeckon Tepanun. Bepenue naumentoB ¢ AJIKIT npegnonaraet MynbTUAMCLMNMAMHAPHBIA NOOXOA C
obsi3aTeNbHLIM y4acTMEM Bpayen-racTpo3HTEPOSIOroB, Bpayen-neguaTpos/Bpavyen-TepaneBToB, Bpayen-reHeTUKOB,
Bpayen-aAMeTonoros, Bpayen-kapamMonoroB U Bpavyen Apyrux cneumanbHOCTEN, UMEKOLNX ONbIT B JIeYeHUM 3TOro
pegkoro 3aboneBaHus.

3.1 MNaToreHeTn4yeckoe nevyeHue

3.1.1 NMaToreHeTn4eckoe nevyeHue npu nHdaHTUNbHou chopme AJIKI1 (6one3Hn BonbmaHa)

- PekomeHpgoBaHO npoBefeHne epmeHTHOM 3amectutenbHon Ttepanum (P3T) Bcem naumeHTam c
yCTaHOBMEHHbIM AnarHo3om BB ¢ uenbio 3ameaneHms nporpeccnpoBaHus 3abonesaHns, yMEHbLUEHUSA pa3mepoB
neyeHn 1 cerneseHkn, perpecca unu crabunusaumm dpnbposa nevyeHn, yCTpaHeHns AMCAMNUaeEMnn, yMeHbLLEHNS
HakonneHus aMpoB XorecTepmHa B opraHax u TkaHsx [21 - 25].

YpoBeHb ybeauTenbHOCTM pekoMeHaaumm B (ypoBeHb 4OCTOBEPHOCTU AOKa3aTENbCTB - 2).

KommeHTapuu: lMpenapatom ana ®3T sensetca Cebenunasa anbga**. B 1 mn pactBopa coaepxutcs
cebenunasbl anbda*™ 2 wMr. OT0 pekombrmHaHTHas ¢opma YeroBeYeCKON FM30COMHOM KWCMOW nunassbl,
npov3BoauMast C UCNOMb30BaAHMEM TEXHONOMMN pekoMbnHaHTHom [JHK B kneTouHom KynbType KypuHoro anua. ®3T
npegHasHaveHa Ans BOCCTAHOBIIEHWS YPOBHS 9H3UMAaTUYECKOW akTMBHOCTM, AOCTaTOMHOro Ansd rmgponmsa
HaKoMmeHHbIX 3MpoB xonecTtepuHa U Ans nNpefoTBpalleHus X AanbHenwero HakonneHusd. lNocne BBegeHus
cebenunasa anba*™ GbICTPO BbIBOAMTCA M3 CUCTEMHOrO KPOBOTOKa W MOMMOLaeTcsa Knetkamu, noctynas B mx
NN30COMbI Yepe3 MaHHO30-6-cocdaTHble peLenTopsl.

BBegeHve npenapaTta OCyLWECTBNSETCA MapeHTepanbHO B BuAe BHYTPUMBEHHbLIX WHAY3UA. BBegeHue
OCYLLLECTBMSIETCS Yepe3 nepudepudeckmii BEHO3HbIV KaTeTep (kaTeTtep nepndepudeckmin) nnm yepes nopT-cuctemy
(MOpT MHMY3MOHHBIN/MHBEKLMOHHBIW, UMNNAHTUPYEMBIA***), KOTOpbIE YCTaHaBMMBAKOTCA COrMacHO MeTOANYECKUM
pykoBoactBam "BeHosHbin pgoctyn, 2019 (https://msestra.ru/download/file.php?id=4763) c wucnonb3oBaHvemM
HeobOXOAMMbIX  NeKapCTBEHHbIX CpeacTB. [lopT-cucteMbl  ycTaHaBnMBakTCA  cormacHo  PacnopsikeHuto
MpasutenbctBa Poccuiickon ®epepauum ot 31.12.2018 N 3053-p "O6 yTBEpxAEHUN MEpPeYHs MeaAULMHCKMX
N34enun, NMNMIaHTUPYyEeMbIX B OPraHn3M 4YerioBeka Mpu OKa3aHMU MeAWLMHCKOW MOMOLUM B pamMkax MporpaMmmbl
rOCy4apCTBEHHbIX rapaHTui OecnnaTHOro okas3aHWsi rpaxgaHaMm MEeAMUMHCKOM MOMOLUM, a Takke nepeyvHs
MEAMLMHCKUX M3Oenui, OTnycKaemblX MO peuenTaMm Ha MeaWUMHCKUEe u3denus npu npegocTtaBfneHun Habopa

coumanbHbIX ycnyr".

PekomMeHOOBaHHLIN pexum [03MPOBaHUSA 3aBUCUT OT Bo3pacTa. [letaM Ao 6 mecsaueB pekomeHayemas
HavyanbHas gosa coctasnseT 1 Mr/kr, B mocrneaylLem, B Cryvyae HegoCTaTovHOro addpekTa nocrne npoBeaeHuns, kak
MUHUMYM, 4 nHQY3UN, cnefyeT pacCMOTpeTb yBenuyeHwe A03bl A0 3 MI/KI BHYTPUBEHHO 1 pa3 B Hedento
[MHCTpyKuMa no megnumMHCKOMY NMpUMMEHEHMIO NpenapaTa cebenunasa anbga**]. JanbHenwee yBenuyeHme Oosbl
0o 5 mr/kr 1 pa3 B Hefeno crnefyeT pacCMOTPETb B Criydae HeoCTaTOMHOro OTBETa MOcCne NpoBedeHUs!, Kak
MUHUMYM, 4 OOMONMHUTENbHBIX UHAY3NA. MMocneayowme KoppekuMmM 4o3bl MOXHO MPOBOAWTL UHAMBUAYANbHO B
3aBUCUMOCTU OT AOCTUXKEHUS M NoaaepKaHUs TepaneBTUYeCckux Lenem, BO3MOXHO NpumeHeHve ao 7,5 mr/kr (bonee
BbICOKME [03bl - He m3ydanuck) [21, 43, https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1eaa9c5e-
20c6-4a75-a48c-4415271fcf4d).
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Heobxoanmbli 06bem npenapata MeaneHHO pasBOAAT B HYXXHOM obbeme pacTBopa HaTpus xnopuaa*™
cornacHo Becy (npunoxeHue A3). Becb Heobxoanmbii 06beM pacTBopa AOMKEH ObiTb BBEAEH HE MEHEe YeM B
TeyeHue 2 4acos.

Cnepyet ofbpawatb BHUMMaHWE Ha cobniogeHue WHTepBaroB Mexay WHQPY3UAMU U HeAOoMnyCTMMOCTb
nepepbIBOB B Tepanuu, T.K. HapyLLleHWe pexunmMa NeyvyeHns COnpoBOXAAeTCs NOoTeHUMarnbHbIM PUCKOM YXYALIEHUS
COCTOSIHWS NaLMeHTa 1 NporpeccMpoBaHns cumntoMoB BB.

Heo6xoauM MOHUTOPVHI OCHOBHbIX NapamMeTpoB TeveHUs 3aborneBaHns: OLEeHKa OKPYXXHOCTW CpeaHen Yyactu
nneya, onpegeneHne akTUBHOCTM anaHWHaAMWHOTPaHcdepasbl, acnapTataMuHoTpaHcdepassl B KPOBMW,
nccrnegoBaHne ypoBHS (beppuTUHaA B KPOBM, MccriegoBaHne ypoBHS C-peakTMBHOro 6enka B CbIBOPOTKE KPOBW,
koarynorpamMma (OpUEHTUMPOBOYHOE MWCCMedoBaHME CUCTeMbl remocTasa), CTovkas wunu yxyglawolascs
opraHomeranusl, 4actble MHTEPKYPPEHTHbIE MH(EKLMM N CTONKOE yXyALleHue APYrux CUMMTOMOB (Hanpumep, co
CTOPOHbI XenygovHo-kuwevHoro Ttpakta) [https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=1eaa9c5e-
20c6-4a75-a48c-44f5271fcf4d].

- PexomenpoBaHo nauveHtam ¢ BB nposegeHve mMegukameHTO3HOM npemeamkauMm aHTUrMCTaMUHHBIMM
CpeacTBaMm CUCTEMHOMO AEVCTBUSA M/UIM HECTEPOUAHBLIMW MPOTMBOBOCNANUTENBHLIMW U NPOTUBOPEBMAaTUYECKUMU
npenapaTtamu/npenaparamMu rpynnbl Apyrne aHanbreTMkn 1 aHTUNMPETUKN COrMacHO MHCTPYKUMM MO MPUMEHEHUIO
nekapCTBEHHbIX NpenapaToB Npu NosBneHun NoboYHbIX peakuuin ¢ nocnegyrowen nHdyanern cebenunassl anbga*™*
[21 - 25, 47, 48].

YpoBeHb ybeautenbHoCcTH pekoMeHgaumm C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTs - 4)

KommeHTapuu: y naumeHToB ¢ BB, nonyyatowmx ®3T, kak n npu B/B BBEAEHUM Nioboro apyroro 6enkoBoro
npenapaTa, MOryT passBuTbCA NODBOYHbIE peakumm (nuxopagka, 03HOO, pBOTa, KpanmuMBHULA, TSHKENble peakuuu
rMNepyYyBCTBMTENBHOCTW annepruyeckoro Tuna), Npoucxosime BO BpeMs MHAY3UM UNn B TeYeHue OHSA nocne
nposegeHus wHQy3nn. [pu nosieneHMn noboyHbIX peakumMri BO Bpemsa/nocne KHAY3UM pekoMeHayeTcs
COOTBETCTBYHOLLEE NedYeHne, Npn KOTOPOM HEODXOAMMO CrneaoBaTbh COBPEMEHHBLIM PEKOMEHAALMAM.

3.1.2 MNaToreHeTUYeckoe nevyeHme npu 6onesHn HakonneHns acpupos xonectepuHa (BHIX), B Bo3pacTe
cTapuwe 6 mecsueB

- PexomeHgoBaHo npoBeaeHne oepMeHTHOM 3amecTtuTenbHon Tepanuu (P3T) naumeHTam ¢ ycTaHOBMNEHHbIM
anarHosoMm BHOX c uenblo 3amepneHus nporpeccupoBaHus 3aboneBaHusl, YMEHbLUEHUS pa3mMepoB NeYeHn U
ceneseHkn, perpecca unu ctabunusaumm mbposa neyeHun, ycTpaHeHns AUCINNMAEMUN, YMEHbLUEHNS HaKOMMeHNs
3bMpoB xonecTepuHa B opraHax u TkaHsx [21 - 25].

YpoBeHb ybeauTenbHOCTM pekoMeHaaumm B (ypoBeHb 4OCTOBEPHOCTU 4OKa3aTENbCTB - 2).

KommeHTapuu: lMpenapatom gns ®3T aendetca cebenunasa anbda**. B 1 Mn pactBopa coaepXutcs
cebenunasbl anbda*™ 2 Mr. OT0 pekombuHaHTHas ¢opma 4YernoBeYecKOW fIM3OCOMHOW KWUCNOW nunasbl,
Npov3BoaUMas C UCMOSb30BaAHMEM TEXHOMNOrMM pekombumHanTHo IHK B kneTouHOM KynbType KypuHoro sinua. ®3T
npegHasHaveHa Ans BOCCTAHOBIIEHWS YPOBHS 9H3UMAaTUYECKOW akTMBHOCTM, AOCTaTOYHOro Ansd rmgponmsa
HaKONMeHHbIX 3MPOB XOnecTepuHa M And npefoTBpalleHus UX fanbHenero HakonneHus. lNMocne BBeaeHWs
cebenunasa anbga** GbICTPO BLIBOAMTCA M3 CUCTEMHOIO KpOBOTOKa W MOrMOLL@eTcsa Knetkamu, noctynasi B Mx
NN30COMBbI Yepe3 MaHHO030-6-ocdaTHble peLenTopbl.

BBegeHve npenapaTta OCYLWECTBNSAETCA MapeHTepanbHO B BUAE BHYTPUBEHHbIX WHAY3uA. BeeaeHune
OCYLLECTBMSIETCS Yepes nepudepudecknini BEHO3HbIV KaTteTep (katetep nepndepuyecknin) unm 4yepes nopT-cuctemy
(MopT MHMY3MOHHBIN/MHBEKLMOHHBIW, UMNNAHTUPYEMbIA™*), KOTOpblEe YCTaHaBNMBAKOTCS COrMacHO MEeTOANYECKUM
pykoBoactBam "BeHosHbin pgoctyn, 2019 (https://msestra.ru/download/file.php?id=4763) ¢ wncnonb3oBaHMeM
HeoOXOAMMbIX  NleKapCTBEeHHbIX cpedcTB. [lopT-cucTembl  yCTaHaBMMBAKOTCSH  COrMNAacHo  PacnopspkeHuio
MpasutensctBa Poccuiickon ®epepauum ot 31.12.2018 N 3053-p "OO6 yTBEpPXKAEHUN MEPEYHS MEAMLMHCKMX
N3aenun, UMNIaHTUPyeMbIX B OPraHn3M 4YeroBeka Mpu OKa3aHUU MeOULMHCKOW MOMOLUM B pamMkax MporpaMmbl
roCy4apCTBEHHbIX rapaHTui OecnnaTHOro okas3aHWsi rpaxgaHam MeOMUMHCKOM MOMOLLM, a Takke MNepeyHs
MEAMUMHCKUX M3Oenui, OTnycKaemblX MO peuenTaMm Ha MeaWUMHCKUE u3denus npu npegocTtaBneHun Habopa
coumanbHbIX ycnyr".

HeTtsam cTapwie 6 mecsaueB 1 B3pOCIbIM Npenapar BBOAAT U3 pacyeTa 1 Mr/kr kaxable 2 Hefenu. PaspelueHo
yBenuyeHune o3bl 4o 3 Mr/kr 1 pas B 2 Heenm ucxoasa ns KnmHu4eckoro oteeta. Heobxogmmelii 06bem npenapaTa
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MEe[JIEHHO Pa3BOAAT B HYy)XHOM obObeMe pacTBopa HaTpusa xnopuga*™ cornmacHo Becy (npunoxeHune A3). Becb
HeobxoouMbI 0O6bem pacTBopa criegyeT BBOAWUTb NPUONM3UTENBHO B TeyeHne 2 4acoB. [lpu xopowlen
nepeHoCMOCTM Npenaparta nauneHToM, MOXeT ObiTb pacCMOTPEH Nepexoa Ha npoBefeHne MHy3nm B TeveHre 1
yaca. B Cny4vae noBbllleHnA A03bl ANMNTENIbHOCTb I/IHbe3I/II/I MOXeT ObITb yBeInn4eHa.

CrnenyeT ofbpallaTb BHUMaHWe Ha COOMAEHUE WHTEpPBAroB MeXAy MWHQY3MSMU U HegonycTMMOCTb
nepepbIBOB B Tepanuu, T.K. HAapyLlEeHUe pexyMa NeYeHUsi CONpoBOXAaEeTCs NOTeHUMarnbHbIM PUCKOM YXYALIEHUS
COCTOSIHWS! NaLMeHTa 1 NporpeccmMpoBaHmst cumntoMos BHOX.

Heobxoanm MOHUTOPWUHI OCHOBHbIX NMNapaMeTpoB Te4YeHUA 3aboneBaHus.

Mpn obcnepoBaHum cnbnuuros (bpateeB u cectep npobaHaa) moryT ObiTe BbigBneHbl aetn ¢ AJIKI, He
MUMeloLne KMMHUYECKNX NPOSIBNEHUIA. Takne naumeHTbl HyxgatTca B obcnegoBaHnm M HabnmiogeHuM, HauymHaTb Ux
neyeHve HeobXOAMMO NpPUW NOSBNEHUUN MEPBbIX KIMMHUYECKUX UMM NabopaToOpHbIX CUMATOMOB OOME3HMN.

- PekomeHgoBaHo nauveHTam ¢ BH3X npoBeaeHne MeankaMeHTO3HOW NpeMeankauun aHTUrMCTaMUHHbIMU
cpeacTBaMm CUCTEMHOMO AENCTBUS U/Mnn HECTEPONOHLIMU NPOTMBOBOCMANNTENbHBIMU U NPOTUBOPEBMATUYECKUMM
npenapaTtamu/npenapaTtamu rpynnbl Apyrne aHanbreTUKn 1 aHTUNMPETUKA COrMacHO MHCTPYKLMU MO NPUMEHEHUIO
NeKapCTBEHHbIX MpenapaToB Mpu NOsSIBAEHWM MOBOYHBIX annepruyeckux peakuun ¢ nocneayoller nHgysmen
cebenunasbl anbda** [21 - 25, 47, 48].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNbCTs - 4)

KommeHTapuu: y naumeHToB ¢ BHOX, nonyvatowmx ®3T, kak n npu B/B BBeAEHUMN NOOOro Apyroro 6emkoBoro
npenapaTa, MOryT pasBuTbCA NOBOYHbIE peakumm (nuxopagka, 03HOD, pBOTa, KpanvBHMLA, TSXKenble peakuuun
rMNepyYyBCTBMTENBHOCTU anneprnyeckoro Tuna), NPOMCXOAsLmMe BO Bpems WHAY3UM WM B TedeHue [AHS
nposedeHus wHQy3nn. [pu nosiBneHMn noboYHbIX peakumd BO Bpems/nocne WHAY3NUM pekomeHayeTcs
COOTBETCTBYHOLLEE NeYeHne, NPU KOTOPOM HEODXOAMMO CrefoBaTb COBPEMEHHBIM PEKOMEHOALMSIM.

3.2 CumnTomMmaTU4eckoe fievyeHme

BkntoyaeT HasHadeHne gneThl C OrpaHn4YeHHbIM cogepXxXaHnem Xupos, neveHune COI'IyTCTByiOLIJ,eVI naTornornn.

3.2.1 CumnTomMaTn4yeckoe nevyeHue npu nHdaHTunbHon dopme OJIKI (6one3Hn BonbmaHa)

- PekoMeHpoBaHoO nauveHTam ¢ BB Ha3HayeHMe BUTaMMHOB B CBSA3W C HEOOCTATOYHbIM MX YCBOEHUEM U3
nuwm, obycrnoBrneHHbIM HapyLLEHNEM KULLEYHOrO BCACcbiBaHWs y YacTu naumneHToB ¢ BB ¢ Lenbo BoCcnonHeHus nx
peduuymta [15].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNbCTs - 5)

KOMMeHTapI/II/IZ ana ouarHoCTuKn rmnoBUTaMmMHO3a U pacCMOTPEeHUA BOrnpoca o Heob6Xo0aMMOCTK Ha3Ha4YeHus
Tepanun Heobxoaum npunem (OCMOTp, KOHcyﬂbTaLI,MFI) Bpava-sHAOKpUHOora n/vnn Bpa4da-racTtposHTeposiora n/vnu
Bpada-gnetonora.

- PexomeHgoBaHo nauueHTam ¢ BB n Hagno4Ye4yHMKOBOW HEAOCTAaTOMHOCTbLIO NPOBeAEeHUEe 3aMeCTUTENbHOM
Tepanuy npenapaTamu rpynnbl  KOPTUKOCTEPOUAbI CUCTEMHOrO AencTBus  (MUHepanokopTukougbl wu/unu
FMIOKOKOPTUKOMABI) COrfacHO COOTBETCTBYHOLMM pekoMeHAauMsaM C  Lenblo  KOppekuuu HaanoyevyHUKOBOM
HegocTaTovyHOCTH [15].

YpoBeHb yoeauTensHocTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTU A0OKA3aTENLCTB - 5)
3.2.2 CumnToMaTn4yecKoe reyeHue npu 6onesHn HakonneHus acupos xonectepuHa (BHIX)

- PekomeHOoBaH pauUMOH MUTAHUSI CO CHUXKEHHbIM cofep)kaHuMeM >upa nauueHtam ¢ BH3OX ¢ uenbto
Koppekuun aucnvnugemum [2, 15].

YpoBeHb y6eamTensHocT pekoMeHaaumun C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KommeHTapun: B P® npuHaTel meTognyeckme pekoMeHgaumm MP 2.3.1.2432-08 Hopmbl dmsnonornyeckmx
noTpeGHOCTEN B SHEprMyv M NULLEBbIX BeELLECTBax Afs pasnuuHbiX rpynn HaceneHus Poccunckon depepauun.
HonyckaeTtcs orpaHuyeHve B pauuoHe xupoB Ao 30% OT SHepreTM4ecKkor LLEHHOCTW CYTOYHOro pauuoHa. fonu
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HaCbILLEHHbIX, MOHO- 1 MOJSIMHACLILLEHHbIX XXUPOB AOMKHbI ObiTb paBHbIMKU. MakcMManbHO AOMYCTMMOE KOSIMYECTBO
xonectepuHa - 300 Mr/cyT, BO3MOXHO ero cHmwxkeHue o 200 mr/cyT. YpoBeHb Oernka [JOImKkeH COOTBETCTBOBATb
duranonornyeckon Hopme NOoTpebneHns B 3aBUCMMOCTM OT BO3pacTa C yBENMYEeHNEM A0S pacTUTENbHbIX OENKOoB.
PekomeHayemoe COOTHOLLEHME pacTUTENbHbIX M XUBOTHbIX 6enkoB cootBeTcTByeT 1:1. U3 xmBOTHbIX Genkos
cnepyeT otgaBaTth npegnoydteHne pbibe. HeobxoamMmo orpaHuyeHne nerkoycBosieMbiX YrneBoOOB U yBENUYEHMe
CNOXHbIX YrneBoAOB U pacTUTenbHOW kneTtdyaTtku. B uenom, ponsa yrnmeesogoB AomkHa coctaenate 50 - 60% ot
3HepreTMyecKom LLeHHOCTM pauunoHa. N3 Hux 7 - 10% - Ha om0 NerkoycBosieMbIX.

- PekomeHgoBaHo nauyneHtam ¢ BHOX HasHayeHue BUTaMMHOB B CBA3M C HEOOCTATOYHbIM MX YCBOEHUEM,
00yCroBNEHHbIM HapyLLEHNEM KULLEYHOro BCachbiBaHUS, C LIENbo Koppekumn ux geduymta [15].

YpoBeHb yoeamTensHocT pekomeHaauun C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 5)

KommeHTapum: ana AMarHoCTUKU rMNoBUTaMMHO3a M PaCCMOTPEHNS BOMPOCca O HEOGXOAMMOCTU Ha3HaYeHus
Tepanuv HeobxoauM nNpuem (OCMOTP, KOHCYNbTaLMs) Bpaya-aHOOKPUHOSIOra u/unm Bpava-racTposHTepornora u/vnm
Bpadva-gueTonora.

3.3 Xupypruuyeckoe neyeHue

3.3.1 Xupypru4yeckoe ne4veHue npu nHcpantunsHon coopme OJIKI (6one3Hn BonbmaHa)

- PexomeHayeTcs naumeHtam ¢ BB Ha cTagny AeKoOMNEeHCMPOBAaHHOIO LMpPpPOo3a NevYeHn, Npn HEBO3MOXXHOCTH
nnn HealpEeKTMBHOCTU NpPOBEAEeHMS NaTOreHeTMYEeCKon Tepanun paccMOTPETb BOMPOC O MNpPOBEOEeHUM
TpaHcnnaHTaumm neyenm [15].

YpoBeHb ybeautenbHoCTM pekomeHaaumm C (ypoBeHb AOCTOBEPHOCTM AOKa3aTenbCTB 5)

KommeHTapun: TpaHcnnaHTauus MNeYeHn Takke accouuMpoBaHa C BbICOKUM PUCKOM OCMOXHEHWUA U He
OKasblBaeT BMUSAHMSA Ha CUCTEMHbIE MposiBNeHWUst 3aboneBaHusa. TpaHCnnaHTauus neyYeHn He ocTaHaBnvBaeT
nporpeccuto BB 1 nopaxeHue gpyrmx opraHoB-muweHen. Kpome Toro, Hemnb3s MCKMOUUTE PUCK MOBPEXOEHUS
TpaHCMIaHTUPOBAHHOW NeYveHn, Tak kak ypoBeHb JIKIT no-npexxHemy ocTaeTcs HU3KUM.

- He pexomeHngoBaHo nauueHtam ¢ 6B npoBeaeHune TI'CK B kauecTBe nepBov NnHUM Tepanun [44].
YpoBeHb ybeautenbHocTM pekoMeHgaumm C, ypoBeHb AOCTOBEPHOCTUN AOKa3aTenbCTB - 5

KommeHTapuii: HebonbLuoe YMcno KNMHUYECKUX Cnyvaes, JOCTYMHbIX ANS aHanu3a, He No3BoNdeT caenatb
OfjHO3Ha4HOro BbiBoAa 06 adpeKkTMBHOCTM M GesonacHocTu AaHHom Tepanuu. Kpome Toro, mpouegypa TICK
accoummpoBaHa C BbICOKUM PUCKOM PasBUTUS OCINOXHEHWW, Takux, Harnpumep, Kak OTTOPXEeHWe TpaHcnnaHrtaTta,
peakums "TpaHcnnaHTaT NpPoTUB X03siMHA" U Apyrme nocrtonepaumoHHble ocnoxHeHus. B ceasn ¢ atum TICK He
pekomeHAOBaHa Kak pyTUHHas TepaneBTu4eckas onuns Ansa naumeHtos ¢ BB [33 - 36].

KoHcynbTaHTlntoc: npyumeyaHue.
Hymepauusa nognyHKTOB faHa B COOTBETCTBUM C OPULMANbHBIM TEKCTOM JOKYMEHTA.

3.2.2 Xupypru4yeckoe nevyeHue npu 6onesHu HakonneHus 3c¢pupoB xonectepuHa (BHIX), c pebroTom B
Bo3pacTe cTaplue 6 mecsiLeB

- Pekomengyetcs nauveHtam ¢ BHOX Ha cTagum [OeKkoMNeHCUPOBaHHOMO LMppo3a neyveHu, npu
HEBO3MOXHOCTU UNU He3(mEEKTUBHOCTU MPOBEAEHNS MaTOreHeTUYEeCKon Tepanun pacCMOTpeTb BOMPOC O
nposefeHun TpaHcnnaHTaumm nevenm [15, 29, 38J.

YpoBeHb y6eanTensHocT pekoMmeHaauun C (ypoBeHb OCTOBEPHOCTY AoKa3aTeNbCTB 5)

KommeHTapun: TpaHcnnaHTauus neyvyeHu Takke accoummMpoBaHa C BbICOKMM PUCKOM OCINOXHEHWUA W He
OKa3blBaeT BIUSIHUS Ha CUCTEMHble MNposABneHus 3aboneBaHus. TpaHCNnaHTauusi NeyYeHn He OCTaHaBnvMBaeT
nporpeccuio BH3X 1 nopaxeHune Apyrux opraHoB-MulleHen. Kpome TOro, Henb3s UCKIMYUTL PUCK NOBPEXAEHNS
TpaHCMNaHTUPOBAHHOW NeYveHn, Tak kak yposeHb JIKJT no-npexHemy octaetcs Huskum. [30 - 32, 38].

3.4 NannnatnBHas NOMoOLUb



MannuaTtuBHaa nomolb naumeHtam ¢ OJIKJT okasbiBaeTCa Ha OCHOBaHWM COOTBETCTBYHOLMX HOPMATUBHbIX
OOKyMeHTOB (cM. MNpunoxeHune A3).

4. MepumumuHcKas peaGMHMTaLWIFI, MeAUUUHCKMe nokKasaHna U npoTtuBonokKa3aHuAa K NMPUMEHeHUuio
MeToAoB pea6m1mauvm

Maumentam ¢ OJIKJT (BB, BH3X) n uneHam ux cemen HeobXo0AMMbI KOHCYNbTaL MK NCUXonora/MmeguLMHCKOro
rcuxorora, NOCKONbKy 3aboneBaHne HOCUT MPOrpecCUpYOLLM XapaKTep, HYXXHO MOMOYb MaLMeHTy "MpuHATL"
OnarHo3, afjanTupoBaTb €ro K >KM3HWM Ons MakCMManbHOM peanusauum ero CcrnocobHOCTM K OByyeHuo wu
CaMOCTOSITENbHON XN3HWU B AanbHenwem [15].

5. npO(*WIHaKTVIKa n gucnaHcepHoe HabngeHwe, MegULMHCKNE NOKa3aHUA U npPpoTUBONOKa3aHUA K
npuMeHeHU MmeToanoB ﬂpO(*)VIﬂaKTVIKM

5.1 MNMpodunakTmka

- PekomeHagyeTcs KOHCYrbTauus Bpava-reHeTuka nocre ycraHosneHus guarHosa OJ1KI (BB, BHOX) naumeHTy
nvnn ero oduynaneHbiM NpeacTaBuUTeNsM, C Lenbl pasbsCHEHUA TEHEeTUYECKoro pucka, obcyxaeHus
BO3MOXHOCTEN NpeHaTanbHON 1 NpeuMniaHTauMoHHOMW AnarHocTuku [15].

YpoBeHb y6eamTensHocT pekoMeHaaumn C (ypoBeHb 4OCTOBEPHOCTU AOKA3aTeNbCTB - 5).

KommeHTapun: Cembsm c¢ pgetemn ¢ [OJIKIT (BB n BH3X) pekomeHayeTcss MeOuKo-reHeTudeckoe
KOHCYNbTUPOBaHWE C LENbI0 ONpeaerneHnsl reHetndeckoro pucka. Kak n npu gpyrmx ayToCOMHO-peLLeCCUBHBIX
3aboneBaHusax, npu OJIKIT (BB, BH3X) gnsa kaxgon 6epemMeHHOCTN puUck poxaeHus pebeHka cocTtasnseTt 25%. B
ceMbsix, rae ectb pebeHok ¢ [JIKJ1, BO3MOXHO npoBegeHve npeHaTanbHOM U NpevMMnIIaHTauMoHHON ANarHOCTUKK.
Ons aTtoro pogutenen HeobxoAMmoO HanpaBuTb B Chleuuanun3vMpoBaHHble AuarHocTudeckue nabopaTtopumn u
MeOUUMHCKUE LIeHTPbI.

lNMpeHaTanbHaa guarHocTuka OJIKI

- PekomMeHayeTca npoBeAeHWe MpeHaTanbHOW AMarHocTuku Ans nwbon nocnegywollen 6epemeHHOCTU B
CEMbSIX, OTArOLEHHbIX XOTS Obl ogHMM cnydaem AJKI (BB, BH3X), Ho B cnyyae nerknx hopm 6onesHu, pelueHne
0 ee NpoBefeHNn JOIMKHO BbITb NPUHATO Nocne nogpobHoro odcyxaeHns ¢ ceMbel Bcex puckos [15].

YpoBeHb yoeanTenbHOCTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KomMeHTapuii: npeHaTanbHasa guarHoCTUKa NpoBOAUTCS MOMEKYNSIPHO-FEHETUYECKUMW UM BUOXMMUYECKMN
meTodamu, nytem nccnegosanua JHK, BbigeneHHo n3 6uontarta BopcuH xoproHa Ha 9 - 11 Hegene 6epeMeHHOCTH
W/UNn KNEToK aMHNOTUYECKON XNAKOCTK, NrnogHon kpoeu Ha 20 - 22 Heaene 6epeMeHHOCTMH.

5.2 lucnaHcepHoe HabnwaeHune

5.2.1 lucnaHcepHoe HabnwaeHue y nauneHToB ¢ BB

- PexomeHpoBaH aHanu3 KkpoBu OGuoxumwmyeckui obuletepanesTudeckun (AccnegoBaHue  ypOBHSA
XonecTepmHa nMnonpoTENHOB BbICOKOW MAOTHOCTW, anbbymuHa, obwero GunupybuHa, GunupybuHa cBA3aHHOMO
(koHblOrMPOBaHHOrO), GunupybnHa cBOGOAHOrO  (HEKOHBLIOTMPOBAHHOIO), TPUIMULEPUAOB,  XONECTEepuHa,
xonecTtepuHa NUMNonpoTENHOB HU3KOW NIIOTHOCTU B KPOBU, onpeaeneHne akTMBHOCTW acnaptataMuHoTpaHcdepasbl,
anaHMHaMuUHOTpaHcdepasbl B KPOBW, ramma-rrioTamunTpaHcdepasbl B KpoBu) naumeHtam ¢ BB B npouecce
OVHaMU4eckoro HabnoaeHus ansa onpegeneHms YHKLMOHANBHOIO COCTOSIHUS MeYeHU, KoTopasi ABMSETCSt OAHUM
13 opraHoB-MuLLeHewn npu BB, 1 BbisBNeHNs auncnunuaemun B kposu. [15, 16].

YpoBeHb y6eanTensHoCTV pekoMeHaaummn C (ypoBeHb 4OCTOBEPHOCTY [0Ka3aTesbCTs - 5)

KommeHTapun: ons nauneHToB ¢ BB xapakTepHo 3HaunTenbLHOE NOBbILWEHNE aKTMBHOCTM TpaHcamuHas (AT,
ACT), runepxonectepvHemusi, runepounNMpyoMHemMmnsi, BO3MOXHa TMNEPTPUINULEPUOEMUS;  YBENMNYEHUE
KoHUueHTpauuu JIMHM, y MHorMx naumeHToB CHuxeHo konuyectso JIMBIT B kposu. [lpu aHanuse



anonunonpoTenHorpaMmbl  y  OONMbLUMHCTBA  MAaUMEHTOB  BbISIBMSIOT  MOBbILWEHME  YPOBHA  OCHOBHOIO
anonunonpoteuHa JIMHI - anonunonpoTenHa B.

YuntbiBas KpalriHIOK peaKocTb BCTpevaemocTu BB, paHHuI 4ebtoT, MO34HI0H ANAarHoCTUKY M Tshkernoe TedeHne
©0one3Hn 0OCTOBEPHBLIX AaHHLIX O HEOOXOAMMOWM YacTOTe NPOBEAEHNS UCCNeAoBaHNS HeT. YacTtoTa uccnegosaHms
aHanusa KpoBu buoxmmumyeckoro obLetepaneBTUHECKOro AUKTYETCA COCTOSHUEM MauMeHTa.

B ouHamuke NpoBoAsT onpeaeneHne akTMBHOCTY anaHuHaMHoTpaHcdepasbl, acnapTataMmmHoTpaHcdepasbl
B KPOBM, UCCNeaoBaHMe ypoBHS 06Lwero bunmpyouHa, unnpybuHa cBa3aHHOro (KOHbIOMMPOBAHHOIO), XONEeCTEPUHA,
XOonecTepvHa JNIMMOMNPOTEUMHOB  HM3KOWM MMOTHOCTW, XONecTepuHa JfMNONPOTEMHOB  BLICOKOW  MIIOTHOCTW,
TpUrnuuepuaos B KpoBu (He meHee 1 pa3a B MecsL).

- PexomeHayeTtcs Bcem naumeHtam ¢ BB B guHamuke nposefeHue koarynorpammbl (OPUEHTUPOBOYHOIO
nccrnegoBaHMst CUCTEMbI remocTasa), onpegeneHme npoTpomMObuHOBOro (TPoMOONIacTMHOBOIO) BPEMEHW B KPOBU
unu B Mnasme, MEeXOyHapoOAHOro HOopManu3oBaHHOro oTHoweHua (MHO), akTMBMPOBAHHOIO YacTWUYHOMO
TpombonnacTuHoBoro Bpemenn (AYTB) ¢ Lenblo CBOEBPEMEHHOIO BbISIBNEHNSI HApYyLLEHWI remocTasa. [10, 37, 45].

YpoBeHb y6eamTensHocT pekomeHaaumun C (ypoBeHb 4OCTOBEPHOCTY AOKA3ATENbCTB - 4)

KommeHTapuii: npy HeOoBXOAMMOCTU Tak Xe onpegensoT TPoOMOMHOBOE Bpems B KPOBW, MCCedoBaHue
ypoBHS nbpuHoreHa B KpoBW. [laHHble MOKa3aTeny No3BONAIOT KOHTPONMPOBATL CUHTETUYECKYIO (DYHKLIMIO NEYEHN,
BbISIBNATb CMHAPOM MNEYEHOYHO-KNEeTOYHOW HEeAOCTaTOYHOCTU U CBOEBPEMEHHO npeaynpexaaTtb OCIOXHEHMS,
CBsi3aHHble C HapyleHneM remocTasa [49].

- PexomeHgoBaHo npoBeaeHne ynbTpa3BykoBoro uccnegosanus (Y3U) 6ptowHoi nonoctu (YneTpasByKoBoe
nccrnegoBaHne oOpraHoB OploWwHOW nonoctn  (KOMNnekcHoe)) v 3abploWwnMHHOrO npocTpaHcTBa (B T.u.,
YnbTpassykoBoe WCCNefoBaHME HaanoyeyHukoB), a Tawke [lynnekcHoe CKaHMpoBaHWEe COCyAOB MeYeHu
(dynnekcHoe ckaHMpoOBaHWE COCYAOB renatoounmMapHon 30Hbl), [ynrnekcHoe CkaHMpOBaHWE COCYOOB CEeNe3eHKU
BCeEM NauneHTam ¢ BB ¢ uenbio KOHTPONS COCTOSAHUSA BHYTPEHHMX OopraHoB [2, 9, 13, 15].

YpoBeHb y6eamTensHocT pekoMmeHaaumn C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTeNbCTB - 5).

KommeHTapum: Y3W GplowHON NONOCTU NO3BOMSAIOT ONPeAenvTb pasmepbl MeYeHN 1 CeneseHkun, onpeaenntb
AnameTp BOPOTHOM W CeneseHOYHOW BeH, Hanuume cteatosa, ¢mnbposa unv uupposa neveHu, KanbundukaToB
HaAno4YeYHUKOB.

YactoTa npoBedeHus ynbTpasBYKOBOrMO WCCIEAOBAHUSI OpPraHoB OPIOWHON MOMOCTU (KOMMIIEKCHOro) W
3a0pHOLWNHHOIO NPOCTPaHCTBa (B T.M., YNbTPaA3BYKOBOIO UCCreAOBaHUE HALAMOYEYHUKOB) AUKTYETCS COCTOSIHUEM
naumeHTa, HO YyacTtoTa He MeHee 1 pasa B MecsL)

- PekomeHpoBaHo naumeHTam ¢ BB npu Hanuuuu npusHakoB nopTanbHOW runepTeH3Mn nposefeHue
a3ocparoractpogyogeHockonun (3 AC) ona oueHkM COCTOSHMA BEH nNuLLeBoaa M xenyaka [15].

YpoBeHb y6eamTensHocT pekoMmeHaaumun C (ypoBeHb OCTOBEPHOCTU AOKA3aTeNbCTB - 5).

KommeHTapun: nposegerHve SIAC y nauneHToB ¢ pmMBpo30oM neveHu, npuaHakaMm nopTansHOW runepTeHsmm
HeobX0AMMO Ans OLEHKU CTeneHn BapuKO3HOMO pacluMpeHns BEH NULLEBOAA U Yrpo3bl KPOBOTEUEHMS.

- PexomeHgyeTtca B BegeHun naumeHToB ¢ BB Ha Bcex aTanax Mcnonb3oBaTb MyMNbTUAUCUMNIWHAPHbLIV
Noaxo4 BBUAY TOro, 4To 3aboneBaHue XxapakTepu3yeTcsl MopakeHWeM MHOMMX OpraHoB U cuctem, Tpebyer
KOMMIIEKCHON Tepanuu, 4YTO AMKTYeT HeobXxoOMMOCTb COBMECTHOrO BedeHMs MnauueHTa crneuuanuctamyn pasHbiX
npodwmnen [39, 42, 15].

YpoBeHb y6eanTensHoCTV pekoMeHaaummn C (ypoBeHb 4OCTOBEPHOCTM 40Ka3aTenbCTB - 5)

KommeHTapwuii: naumeHToB ¢ BB HabniogaeT Bpay-racTposHTepornor u/unm spay-negmnatp (He pexe 1 pasa B
MecsiLl), a Takke Bpay-reHeTuK, Heobxognma KOHCynbTaums Bpaya-gneTonora ¢ Lernbio Ha3Ha4YeHUs HU3KOXUPOBOW
AneTbl, Koppekunn mansabcopbunm (nogbop cneunannampoBaHHON AMETbl C OFPaHNYEHNEM XKMBOTHbBIX XXMPOB, a B
psae cutyauumn u napeHTepansHoro nuTaHus.) [2, 15], KoHcynbTaLmsa Bpaya-kapamornora 4eTCKOro C Lerbio OLEeHKU
HapyLIeHUn cepAeyYHO-CoCyanCTON cucteMbl U Tepanum [2, 13, 15, 20, 26], Bpada - HeBponora C Lernbl OLEHKA
HapylWeHUn HepBHOW cucTeMbl [14], KOHCynbTauus Bpaya-TpaHCOMaHTonora npu Hanuuuu nokKasaHun Ans



MPOBEAEHUS TpaHCMNaHTauMnm neYeHu. B KU3HeyrpoxatolMx COCTOsIHMSIX HeobGXoauMmo yyacTue Bpava-
aHecTesvorora-peaHmMarorsiora.

5.2.2 lucnaHcepHoe HabnaeHue y naumeHToB ¢ BH3X

- PexomeHayeTtcs npoeefeHue obuiero (KNMMHUYECKOro) aHanmsa KpOBW, pa3BepHYTOro BCEM MauMeHTam C
BH3X B guHamuke, B cpegHem, He pexe 1 pasa B 6 MecsueB C LENbl BbISABIEHUS aHEMWUW, FIENKOMNEHUN,
TpombouuTonenun [9, 13, 15].

YpoBeHb yoeamTenbHocT pekoMmeHaaumn C (ypoBeHb 4OCTOBEPHOCTU AOKA3aTeNbCTB - 5).

KommeHTapuu: B pamkax obLuero (KnmHMYecKoro) aHanmaa KpoBu pas3BepHyToro Heobxoammo: ncecnegosaHme
ypOBHS 0bLLero remornodbvHa, apuTpoLmnToB, NENKOLMTOB, TPOMOOLMTOB B KPOBU, AnddepeHLMPOBaHHbIN NoacHeT
nevikounToB (newikoumtapHasi dopmyna), NpoOCMOTP Maska KpOBW Afs aHanmM3a aHoManum mopdonormm
3pUTPOLNTOB, TPOMOOLUTOB M FNENKOLUMTOB, OMNpedeneHue LUBETOBOrO MokasaTtens, onpegeneHve pasmeposB
3pUTPOLINTOB, UCCNEOOBaHNE CKOPOCTU OCeAaHus apuTpouunToB. lNMaToreHeTnyeckne MexaHuambl POPMUPOBAHMS
aHeMunM 1 TpOMBOLMUTONEHMN He OO0 KOHUA m3yveHbl. OOQHMM M3 BO3MOXHbIX MEXaHU3MOB SIBMSETCHA HaKoMneHne
3bMpOoB xonecTeprHa 1 TPUMULEPUOOB B KNeTkax MakpodaranbHO-MOHOLMTapHOW cuctemel. Kpome Toro, aHemus
MOXET MMETb KaK anvMMeHTapHbli OedUUUTHBIA XapakTep, Tak U SBMATbCA CNeACTBMEM TMnepcnrieHnsma.
TpomboumnToneHus aBnseTca cneacTBUEM rmnepcnneHnsma npu opmMmpoBaHmMm NOpPTanbHOM TMNEPTEH3NN, HApSAY
C 3TUM onncaHbl cry4am BTOPUYHOIO remocparoLMtapHoro numaorucTmoLmTosa.

- PexomeHngoBaH aHanus kpoBm Groxummdeckmii obetepanesTu4eckmii Bcem naunentam ¢ BHGOX B npouecce
AMHaMnyeckoro HabnwaeHus, B cpegHeMm, Kaxagple 3 - 6 mec. Ansa onpeaeneHvs yHKUMOHANbHOIO COCTOAHUS
nevyeHn, KoTopas ABMASETCA OAHUM W3 opraHoB-muweHen npu OJIKI, 1 onpegeneHus aucnMnuaemMun B KPOBW.
[MpoBoaAT onpederneHve akTMBHOCTU  anaHMHamMuHoTpaHcdepasbl, acnapTataMmyvHoTpaHcdepasbl, raMmma-
rnoTammnTpaHcdepasbl B KpOBU, LEnoYHon docdartasbl B KPOBKU, MCCNedoBaHMe ypoBHS obwero bunupybrHa B
KpoBu, GunupybuHa CBA3aHHOrO (KOHBLIOTMPOBAHHOIO), XOMNEeCTepuHa B KPOBW, XOnecTepuHa JMNonpoTEMHOB
BbICOKOM MIIOTHOCTUW, XONecTepuHa NUMONpOTENHOB HU3KOW NIOTHOCTU, TPUIMMLEPUOOB B KPOBM, anbbyMUHOB B
kposwu. [15, 16, 38].

YpoBeHb yoeantenbHoOCTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM A0Ka3aTeNbCTB - 5)

KommeHTapumn: y 6onblumHcTBa naumeHToB ¢ BHOX BbISBNAOT NOBbILLEHNE aKTUBHOCTW TpaHcamuHas (AJT,
ACT), runepxonectepmHeMmio, rmnNepTpUriMuepuaemMuto; yeenundeHme koHueHTpaumm JIMHM, y mHormx nauneHToB
cHmxeHo konudvectso JIMNBI1 B kpoBwu. Npu aHanuse anonunonpoTenHorpaMmMbl BbISBASIOT NOBbILIEHWE YPOBHS
ocHoBHoro anonunonpoteunHa JIMHIM - anonunonpoTtenHa B.

- PekomeHpoBaHo Bcem naumeHtam ¢ BHOX B npouecce anHamMmyeckoro HabnwoaeHWsi, eXerogHo,
npoBefeHne koaryrnorpammbl  (OPUEHTUPOBOYHOrO  UCCMEeAoBaHUSA  CUCTEMbI  remocTasa): onpeaerneHune
NPOTPOMOMHOBOIO (TPOMBOMMACTUHOBOIrO) BPEMEHUN B KPOBW UMK B Nf1a3mMe U MeXAyHapo4HOro HopManusoBaHHOroO
oTHoweHuss (MHO), akTmBupoBaHHOrO 4acTuyHoro TpombonnactuHoBoro BpemeHn (AYTB) ¢ uenbio
CBOEBPEMEHHOIO BbISIBNEHUS HapyLLeHu remocTasa [10, 38, 49].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNnbCTs - 4)

KommeHTapuit: npu HeobXxoouMOCTM Tak e onpeaenstoT TPOMOUHOBOE BPeMSI B KPOBW, UCCefoBaHWe
ypoBHs unbpurHoreHa B KpoBw. [laHHbIE NoKa3aTeny No3BOSStOT KOHTPONMPOBAaTb CUHTETUYECKYHO (DYHKLMIO NEYEHN,
BbIABNATbL CUHOPOM Ne4YeHOYHO-KIETOYHON HeOOCTaTO4YHOCTU U CBOEeBpeMeHHO npeaynpexaaTtb OCIOXHEeHUA,
CBsI3aHHble C HapylleHnem remocrtasa [49].

- PexomeHpgoBaHo npoBegeHve ynbTpa3BykoBoro uccnegosanus (Y3U) 6ptowHon nonoctu (YnbTpassykoBoe
nccnegoBaHve opraHoB OPIOLLHON NOMOCTH (KOMMNMEeKCHoe)) 1 3abpHoLWLMHHONO NPOCTPaHCTBa, a Takke [ynnekcHoe
CKaHMpoBaHWe cocydoB neyeHu ([ynnekcHoe cKaHWpoBaHWe COCyAoB renatobunmapHon 30Hbl), [dynnekcHoe
CKaHMpOBaHWe COCydOB ceneseHku BceM naumeHTam ¢ BH3OX ¢ uenbio gMHaMuyeckoro KOHTPONS COCTOSHWSA
BHYTPEHHUX OpraHos [2, 9, 13, 15].

YpoBeHb y6eanTensHoCTV pekoMeHaaummn C (ypoBeHb 4OCTOBEPHOCTM 40Ka3aTenbCTB - 5)
KommeHTapuu: Y3M neyeHn u ceneseHkU MO3BOMSIOT BbISBUTb YBENMYEHWE MeYeHU U pexe Cere3eHku,

Hanuuue cTeartosa, pnbposa unu unpposa nedeHn. Y31 3abplolIMHHOIO NPOCTPaHCTBA, B T.M., Y3 Hagno4veuHmKkoB
MOXeT BbISIBUTb KanbLudurkaTbl Hagnovye4yHukoB (y nauneHToB ¢ BH3X - kpanHe peako, He 6onee 5%).



- PekomeHpgoBaHo naumeHTam ¢ BHOX npoBegeHve marHMTHo-pesoHaHcHow Tomorpadumn (MPT) opraHos
OPIOLLHOM NONOCTK M anacTtorpadumn nedeHn (3NacToOMEeTpPUM NEeYEHN) C Lenbi KOHTPONS COCTOSIHUS MeYeHu npu
npoeeneHun ®3T [21 - 26, 38].

YpoBeHb ybeantenbHoCcTU pekomeHaaumm C (ypoBeHb JOCTOBEPHOCTM AOKa3aTENbLCTB - 5)

KomMeHTapuu: ans oueHKn cTeneHn BblpaXXeHHOCTM X1poBon anctpodum nevenn (no MPT) Heobxogumo ans
nocnenywowero kKoHTpons adgpdektmHoctTn P3T. Yactota mccnegosanuin B cpegHeM: MPT opraHoB 6ptolLHON
nonoctu - 1 p/rog, anactorpadun neyenn - 1 p/6 mec.

- PekomenpgoBaHo nauueHtam ¢ BHOX nposegeHue asodaroractpogyogeHockonuu (OMAC) npu Hanuumm
NpU3HakoB MoOpTanbHOW rvnepTeH3uMu, xanob Ha 6onM B XUBOTE UMM HanuuMe COMyTCTBYIOLLEN
racTPO3HTEPOSIOrMYECKOM NATONOMN C LIENbI0 OLEHKN COCTOSIHUA BepxXHUX otaenos XKT [15].

YpoBeHb yoeamTensHocT pekomeHaaumn C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 5)

KommeHTapuu: nposegenune 3OC y naumeHToB ¢ prbpo3omM neveHu, npusHakamm nopTanbHON rmnepTeH3nm
HeobxooMMO ANs OLEHKN CTENEHM BAPUKO3HOIO paclLMpeHns BeH NuLLeBoaa U yrpo3bl KPOBOTEYEHMS

- PekomeHnpoBaHo naumeHTam ¢ BHO3X peructpauuss anektpokapguorpacgpum (3KI), npoBepeHue
axokapguorpacmm (3XOKI) ons oueHKU COCTOAHNSA CepAEYHO-COCYAMNCTON CUCTEMBI, B CPEOHEM, Kaxkable 1 - 2 roga
[2, 38].

YpoBeHb ybeautenbHOCTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTB - 5)
KommeHTapui:

Mpu Hanuuuu apuTtMmm HeobxodMMO npoBedeHMe CyTOYHOro MoHuTopupoBaHuss JKIT (XonTepoBckoe
MOHUTOPUPOBAHNE), MO MNOKasaHMsM - CTpecc-TecTa (OnekTpokapauorpadumss ¢ OU3NYECKON Harpys3kom) B
COOTBETCTBMM C PEKOMEHOALMAMM NO BEAEHMIO NALUEHTOB C aTEPOCKNEPO30M N apUTMUEN.

- PekomeHayeTca npu BegeHnn naumeHToB ¢ BH3X Ha Bcex atanax Mcnonb3oBaTe MynbTUANCUMNIIVHAPHBIN
NoaxoA4 BBMAY TOro, 4To 3aboneBaHue XxapakTepu3yeTCsl MopakeHWeM MHOMMX OpraHoB W cuctem, Tpebyer
KOMMNIIEKCHON Tepanuu, 4YTO AWKTYeT HeobXxoOMMOCTb COBMECTHOrO BedeHMs naumeHTa cneuuanncrtamu pasHbix
npodmnen [15, 38, 39, 42].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumm C (ypoBeHb AOCTOBEPHOCTU A0OKa3aTeNnbCTs - 5)

KommeHTapwuii: naumeHToB ¢ BHOX HabniogaeT Bpay-racTpoaHTEPOSIOr, Bpay-TepanesT (B AETCKOW MpaKTUKe
Bpay-neguaTp), a Takke Bpad-reHeTuK, HeobxoauMma KOHCyMbTauus Bpadva-gueToriora € Lenblo HasHadeHus
HU3KOXMPOBON AueTbl (nogbop cneunanu3npoBaHHOW AOWETbl C OrpaHWYEHMEM >KMBOTHbIX Xupos) [2, 15],
KOHCynbTauus Bpava-kapguonora (Bpadva-kapguornora [AeTCKOro) € LUenbilo OLEHKM HapyleHuh cepgevHo-
COCYANCTON CMUCTEMbI 1 Tepanum (OLeHKa COCYQUCTOro pucka, HasHavyeHue nedYeHuns, NepBmMYHO U B MOCHeAyoLem
Kaxgble 6 mecsues) [2, 13, 15, 20, 26], KOHCynbTauuss Bpaya-TPaHCMMAHTOMNOra Npyu Hanuuuu nokasaHum Ans
TpaHcnnaHTaumm neveHun. Npu Hanmymm HEBPONOrMYECKNX HapYLLEHWUIA: KOHCYIbTaumsa Bpaya-HeBporiora (nepBuyHO
W panee exerogHo). B kusHeyrpoxawoLwmx COCTOAHUSIX HeobXxoAMMOo yvacTue Bpadva-aHecTesuoriora-
peaHumarorora. lNepBuyHble 1 MOBTOPHbIE KOHCYNbTaLUW Bpaven UHbIX CneumnanbHOCTEN, a Takke MeANLNHCKOro
rcuxorora rnokasaHsl nauneHTam ¢ BB, nmetrowmm HapyLeHns yHKLUN Opyrux OpraHoB U CUCTEM.

6. OpraHusauus okasaHUs MeAULIMHCKOMN MOMOLLMU

MokasaHua onAa nnaHoOBOMW rocnuTanu3auum:

- NpoOBeAEeHNEe ANArHOCTUKN U NieYeHus1, TPeOYIoLWMNX KPYrnoCyTOYHOro MeAULIMHCKOrO HabnoaeHus;
- COCTOsIHME, TpebyoLee aKTUBHOTO NIEYEHUS N KPYrIOCYTOYHOIrO MeAMLMHCKOro HabnoaeHus;

- COCTOsIHWE, TpebytoLlee NpoBeAeHNst BbICOKOTEXHOMOMMYHbLIX METOAOB JIEYEHNS;

- OTCYTCTBME BO3MOXHOCTU obecnevenns 3T B ambynaToOpHbIX 1 CTauMoHap 3amMeLLaloL X yCroBusx;



- He06X0AMMOCTb NPOBEAEHNSA Pa3NMYHbLIX BUOOB 3KCNEepTU3 UN 06crnegoBaHus B MeQuLMHCKON opraHnsaumm
MpyY HEBO3MOXHOCTM MPOBEAEHUS UX B aMBynaTOpHbIX YCIOBUAX, TPEOYIOLMX AMHAMUYECKOTro HabnogeHus (B TOM
yncne ocopMIieHNe 3akntoYeHns dedepansHOro KOHCUNMyma).

MNMokasaHus Ans 3KCTPEHHOW rocnuTanusauum:
- ocTpble 3aboneBaHus;
- 060CTpeHMS XPOHMYECKUX GonesHen;

- OTpaBMEHUS U TPaBMbl, COCTOSIHUS, TpebytoLne MHTEHCUBHON Tepanun 1 nepeBofa B peaHMMauMOHHbIe
OTAENEeHUst NN OTAENEHUsS UHTEHCMBHOW Tepanun (B TOM Ymcrne noboyHble peakuun, Npoucxoasiune B npouecce
MHPY3NM UNKN B TeYEHMe CYTOK npoBeaeHns Hgy3mmn ®3T, 1 apyrue yrpoxatoLme XU3H1U OCTpble COCTOsIHUS), a
TaKke KpyriiocyTO4YHOro MeAULIMHCKOro HabnodeHnn U NpoBeAeHUs crieumanbHbIX BUOOB 06CrefoBaHUs U NIeYeHus.

MokasaHus K BbINMCKe NauueHTa u3 MegULMHCKOM opraHusauum:
- OTCYTCTBWE Yrpo3bl XXN3HW NaLMEHTa;
- OTCYTCTBUE Yrpo3bl Pa3BUTKS OCIOXKHEHWUIA, TPEBYIOLLMX HEOTNOXHOIO NEYEHUS;

- cTabunusaums CoOCTOSIHNA M OCHOBHbIX KITMHUKO-NabopaTopHbIX NokasaTenel naTtosiormyeckoro npowecca no
OCHOBHOMY 3ab0neBaHuio;

- OTCyTCTBME Heob6XoauMOCTU B MOCTOAHHOM Bpa‘-le6HOM N KpyrnocytoyHOM meguumnHCKOM HabngeHun no
OCHOBHOMY 3aboneBaHuio;

- HeobXxoQUMOCTM NepeBoa NauueHTa B ApYryto 60NbHULY UK y4pexaeHne coumanbHOro obecneyveHumsl.
MpuHUMNBI OpraHM3aunM MegULMHCKON NnomolLum naumeHTam ¢ OJ1KN

MoctaHoBka awuarHosza LAJIKIT ctaBuUT MHOro BOMpOCOB nMnepen poacTBeEHHUMKaMM nNauuneHTa u nepeg
cneunanuncramm, paGOTaPOLLI,VIMVI C Takumum naumeHtamu. MHOroYMcrneHHole I'Ip06J'IeMbI, BO3HUMKaoLWmne npu
O6H6py>KeHI/IVI n pasBuTun 3aboneBaHuns, Ons peweHna KoOTopbiX Tpe6yeTC$| rpamMoTHad opraHu3auuna npouecca
nomMmoLwn npu yyvyactmmn MyﬂbTMﬂMCLlMHﬂVIHapHOVI KOMaHAbl cneunanuctoB U cobnogeHne OCHOBHbIX npunHUMNoB n
noagxoaoB K ee OKa3aHuto.

[laHHble NpUHLMMbI 4OMKHBI cobnoaaTbcs Ha Nobom aTane okaszaHUs MeaULMHCKOM NOMOLLM, Kak B MOMEHT
NOCTaHOBKW AMarHo3a, Tak 1 Ha nibom aTane HabnwageHnsa naumeHTa.

1) MauuneHT n ero npeacraBuTesnin OOJDKHbI Nony4vyaTb MOJIHYHO Mchopmau,mo 0 3aboneBaHnN, ero Te4YeHUH,
naTtoreHese, NporHo3ax, OCroXHeHUAaX n metoaax BO3MOXHOW Tepanumn.

2) [OwnarHo3 [OJIKIT nogpasymeBaeT BO3MOXHOCTb OKa3aHWs MEPBUYHOMW, CrneuManu3vpoBaHHOW WU
nannuaTuBHOM NOMOLLM Ha BCeX 3Tanax 3abonesaHus.

3) MNpwn noctaHoBke amarHosa OJIKIT cembss gomkHa ObiTb HanpaBneHa K cneuuanucTy, UMetoLemy OnbIT
paboTbl C nauveHTamm C 9TuM 3abonesaHvem, obnagawowemMy COBPEMEHHON UWHopMauuen O TeveHun
3aboneBaHNss U BO3MOXHOCTM Y4acTusl B KIMHUYECKMX MCNbITAHWAX (HOBbIX MeKkapCTBEHHbIX npenapaToB wu/unm
TEXHUYECKMX YCTPOWNCTB). Takke BaXKHbIM ABMSETCHS MHPOPMMPOBAHME CEMEN O CYLUECTBYHOLIMX OBLLECTBEHHbIX
opraHmsaumsax, paboTaloLmx ¢ 3TON rpynnov NaumeHToB.

OCoO6GeHHOCTU OpraHMsauum MegULMHCKOM NOMOLWM nauueHTam ¢ uHdaHTUNbHou chopmon AOJIKI
(Bone3Hbio BonbmaHa)

YuutbiBas ObICTpbIA XapakTep nporpeccupoBaHus BB, Bce OeTW ¢ OaHHbIM OMarHo3oM HYXOalTcs B
cTauMoHapHoOM HabrodeHun, NpyM HeoBXOAMMOCTU - C NepeBodOM B peaHUMMaLVOHHOe OTAereHune, B KOTOpOM
NPOBOAMNTCA feYeHne TSXKemNon Nporpeccupylolleit NeYyeHoYHom HeJoCTaTOuYHOCTU COMMacHO COOTBETCTBYHOLLMM
KMUHWUYECKUM PeKOMEHAALMSM.

- NMpu BB nauuweHTOB HabniogaeT Bpayd-racTpoOsHTEPOSor (M/unu Bpay-neamatp), a Takke Bpad-reHeTUK,
Heobxo4MMa KOHCynbTaumsa Bpava-gAuETosIora ¢ Lenblo Ha3HaYeHUs1 HU3KOXUPOBOW AMEThl, a B PSAE CUTyauuni u



napeHTepanbHoro nutanHus.) [2, 15]. lNokasaHbl KOHCYNbTaLusa Bpaya-kapavorora (Bpava-kapamoriora AeTckoro) ¢
LEenblo OLEHKM HapyLIEHUN cepaedHO-COCYyaUCTOM CUCTEMbI M HasHayeHus nedenus [2, 13, 15, 20, 26],
KOHCyNbTauusa Bpava-3HOOKPUHOMOra C Lefblo OUEHKN OYHKUMWM HAOMOYEYHMKOB U CBOEBPEMEHHOIO HasHa4yeHus
FOpMOHO3aMeCTVITeJ'IbHOI7I Tepanun, Bpada-HeBporsora C Lenbio OLEeHKN HapymeHvuZ CO CTOPOHDbI HepBHOIZ CUCTEMBbI,
Bpayva-TpaHcniaHTonora npun Hann4mm nokasaHum Ona TpaHcnnaHTauun ne4vyeHun. B XN3HEeYrpoXxarwnwmnx CoOCTOAHNAX
HeobxoAMMO y4acTue Bpada-aHecTesnonora-peaHmmMaTornora.

Oco6eHHOCTU OpraH1M3aumMm MeauLMHCKON noMmoLwm nauueHTam ¢ BHIX

Mpu BH3X nauneHTOB HabnogaeT Bpay-racTpo3HTEPONOr, Bpay-TepanesT (UW/unu, B 4ETCKON NpakTuke, Bpay-
neamnaTtp) nnu Bpay obLLen NpakTukn (CEMeNHbIN Bpad) B cpeaHeMm, 1 pa3 B 6 - 12 mec. (B COOTBETCTBUN C TSXKECTbIO
COCTOSIHMS) MOKa3aHO KOMMIeKcHoe obcnefoBaHue ambynaTopHO, B YCMOBUSIX OHEBHOrO cTauuMoHapa U B
MHOronpodurbHbIX CTaLnoHapax.

A Takke Bpay-reHeTuK, Heobxoouma KOoHCynbTauusa Bpada-aAneTonora ¢ Lenblo Ha3HauyeHUs1 HU3KOXMPOBOW
aneTbl (nogbop cneunanmanpoBaHHOW OUETbl C OFPaHUYEHWEM XUBOTHBIX XUPOB) [2, 15], KOHCyNbTaumsa Bpaya-
Kapguonora (Bpada-kapamuosiora 4ETCKOro) C Liefbio OLEHKN HapyLLIEHWU cepaeYyHO-COCyaNCTON CUCTEMbI U Tepanum
(oueHka cocyaucToro pucka, HasHadeHue nederunst) [2, 13, 15, 20, 26], KOHCcynbTauusa Bpava-TpaHcniaHTosora npu
HanMuYMM NoKasaHUM Anst TpaHcnaHTauumn nevyeHn. B xXunsHeyrpoxatoLwmx CocToaHUAX He06X04MMO y4acTue Bpaya-
aHecTesunonora-peaHumaTonora.

,El,pyrme cneunanncTbl AOJKHbI NpuBIriekaTbCA NO Mepe BO3HUNKHOBEHUA cneu,mc*)wqecmx npo6neM.
7. ononHutenbHasn MH(*)OpMaLIVIﬂ (B TOM 4Hucne (baKTopbl, BNMAKOWME Ha ucxod 3aboneBaHusa unum

COCTOSIHUSA)

MporHo3 npu BH3X 3aBucuT OT BO3pacTta MaHudecTauun 3aboneBaHUs U BbIPaXXEHHOCTU KITMHUYECKMX
nposierieHn. CBOEeBpeMEHHas OMarHocTMka WM Ha3HayeHue MaToreHeTUYEecKOW Tepanuu Ha paHHUX CTagusax
3aboneBaHnsa onpegensieT 6NaronpuATHBLIA NPOrHO3 U yny4yllaeT Ka4ecTBO xu3Hu geten ¢ BH3X, npegoTepalyas
pasBuUTME LMPPO3a NEeYEHN.

Mpu nHdpaHTunbHON hopme OJIKI1 (6one3Hn BonbmaHa) 6e3 npoeeaeHus ®3T nporHo3 HebGnaronpusiTHbIN
(neTanbHLIN MCXoA B BO3pacTe A0 6 mecsueB).

KpuTepuu oLeHKM KauyecTBa MeaAULIMHCKOM NOMOLLM
npu okasaHum cneunanuanpoBaHHoOW MeaULIMHCKON NOMOLLIU

Kputepuu kayectBa npu 6B

N Kputepumn kavecTtsa OueHka
BbINOMHEHNS

1. BbinonHeHo onpeaeneHne akTMBHOCTU NIM30COMHON KUCNOW nunasel B naTHax | Ja/Het
BbICYLLEHHOW KPOBW WNN nenkouutax nepudepruyeckon Kposu wu/mnm
MOIEKYMNSpPHO-reHeTu4eckoe uccnegoBaHve (BbISBNEHWE MyTauui B reHe
LIPA) (npu noctaHoBke AnarHosa)

2. HasHaueHa dhepmeHTHas 3amecTuUTenbHasi Tepanusi npenapaTom cebenvnasa | Ja/Het
anbda** npu OTCYyTCTBUM NPOTUBONOKa3aHUN

3. |BbinonHeHo ynbTpa3BykOBOE WccnegoBaHWs opraHoB OptowHow nonoctu |Oa/Het
(KOMMeKkcHoe) 1 AynneKkcHoe ckaHMpoBaHWE COCY0B NeYeHu

4. |BbinonHeHo ynbTpasBykoBoe uccnegosaHme (Y3W) OptowHon nonoctu |Oa/Het
(ynbTpasBykoBOE MUCCreLOBaHNE OpraHOB OPHOLUHOM NOMOCTU (KOMMIIEKCHOE))
1 3abpOLIMHHOIO MpoCcTpaHcTBa (B T.4., YNbTpPasBYKOBOE WCCrefoBaHWe
HaAMOYEeYHMKOB)




5. lMpoBeneHa KOHCYNbTaLMA Bpaya-reHeTuka Ha/Het

6. BoimonHeH  aHanmu3  kpoBM  Buoxmmudeckuii  obwetepaneBTuyeckun | Ja/Het
(nccnepoBaHne YpOBHSA XonecTepuHa, XonectepmHa NMnonpoTENHOB BbICOKOM
NAOTHOCTY, XorecrepuHa NMNONpPOTENHOB HWU3KOW NAOTHOCTH,
TpurnuuepuaoB, obwero 6enka, anbbymuHa, obuwero 6unupybuHa,
OunupybuHa cBA3aHHOrO (KOHBIOTMPOBAHHOrO), GunupybuHa cBoboaHOro

(HEKOHBIOrMPOBaHHOTO), onpefeneHune aKTUBHOCTU
acnaptatammHoTpaHcdepassbl, anaHnHamuMHoTpaHcdepassbl, ramma-
rnioTamunTpaHcdepasbl NpU OUMarHOCTUKE M B MPOLECcCe AMCNaHCEPHOro
HabnogeHus

Kputepumn kayectBa npu BH3X

N Kputepun kayecTBa OueHka
BbINOMHEHNA

1. BbinonHeHo onpegeneHne akTMBHOCTM NIM30COMHON KUCINoW nunasbl B nATHax | Ja/Het
BbICYLLEHHOW KPOBW WM Nenkoumutax nepudepmuyeckon KpoBu w/unm
MOIEKYIMNSIPHO-rEHETUYECKOE UCCNefoBaHne (BbIsIBNEHWE MyTauui B reHe
LIPA) (npu noctaHoBKke AnarHosa)

2. HasHadeHa chepmeHTHas 3amecTuTenbHasi Tepanus npenapaTom cebenvnasa | Ja/Het
anbda npu oTCyTCTBMM NPOTUBOMNOKA3aHUN

3. BbinonHeHa pernctpaums anektpokapaunorpammel (OKI) kaxable 1 - 2 roga Oa/Het

4. |BbinonHeHo npoBegeHue axokapaunorpadum (3XO0-KI) kaxable 1 - 2 roga Oa/Het

5. BeinonHeHo npoBeaeHue ynbTpassBykoBoro mccneposanus (Y3W) 6prowHon | Oa/Het
nonoctn (ynbTpasByKOBOE MWCCreAoBaHWE OpraHoB OpOLWHOW NONoCTU
(koMnnekcHoe)) u 3abpLLMHHOIO MPOCTPAHCTBA, AYNIIEKCHOrO CKaHMPOBaHMS
COCydOB MNeyYeHn (OynnekcHoe CKaHMpoBaHWEe COCydoB renatobunuapHon
30HbI), AYMMEKCHOro CKaHMPOBaHWS COCYA0B Cene3eHKu

6. lMpoBeneHa KOHCyNbTaLMsa Bpaya-reHeTuka Ha/Het

8. BoimonHeH  aHanu3  kpoBM  Buoxmmudeckun  obwetepanesTuyeckun | da/Het
(nccnenoBaHMe YPOBHS XonecTepuHa, XonectepmHa nmnonpoTENHOB BbICOKOM
NMOTHOCTH, XorecrepuHa IMNONpPOTENHOB HN3KOM MIOTHOCTH,
Tpurnuuepugos, obwero 6enka, anbbymuHa, obwero OunMpybuHa,
ounupybuHa cBsi3aHHOrO (KOHBIIMMPOBaHHOMO), OunupybuHa cBoboaHOro
(HEKOHBIOrMPOBAHHOTO), onpegenexHune aKTUBHOCTM
acnapTatamuHoTpaHcdepasbl, anaHMHamuHoTpaHcdepassbl, ramma-
rnioTaMmunTpaHcdepasbl) Npu OMarHOCTMKE M B Mpouecce AMCNaHCEPHOro
HabniogeHus, B cpeaHeM, kaxable 3 - 6 MmecsiLeB

9. BbinonHeH o6Wuin (KNMHUYECKMIA) aHanu3 KpPOBWU pasBepHyTbin (ecnu He | Oa/Het
NpoBOAWNCS B NpejLlecTByome 6 MecaueB)
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Mpunoxexne A1

COCTAB
PABOYEM MPYNMbI MO PA3PAGOTKE U MEPECMOTPY
KITMHUYECKUX PEKOMEHOALMN

1. AHucnmoBa MHra BagnmoBHa, K.M.H., 3aBefyoLlas oTAesioM opraHu3aumm MeamuuHCKOM NoMoLLm-BpaY-
reHeTuk ®IBHY "Meauko-reHeTMYecKni HayyHbIi LeHTp uM. akagemwuka H.M. Boukosa", uneH Accouwnauun
MeOMNLIMHCKNX FTeHETUKOB.

2. AnberoBa MapuHa BbeuepbueBHa, K.M.H., 3aBeaylollas KOHCYNbTaTUBHO-NeANATPUYECKUM OTAeNeHneM
otgena MNegunatpun OIbY "HMUWL, akywepcTBa, ruHekonorum n nepuHatonorum um. Ak. B.U. Kynakosa"



3. baraeBa MapgneHa OHBEpOBHA, K.M.H., CTapLUMiA Hay4HbIW COTPYOHMK OTAENeHus neguaTpuyeckomn
racTpoaHTeponoruu, renatonornm n guetotepanum Knunnkm ®royYH "®UL nutanusa n 6uotexHonorun”

4. barpgakoBa [anvHa BuKTOpOBHa, K.0.H., BEOYLMIA Hay4HbI COTPYAHMK nabopaTopum HacneaCcTBEHHbIX
bonesHen obmeHa PIBHY "Meauko-reHeTUYECKUA HayyHbIA LUEHTp uM. akagemuka H.M. Boukoa", uneH
Poccuiickoro obuiectsa MeAULMHCKNX FrEHETUKOB.

5. bapaHoB AnekcaHap AnekcaHapoBud, akagemuk PAH, npodeccop, A.M.H., MoveTHbI MNMpe3naeHT Cotosa
negmatpoB Poccuun, coBeTHUK pykosogutens HAW negmatpum n oxpadbl 3gopoBbs geten LIKBE PAH, rmaBHbIN
BHeLITATHbIN cneunanucT neguatp MuHsgpasa Poccum.

6. Bawakvaase Hato [xymbepoBHa, A.M.H., 3aBefylowasa otgenomMm peakmx donesHen HUW negmnatpum m
oxpaHbl 3gopoBbs aeten LIKB PAH, uneH Cotosa negunatpoe Poccun

7. BuwHeBa EneHa AnekcaHapoBHa, A4.M.H., 3aMecTuTenb pykosoantens no Hayke HAW negmatpum n oxpaHbl
3poposbs geten LIKB PAH, goueHT kadenpbl dhakynbTeTcKkon neamatpumn negmatpuyeckoro cakynsteta ®reOy
BO "PHAMY um. H.U. MNuporoea" MuHsgpasa Poccum

8. N'yHoobuHa Onbra CtaHncnaBoBHA, K.M.H., Bpad-ractpoaHTeponor HAWN neguatpum n oxpaHbl 340pOBbS
aeten OIbY3 LUKE PAH, uneH Coto3a neguatpoB Poccun

9. HdertapeBa AHHa BnagummnpoBHa, g.M.H., npodeccop, 3aBeaytowas otaenom negnatpuun, ¢rey "HMUL,
akywepcTsa, ruHekonorum u nepuHatonormm um. Ak. B.W. KynakoBa", npodpeccop kadedpbl HeoHaTonoruu
WHctutyta 3goposbs geten ®IAOY BO "epsbii MOCKOBCKMI rOCy4apCTBEHHbIN MEANLUHCKUIA YHUBEPCUTET WM.
.M. CeyeHoBa" MuH3gpasa Poccun (CedyeHOBCKUIN yHUBEPCUTET).

10. ExoB Mapat Bnagucnasosudy, A.M.H., npodeccop, rMaBHbIN Hay4HbI COTPYAHWK oTdena npobnem
aTepocknepos3a HUAWN knuHuuyeckon kapaunonorum um. A.J1. MacHukosa ®I'bY "HMULIK" M3 P®

11. >KapkoBa Mapwusa CepreeBHa, K. M. H., 3aBefyloLas oTAeNeHVemM renatoniormn KIMHWKM nponeaeBTukn
BHYTPEHHUX GonesHen, racTpoaHTeponoruu, renatonorum nm. B.X. BacuneHko, YHuBepcutetckas KnuHudeckas
BonbHuua N 2, ®F'AOY BO "MMepsbii MTMY nm. N.M. CeveHosa" MuH3gpasa Poccumn (CedeHOBCKUIN YyHUBEPCUTET)

12. )XypkoBa HaTtanus BsiuecnaBoBHa, K.M.H., BEAYLNA HaYYHbIA coTpyaHuK OTaen opdaHHbix 6onesHen u
NPoMNakTUKN MHBaNMAM3npyowmux 3aboneBaHun, Bpayv-reHeTMk HUW negmatpum u oxpaHbl 340poBbsA AeTew
®rby3 LKB PAH, yneH Accoumauumn meguumHekmux reHetnkos (AMID).

13. 3axaposa EkaTtepuHa lOpbeBHa, A4.M.H., 3aBegyloLias nabopatopuer HacneacTBeHHbIX 6onesHeln obmeHa
®IrBHY "MeguKo-reHeTU4eCknii HayyHbln LeHTp uMm. akagemuka H.MN. BodykoBa", uneH Poccuiickoro obuiectsa
MEeOMULMHCKUX TEeHETUKOB, YJIEH €eBpOMenckoro obLlecTBa MO W3YyYEHWUO HacneacTBEHHbIX OonesHen obmeHa
BeLlecTB (SSIEM).

14. WBawkuH Bnagmmunp TpodumosBud, akagemunk PAH, npodheccop, O.M.H., 3aBefgywowun kadenpon
nponeaeBTVKN  BHYTPEHHMX  GonesHen, gupektop  KnuvHWKM  nponedeBTUKM  BHYTPeHHMX  GonesHewn,
ractpoaHTeponormm u renatonorum um. B.X. Bacunenko ®rAQOY BO "lMepBbin MIMY um. UN.M. CeyeHoBa"
MwuHsgpasa Poccun (CeyeHOBCKMIA yHUBEPCUTET)

15. KameHey EneHa AHaTonbeBHa, COTpyAHWK nabopatopumn HacnencTBeHHbix 6onesHen obmeHa ®IrEHY
"Me[avKo-reHeTUYEeCKNA Hay4HbI LEHTP M. akagemuka H.IM. BoykoBa", uneH Poccuickoro obLlecTBa MeanLMHCKNX
reHeTUKOB.

16. KyueB Ceprew VBaHoBuY, akagemuk PAH, A.M.H., aupektop ®IBHY "Megnko-reHeTn4ecknin Hay4HbIn
ueHTp um. akagemuka H.IM. boykosa", Npe3naeHT Accoumanmm megnumHcknx reHetukos (AMID).

17. NaBpoBa Anna EBreHbeBHa, O.M.H., FMaBHbIA Hay4YHbIA COTPYAHUK, Bpay BbiCLUEN KBannuKaunoHHOM
Kateropun no cneuuwaneHocTn "lMegnatpusa”, 3aBeayrowMi 2-m neguaTpuyeckum otaenieHMeM ¢ MeauuMHCKOM
peabunutaumen, ®rbOY BO "MpuBoOmKCcKMIn nccrnegoBaTenbCkun MegnumnHckun yHmsepeutet"” M3 PO

18. MatuHaH WpuHa AnekcaHOpoBHa, K.M.H., Hay4HbIl COTPYAHWK OTAEeneHus neavaTpudeckomn
racTpoaHTeponoruu, renatonorum n auetotepanum KnunHmnkm ®royYH "®UL nutanusa n 6uotexHonormum"”



19. Muxannosa CseTnaHa ButanbeBHa, O.M.H., 3aBeaywollasa otgeneHnem ®IBY "Poccuiickas [etckas
KnuHunyeckasa bonbHuua" M3 P®.

20. Hamasoea-bapaHoBa Jlenna CewnmypoBHa, akagemuk PAH, npodeccop, g.M.H., Npe3angeHt Cotosa
negnatpoB Poccun; nact-npesngeHT EPA/UNEPSA; pykosogutens HAW negmaTtpum n oxpaHbl 300poBbsa AeTer
LIKB PAH, 3aBeaytoLlasn kacheapon chakynbTeTCcKkon negmatpun neguatpuyeckoro gakynsteta ®r60Y BO "PHUMY
um. H.W. Muporosa" MuHsgpaBa Poccuu, rmaBHbI BHELWTATHbIA AETCKMA CneumManuct no npodunakTuyeckomn
mMeaunuuHe MuHagpasa Poccun

21. MNawkoBa MpuHa EBreHbeBHa, K.M.H., 3aBegytowas neguaTtpudeckum otgenennem Orey "HMUL, TUO um.
ak. B.W. Wymakosa" M3 PO

22. MetpavkmHa EneHa EdwmmoBHa, a.m.H., gupektop POKB ®rAOY BO PHVWMY um. H.A. TMuporosa
MuH3gpasa Poccun, npodpeccop kadenpbl hakynbTeTcKon neanaTtpumn negmnatpudeckoro dakynsteta PHUAMY
umenn H.U. Muporosa, npodeccop kadeapbl 4OKasaTenbHOM MeANLUHBI MeOULIMHCKOrO MHCTUTYTa PY[H, MaBHbIN
BHELUTaTHbIN cneunanucT AeTCK1ii aHAOoKpyHoror [lenapTaMeHTa 3gpaBooxpaHeHus ropoga Mocksbl

23. lNepByHnHa TatbsHa MuxannosHa, K.M.H., [upektop WHCTUTyTa nepuHatonorum n neguatpuun, Orby
HMWL um B.A. Anmazosa M3 PO

24. lMevaTHnkoBa Hatanba JleoHngoBHa, Bpay-HeBponor, 3aseylowmn otaeneHnem, Mopososckas OIKB
O3M

25. PennHa CBeTnaHa AdpaHacbeBHa, K.M.H., Bpad-reHeTuk ®IrEHY "Meaunko-reHeTU4eCcknin HayuHbI LEeHTP
uMm. akagemuka H.M. BoukoBa", uneH Poccuickoro obuiecTBa MeOULMHCKUX TEeHEeTUMKOB, 4neH Accounaumm
MEeLMLMHCKNX FTEHETUKOB.

26. Cenum3asaHoBa Jlunusa PobepToBHa, K.M.H., BeAyLWMN HayyHbl coTpyaHuk HUW neguatpum n oxpaHbl
3gopoBbst geten LIKB PAH MwuHuncTtepcTBa Hayku u Bbicliero obpasoBaHus Poccuiickon ®epepaunn, AOLEHT
kadenpbl neguatpum n agetckom pesmatonorun ®rAQY "Mepsbin MITMY um. .M. CeueHoBa" Munsgpasa Poccum
(CeueHoBckun YHuBepcuTter)

27. CkBopuoBa Tamapa AHApeeBHa, K.M.H., [NaBHbI BHELWTATHbIV AETCKUA CneumnanncT racTpo3HTeponor
[enaptameHTa 3gpaBooxpaHeHus r. MockBa, pykoBoauTenb LieHTpa aeTtckon racTpoaHTeponorum u LleHtpa B3K,
3aBefywollasl otaeneHneM ractpoaHteponornm FBY3 "Mopo3oBckasi AeTckasi ropofckas KnuHudeckas 6onbHuua
ﬂ3Mll

28. CtpokoBa TatbsiHa BuktopoBHa, O.M.H., npodeccop PAH, 3aBefylowaa otaeneHveM neamatpuyeckomn
racTpoaHTepornornu, renatonorum u gnetotepanum KnuHnkn ®reyH "®UL nutanuns n 6uorexHonormumn"

29. Cy660TtuH Omutpmn Muxannosud, Bpad-reHeTuk ®PIEHY "Meguko-reHeTnyeckMin HayvHbI LEeHTP UM.
akagemuka H.IN. Boykosa", uneH Accouuaumm MeauLUHCKNX TEHETUKOB.

30. CypkoB AHgpen HukonaesBud, O.M.H., 3aBefylOLMN [acTPOIHTEPONOrMyeckum oOTaeneHnemM c
renatonorudeckon rpynnon ®ray "HMWL sgoposbsa geten” Munsgpasa Poccuu

31. TymaHoBa EneHa JleoHngoBHa, 4.m.H., npodeccop, 3aBeayowas kadeapon NaTonorMyeckor aHaTtoMmm
oY BMO "PHUMY nm. H.W. MNMuporosa MuHsgpasa Poccun”

32. UmmbanoBa EkatepuHa [eoprveBHa, K.M.H., BHewTaTHbIi cneuynanuct M3 MO-rnaBHbIi geTckui
racTpoaHTeponor MO, unen Coto3a neguatpoB Poccuu, uneH aetckon rpynnbl Poccunckoro obuiectaa no n3yyeHuro
B3K.

MpeacraBuTenb NALMEHTCKUX COOOLLECTB:
33. MorocsH Hennu CepreeBHa - npeactaButens Becepoccunckoro obuiectsa opdaHHbIX 3aboneBaHuii

ABTOpbI NOATBEPXAAIT OTCYTCTBNE (PMHAHCOBOW NOAAEPKKU/KOHMIIMKTa NHTEPECOB, KOTOPbIA HEe0bXoaumo
obHapopgoBartb.



MpunoxeHne A2

METOAONOMsA PASPABOTKU KITMHUYECKUX PEKOMEHOALIUA
HacTtosdwue pekoMeHgauun npegHa3HayeHbl AN NPYMEHEHUs MEeOUUMHCKUMW  OpraHuM3auusiMm  u
yupexaeHuammn deneparnbHbiX, TeppUTOpMarbHbiX U MyHULMNAMbHBIX OPraHoB yrnpaBneHus1 34paBooXpaHeHnemMm,

cuctem obsizaTenibHOro U JOOPOBOSBHOIO MEAULMHCKOIO CTpaxoBaHUsl, APYrMMU MeOULMHCKUMU OpraHn3auusMmm
pa3nUYHbIX OpraHM3aLMOHHO-MPaBOBLIX POPM AEATENBHOCTU, HanpaBreHHOW Ha OKasaHNe MeaULVUHCKON NOMOLLM.

HacTtosilue pekomeHgaumm ycTaHaBnNMBalOT BUAbl, 0O6bEM N MHOUKATOPLI KayecTBa MeOULUHCKON MOMOLLM
naumeHtam npu OJIKJIT n 6binm paccmoTperbl 1 - 2 uioHa 2018 roga B pamkax Hay4yHo-npakTuyeckoro KoHrpecca
"OpdaHHble 6onesHn" B Mockse.

KnuHuyeckne pekoMeHaaumm co3faHbl Ha OCHOBaHMM cucTemMaTmyeckoro o6sopa nutepatypbl 1992 - 2019 rr.
Medline (Pubmed version), Embase (Dialog version) n Cochrane Library databases coBpemMeHHbIX MexayHapoaHbIX
KNUHUYECKUX peKOMeHZaLNN MO AMarHOCTUKE, NEeYEHNI0 1 BeAEHWIO NaLMeHTOB ¢ MeTabonmyecknmmn 6onesHamu.

HedmumTt NM30COMHOM KNCNON NMnasbl OTHOCATCS K PEAKMM HacneacTBEHHbIM 3ab0neBaHusaM, YTo UCKMoYaeT
BO3MOXXHOCTb MpoBeAeHNs1 BONbLUMX KOTOPTHBLIX U paHAOMMU3MPOBaHHbLIX KOHTPONMMPOBAHHbLIX MCCNeaoBaHWUA 1 Ans
CO3[aHus NPOTOKOSIOB AMAarHOCTMKM U TepanuM UCMONb3YTCA NULb TEMaTUYECKME WUCCIedOBaHUS 3KCMepToB,
onybnunkoBaHHbIE B NOCNeAHNE ABa AECATUNETHS.

OueHka kadecTBa [oKasaTenbCTB W CUNbl  PEKOMEHOAUMN MNPUMEHEHUS MELMLMHCKUX TEeXHONOrnn
npoBoAmMnacbk B COOTBETCTBUN C YHUDULIMPOBAHHOW LLKANOWN, NpuBeaeHHoM B Tabnuuax 1 - 3.

LleneBas ayaMTopus AaHHbIX KNMMHUYECKMX PEKOMEHOALUN:
1. Bpauu obwwen BpayebHOM NpakTnkn (CEMenHble Bpayn);

. Bpauun-negmnatpel;

. Bpauu-ractposHTepornoru;

. Bpauun-tepanesThi;

. Bpaq N-TEHEeTUKN;

o o A~ wWwN

. Bpaun-nabopaTopHble reHeTuKY;

7. Bpauu-kapguororu;

8. Bpauun-geTtckne kapaunonoruy;

9. Bpaun-HeBponoru;

10. Bpaun-peHTtreHonory;

11. Bpaun pyHKLMOHANBHOW ANArHOCTUKY;
12. MeauLUMHCKME NCUXONOory;

13. CtyneHTbl MeguuunHcknx BY30B;

14. Obyvatowmecs B opanHaType.

Ta6nuua 1. LLikana oueHKn ypoBHen AOCTOBEPHOCTU AoKa3aTenbcTB (YOO) AnA MeToAOB AMArHOCTUKU
(AmMarHocTUYECKUX BMELLATENbCTB)



yan Pacwmdposka

1 Cucrtematnyeckne 0630pbl MCCEQOBaHUA C KOHTponem pedepeHCHbIM MEeTOAOM UK
cucTemaTuyecknini 0630p paHaOMU3NPOBAHHBIX KIIMHUYECKMX UCCNEeaoBaHWM C NPUMEHEeHNEM
MeTaaHanusa

2 OThenbHble WUCCNeAoBaHWs C  KOHTposieM pedepeHCHbIM MEeTOAOM WM  OTAeNbHble

pPaHOOMUN3NPOBAHHbIE KIMNHN4YecKkune ncenenoBaHud n cucrematnyeckmne O630pb|
nuccnegoBaHui NOOOro AmsanHa, 3a MCKIYEHUEM PaHOOMU3NPOBAHHbLIX KITMHUYECKUX
nccnegosaHui, ¢ npuMeHeHnem MeTtaaHanmsa

3 Wccnegosanuss 6e3  nocnenoBaTeNlbHOTO  KOHTPONSA  pedepeHCHbIM  MEeToAoM  Mnu
nccnenoBaHns ¢ pedepeHCcHbIM METOAOM, He ABMALLIMMCS HE3aBUCHMbIM OT UCCIieayeMOoro
MeToda WM HepaHOOMM3WPOBaHHbIE CpaBHWUTENbHbIE WCCNEeAOBaHUS, B TOM uucle
KOrOpTHbIE UCCIeAoBaHUs

4 HeCpaBHVITeJ'IbeIe nccnenosaHua, onncaHme KrnmHNM4YeCckoro crniyyas

5 MmeeTca nuwb 060cHOBaHME MexaHu3mMa AeNCTBUS UNN MHEHNE 9KCnepToB

Ta6bnuua 2. Llkana oueHKM ypOBHeW [OCTOBEPHOCTM pokasatenoctB (YOO) Ana wmeTonoB
npocdunakTukn, JeyYyeHuss M peadbunutauum (NpodunakTUyecknx, Je4vyebHbIX, peabunUTaunoHHbIX
BMeLLaTeNnbCTB)

yan Pacwundposka
1 CuctemaTundeckun 063op PKU ¢ npumeHeHnemM meTaaHanumsa
2 OtpenbHble PKW 1 cuctematmyeckne o0630pbl uccnegoBaHum nwboro ausanHa, 3a

ucknoyeHmem PKU, ¢ npumeHeHnem metaaHanmsa

3 HepaHﬂ,OMVBVIpOBaHHbIe CpaBHUTENIbHbIE UCCeoBaHuA, B T.4. KOTOPTHbIE UCClieaoBaHUA

4 HecpasHuTenbHble MccnegoBaHWs, OnNUCaHue KIMHWUYEeCKOro crnyvasi unm cepumn cry4vaes,
uccnenoBaHus "criydan-koHTpons"

5 Mmeetca nuwb ob6oCHOBaHME MexaHuM3Ma [OeWCTBUS BMelLaTenbCcTBa (LI,OKJ']MHVI‘-IGCKMG
VICCJ'Ie,D,OBaHVIFI) nnn MHeHne 3KcnepToB

Tabnuua 3. LlUkana oueHkn ypoBHen ybGeauTenbHocTu pekomeHpauun (YYP) pona wmetopos
npodnnNakTMkM, ANarHOCTUKK, JeYeHUss U peabunutauum (npodunakTUYecKux, AUArHOCTUYECKMUX,
ne4yebHbIX, peabUNINTaLUNOHHbLIX BMeLlaTenbLCTB)

YYP Pacwmdposka

A CunbHasa pekomeHOauusa (Bce paccmaTpuBaemble Kputepum 3d@EKTUBHOCTU (UCXOAbl)
ABNAOTCA BaXHbIMW, BCE WCCNEOOBaHMS MMEKT BbICOKOE WM  YOOBMETBOPUTENbHOE
METOLO0NOrM4YecKoe KayecTBO, WX BbIBOAbI MO MWHTEPECYLMM WUCX04aM SBMSIOTCS
COrriacoBaHHbIMK)

B YcnoBHas pekoMmeHaaums (He BCe paccMaTpuBaeMble Kputepun adekTUBHOCTU (UCXOab)
ABMNAIOTCA BaXHbIMW, HE BCE WUCCNELOBaHMS MMEIOT BbICOKOE WMW YOOBMNETBOPUTENBHOE
MEeTOAOMNOMMYecKkoe Ka4yecTBO U/UNN UX BbIBOObI MO UHTEPECYIOLLMM MCXO4aM He SABMSATCS
COrnacoBaHHbIMK)

C Cnabas pekomeHpauma (OTCYyTCTBME [OKasaTenbCTB Haanexailero kadecrtBa (Bce
paccmaTtpuBaemble Kputepum 3PDEKTUBHOCTU (MCXOAbl) SBRSIOTCS HEBaXKHbIMM, Bce




ncenenoosaHnAa UMEKT HU3KOE MeTOA010r'M4ecKoe Ka4eCTBo U UX BbiBOAbI MO UHTEPECYHLLNM
ncxogam He ABIAKTCA COFﬂaCOBaHHbIMM)

I'Iopn.qox OGHOBIIEHUSA KITMHUYECKUX peKomeH.qauMﬁ.

MexaHn3m 0GHOBEHNS KITMHNYECKNX pEKOMEHOaUNM NpegycMaTpmMBaeT X CUCTEMATUYECKYIO akTyanusaumio
- HE pexe YeM OfMH pa3 B TpW rofa, a Takke Npu NOABIEHNM HOBbIX AAHHbIX C NO3ULMK AOKa3aTeNbHOW MeaWLMHbI
Mo BOMpoOCaMm [AOMAarHOCTWKKM, NeyeHus, NpodunakTMkn n peabunutauum KOHKPETHbIX 3aboneBaHui, Hanu4mu
0B60CHOBaHHbIX JOMOMHEHWIA/3aMedaHnii kK paHee yTeepxaeHHbIM KP, HO He valle 1 pasa B 6 mecsaues.

MpunoxeHne A3

CMPABOYHbIE MATEPUAIDI,
BKIIOYASAA COOTBETCTBUE NOKA3AHMUW K NPUMEHEHUIO
W NPOTUBOMNOKA3AHUI, CITOCOBOB NMPUMEHEHUA N 03 NEKAPCTBEHHbIX
NMPENAPATOB, MHCTPYKLIUM NO NPUMEHEHUIO
JIEKAPCTBEHHOI'O MNMPEMNAPATA

1. ®egepanbHbivi 3akoH "O6 ocHOBax oxpaHbl 300poBbs rpaxaaH B Poccuickon ®egepauun” (N 323-93 ot
21.11.2011).

2. Mpukas MunHsgpaBa Poccun ot 21.04.2022 N 274H "O6 yTBepxaeHun MNopsigka okasaHUa MeauuUHCKON
NOMOLLM NauneHTam ¢ BPOXAEHHLIMU U (MNn) HacneacTBeHHbIMKU 3aboneBaHnsaMmn”.

3. Mpuka3 MuHucTepcTBa 30paBoOXpaHEeHNs n coumnansHoro passutns P® ot 16 anpens 2012 r. N 366H "O6
yTBepxaeHuu Nopsaka okasaHmsa negmaTtpuyeckom nomoLln”

4. Mpukas MuHucTepcTBa 3apaBooxpaHeHus Poccunckon degepaumm oT 12 Hosdpsa 2012 r. N 906H "O6
yTBepxaeHuu MNMopsaka okasaHNA MegULIMHCKOW MOMOLLM HAcereHuio no npodunio "ractpoaHTeponorua”

Mudopmauus o nekapctBeHHbIX cpeacTaax: https://grls.rosminzdrav.ru/

OCHOBHble HOPMaTUBHO-NMpPaBOBble aKTbl, perynupylLwme okKasaHue NanfiMaTUBHOM MeOULMHCKOMW
nomoLuu

1. ®egepanbHbi 3akoH "O BHeceHUn usmeHeHu B PegepanbHbii 3akoH "O6 ocHOBax OXpaHbl 340pOBbS
rpaxaaH B Poccuickon degepaumn” no Bonpocam okasaHusi nannmMaTuBHOM meamumHckon nomown” ot 06.03.2019
N 18-03.

2. Mpuka3z MwuHsgpaBa Poccum N 345H, Muntpyga Poccum ot 31.05.2019 N 372H "O6 yTBEpXOeHum
nonoxeHns 06 opraHn3aLmm okasaHus NananaTUBHON MEOULMHCKOW MOMOLLM, BKIOYasi NOpsiAOK B3anMo4encTBums
MeOMUMHCKUX OpraHu3auui, opraHv3aunn coumanbHOro obcnyxmBaHus M OOLWECTBEHHbIX OObeANHEHWUN, WHbIX
HEKOMMEpPYECKUX OpraHn3aLnii, OCyLLIECTBASIOLNX CBOIO AEeATENbHOCTL B cpepe oxpaHbl 300poBbs".

3. MNpukas MuHsgpaBa Poccun N 348H ot 31 mas 2019 roga "O6 yTBepXOEHUN NEPEYHS MEeOULMHCKUX
n3genuin, npeaHasHavyeHHbIX Ans noggep)kaHusi opraHoB U CUCTEM opraHmnaMa 4YenoBeka, npeaocTaBnsieMblX Ans
NCNONb30BaHUS Ha OOMY".

4. Mpukas MunHsgpaBa Poccun N 505H ot 10 utons 2019 roga "O6 yteBepxaeHun Mopsagka nepegayv ot
MEeLMLMHCKON OpraHm3auumn naumMeHTy (ero 3akoHHOMY NMpeacTaBUTEN0) MEANLMHCKUX U3OeNniA, NpegHa3HauYeHHbIX
Ons nogaepkaHusa yHKUMA OpraHOB M CUCTEM OpraHM3mMa YerioBeka, Ans UCNONb30BaHUS Ha OMY NpW OKasaHuu
nannuaTtMBHON MeauLMHCKON nomoLym".
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I'Ipoque HOPMaTUBHO-NpaBOBbleé [OOKYMEeHTbl, C Y4eTOM KOTOpPbIX pa3p360TaHbl KNMMMHNn4yeckKune
peKkomMmeHaauunn:

1. ®epepanbHbii 3akoH oT 21 HosAbps 2011 r. N 323-d3 "O6 ocHoBax oxpaHbl 340pPOBbS rpaxdaH B
Poccuiickon ®epepauunn” (CobpaHne 3akoHogatensctea Poccuiickon ®epepauun, 2011 r., N 48, c1. 6724);

2. MexpgyHapopgHas knaccudukaums bonesHen, TpasM 1 COCTOSHUM, BNuaoLwmx Ha 3goposbe (MKB-10);

3. Mpukaz M3 P® ot 20 pekabpsa 2012 r. N 1183H "OO yTBepXAEHMM HOMEHKNATYpbl OOMMKHOCTEN
MEANLMNHCKMX pabOTHMKOB 1 hapMaLeBTUYECKUX pabOTHUKOB";

4. MNpukas Munsgpasa Poccun N 103H ot 28.02.2019 "O6 yTBeEpxAeHWM nopsaka u CPoKoB paspaboTku
KMMHUYECKNX PEKOMEHZALMIN, UX NepecMoTpa, TUNOBON (POPMbI KITMHUYECKUX pPEKOMEHAauun n TpeboBaHui K ux
CTPYKTYpe, COCTaBy M Hay4yHOW 0BGOCHOBAHHOCTM BKITHOYAEMOW B KIMHUYECKUE pekoMeHaaunm nicgpopmauun”.

5. Mpwnkas Munagpasa Poccum o1 13.10.2017 N 804H "O6 yTBEPXAEHMM HOMEHKNATYPbl MEAULIMHCKMX YCnyr".

6. Npukas MuHucTepcTBa Tpyaa 1 coumansHom 3awmuTel PO ot 27 asrycta 2019 r. N 585H "O knaccudmkaumnsax
N KpUTEPUSIX, MUCMONMb3yeMbIX NMPW OCYLLECTBEHUM MEAMKO-COLMarnbHOM 3KCMepTu3bl rpaxaaH deaepanbHbIMK
rocy4apCTBEHHbIMW yYpEXAeHUAMU MeANKO-CoLManbHOM 3KCNepTuabl”;

CpaBHeHue nposiBneHun nHdaHTunbHon dopmbl OJIKI (6one3Hn BonbmaHa) n 6one3Hn HakonneHus
acmpoB xonectepuHa (BHIX)

MposiBneHwune WHaHTunbHaa popma AJ1KIN BHOX
(bonesHb BonbmaHa)
BospacT Hayana/amarHocTukm 0 - 3 mecsua Oetckun - B3pocnblv
BO3pacT

Boapact Ha MOMEHT neTanbHOro ncxoga | 4o 6 mecsaues BapunabenbHbIn
(6e3 neveHus) (B cpeaHem 3 - 4 mec.)
PBoTa, gnapes + +/-
enaTtomeranus + +
®dunbpo3/unppos neveHn +/- +/+/-
CnneHomeranus + +/-
Kanbundurkaums Hagno4eyHnKos + -
CuHgpom manbabcopbumm + +/-
M'notpodums/Kaxekcns + -
HeBponoruyeckme  nNposiBNieHUs  Ha |+ -
no3gHux ctagmsix bonesHun
PaHHuWI aTepocknepo3a +/- +

OuddepeHuymnanbHaa guarHoctuka HAXKBIM v AJKI

MpunaHak HAXBI BH3X

BospacT noseneHuns nepsbiX CUMNTOMOB O6bivyHO  cTapue | O6bIYHO Monoxe 25
25 net ner
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CaxapHbi gnabet 2 Tmna O6bI4HO ecTb O6bI4HO HeT
OxunpeHune O6bI4HO ecTb O6bIYHO HeT
OdhdpexT oT noxyaaHus O6bI4yHO ecTb O6bI4yHO HeT

CnneHomeranua 6e3 acuuta Het Y 3/4 nauneHToB
Cumntombl  manbabcopbuum  (cteatopesi,  guapes, | O6GbIYHO HeT MoryT 6bITb
OTCTaBaHue B pa3BuUTUM)

MpexoeBpeMeHHoOe pa3BuTUE aTepocknepo3a wu  ero | Hert YacTto

ocnoxHeHun (UBC, aHeBpuama aoptbl, OHMK)

3a60p 6MomaTepV|ana Aana AnarHoCTukKM B NATHAX KPpOBU

KpoBb cobupaeTcs Ha CTaHOAPTHYH KapTO4Ky-
dunetp (N 903), KoTOpas npumeHsieTca Ans
CKpVYHMHIAa  HOBOPOXAEHHbIX B  Poccuiickon
depepaummn MM aHanornyHyr Ans nonyyeHust
cyxoro naTHa kpoBu. KpoBb MoOXeT ObiTb, Kak
kanunnsapHas (M3 nanbua, NSTKK), Tak U BEHO3Has.
BeHo3Has kpoBb cobupaeTca B MNpOBUPKY,
akkypaTHO nepemMeluvBaeTcs u 3atem 6bICTpo C
MOMOLLIbIO MUMNETKN HAHOCUTCA Ha hunbTp no 25 -
50 kpoBM Ha kaxadyt BblOENEHHYI 00nacTb.
Heobxogumo xopowo nponuTaTe BblAENEHHY0
obnactb Ha dunbTpe (pncyHok 1).
MpegnoyTuTensHO cobmpaTtb 06pasLbl nocne eapl
yepe3d 40 MuHYT - 1 4ac. Bo3aMOXHO Takke
OCyLLEeCcTBUTb 3ab0p KPOBU 1 HATOLLAK.

Ha «kapTtouke-counbtpe o6a3aTenbHO  AOMKHbI
OblTb 4eTko YykaszaHbl PUNO, kem w oTkyada
HanpaBlieH NauueHT, Jata poxaeHus n TenedgoH
nevatlero Bpaya (PUCYHOK 2).

BoicyweHHbI  obpasel Cyxux NATEH KpoBwU
BKIaAblBAETCS B YACTbIN KOHBEPT, MO0 B YNCTbIV
dann. KapTouka-cunbTtp He OOITKHa
conpukacatbC C TpsA3HOM MNOBEPXHOCTBH M C
obpasuyamu fgpyrux naumeHToB. Heobxogumo
npunoXxute K obpasyam MH(pOPMUPOBAHHLIE
cornacusi  nauuMeHTa WM ero  3aKOHHbIX
npeacraBuTenen Ha nposegeHne nabopaTtopHbIX
ncenegoBaHun

X XXX

Mo crairs Moy TervTmerd Frms Ha aTVA VeIt &y VEraE .

- Kannu gomkHbl NONHOCTLIO NPONUTaThb KPYXXKK C
0oBGpaTHOM CTOPOHbI
- He kacantecb obnactu, nponuTaHHOWM KPOBbIO

PucyHok 1. OGpasen npaBUNbHOrO HaHeCceHus
KPOBW Ha KapTouKy-hpunbTp
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PucyHok 2. O6pasey, kapTouku-punbTpa

Anropvutm geicTBMA MeAULIMHCKOro nepcoHarna npu B3aTumM o6pasLoB KpOBU

- BbIMbITb PYKU (TMTMEHUYECKNIA YPOBEHL), HAAEThb NepyaTku;

- BbIMbITb PYKM NaumeHTa (NATKy pebeHka B criyyae, ecnv KpoBb 6epeTcs U3 nsTku);

- NnpoTepeTb 0bnacTb NpoKanbiBaHUSA CTEPUNbHON candgeTkon, cMoyYeHHon 70% cnMpTom, NPOMOKHYTbE CyXON
CTepwibHOW candeTKow; - MPOKONOTb CTEPUIIbHBIM OAHOPA30BbIM CKapNEUKaTOPOM;

- CHATb NepBYyto KanJiklo KpoBU CTEPUTTbHbIM CYXUM TaMMNOHOM;

- MATKO Ha4aBUTb O11A4 nony4vYeHuna BTOpOI7I Kanmn KpoBu;

- MPUNOXNTb NepneHanKyndapHo TecT-0naHK K kanne KpoBU 1 NponnTaTb €ro KpoOBbO HACKBO3b;

- aHalnorn4yHbIm 06pa30M HaHeCTW Ha TecT-bnaHk 6 - 8 kanenb, B4 NATEH KpoBW OOJIKEH ObITb OANHAKOBbLIM

C 06enx CTOpOH.

- BbICYLUNTb TE€CT-6NaHK B ropn3OHTaNbHOM MOMOXEHUN HA YNCTON ODEBKMPEHHOW NOBEPXHOCTU HE MeHee 4
4 6e3 NpMMeHeHus TennoBon 06paboTkM 1 NonagaHnst NPSIMbIX CONTHEYHbIX NyYen;

- ynakoBaTb TecT-6naHKn B YNCTbIN KOHBEPT Taknm 06pa30M, 4YTOObI NATHA KpOBW HE ColrnpukKacasnucob.

Oco6eHHOCTU NpU MHY3NOHHOWN Tepanum

HekoTopble naumeHTbl MOryT MofyyYaTb WHY3MOHHYIO Tepanuio, nepenmBaHWe KOMMOHEHTOB KPOBW, YTO
MOXeT OKasaTb BfMSHWE Ha pe3ynbTaTtbl TeCTOB. Hanpumep, npu nepenuBaHuM MnasMmbl KpoBU MOryT ObiTb
nonyyeHbl NOXHOOTPULATENbHbIE Pe3ynbTaThl, TAaK Kak onpegensemMblie (bepMeHTbl HaX0A4ATCH B Nia3me U B KrneTkax
KpoBu. PekomeHayeTcs ocywecTButb 3abop kposu ansa depmeHTtHon n AHK-guarHoctukm He 9 paHee yem vepes 6
- 7 gHew nocne nepenuBaHuns nnasmMbl Kposu 1 4yepes 7 - 10 gHen nocne nepenuBaHns KOMMOHEHTOB KPOBU

He ponyckaeTtcs 3abop kpoBsu

- Cpagy nocrie nposeaeHuna naumeHTty VIH(*)y3I/I0HHOl7I Tepanuu;

- Cpasy nocrie 3aMmeHHoro nepenneaHna KpoBu.

XpaHeHue ¥ TpaHcnopTMpoBKa Guomarepuana

O6pa3subl BbICYLLEHHbIX MATEH KPOBW MOXHO XpaHWTb B OObIYHONM kamepe xonoaunbHuka npu +40 C po
oTnpasku. Cpok XpaHeHUst 4O MOMEHTa OTNpaBKU He JOSMKeH NpeBbllwatb 7 AHeil. Ecnv xpaHuTb Jonblue v npu
Gonee BLICOKOW TemnepaType, TO aKTUBHOCTb (DEPMEHTa Jae B HOPME MOXET CHUXATbCsl, YTO MpuBedeT K

NOXKHOMNONOXUTENbHbIM pe3yrbTaTaM.

PekomMeHOoBaHHble 06bLeMbl BBeAeHUsA cebenunasbl anbga**

BenunuunHa maccel Tena (kr)

O6wwit 06beM MHy3uKn (mMn)

1-10 10
11-24 25
25-49 50
50 - 99 100
100 - 120 250




<*> Obbem WH(y3Mn gormkeH 6asvpoBaTbCA Ha Ha3HaAYeHHOW [03e U JOoJKeH ObiTb MPUrOTOBMEH OO
OKOHYaTenbHOW KOHUEeHTpauum cebenunasbl anbga*™ 0,1 - 1,5 mr/mn.

(mosa 1 wmr/kr) (https://grls.rosminzdrav.ru/)
PacwucdpoBka npumevyaHum

...** - npenapaT BXOAUT B MepeyveHb XU3HEHHO HeODXOOAUMbIX U BaXKHEMLUMX MeKapCTBEHHbLIX NpenapaTos
(PacnopsikeHue MpaButensctea PO ot 12.10.2019 N 2406-p "O6 yTBEPKAEHMM NEPEYHS XKUSHEHHO HEOOXOAMMBIX
N BaXHeWLWKnX nekapcTBeHHbIX npenapatoB Ha 2020 roa, a Takke nepevHen nekapcTBEHHbIX NpenapaToB Ans
MEOMULMHCKOrO MPUMEHEHUS U MUHMManbHOrO acCOpPTUMEHTa JIEKapCTBEHHbIX MpenapaToB, HeobXxooumbIX Ans
oKasaHusi MeguLUMHCKOW nomotLymn"”

# - npumeHeHue off-label - BHe 3aperncTpmpoBaHHbIX B MHCTPYKLUKN FIEKAPCTBEHHOIO CPEACTBa MoKa3aHui
OCYLLECTBMSIETCA NO peLleHno BpayebHom komuccun, C paspelleHns JlokanbHOro 3TUYECKOro KomuTeTa
MEeOMLIMHCKON opraHusaumn (Mpyu Hannyum), ¢ ycroBmMeM noanncaHHoro MHGPOpPMMPOBAHHOIO Cornacus poauTenen
(3aKkoHHOro npeacTaBuTens) U NaumeHTa B Bo3pacTe ctapuwe 15 ner;

*** . MeQUUMHCKOE u3genune, MMNIaHTMpyemMoe B OpraHn3mM YerioBeka npv okasaHuv MeguumHCKON NoMOoLLM B
paMKax nporpammbl rocyaapCTBEHHbIX rapaHTUin 6ecnnaTHOro okasaHusl rpaxaaHaM MeauUUHCKON MOMOLLN.
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Mpunoxexne B

NH®OPMALINA Ond NAUMEHTA

NMoyemy Bo3HUKaeT 3aboneBaHne?
OJIKIN - HacneacTBeHHOe 3aboneBaHne 1 CBA3aHO € nonomkamu (MyTtaumsamm) B reHe LIPA.

"eHbl npeacTaBnsaT cobon nocnegosartensHocTb JHK 1 B HMX 3anmcaHbl MHCTPYKUMK MO "NpUroToBneHmno"
6enkoB unn PHK (puboHyknenHoBas kucnota). [eHbl HaxoasaTcs B XpoMocomax. Y yenoBeka 23 napbl XpOMOCOM,
OfHYy M3 XPOMOCOM C COOTBETCTBYIOLLMM HaboOpOM reHoB OH Hacrnegyet oT maTepu, BTopyw oT otua. Cpeau
XPOMOCOM elLle eCTb AB€ 0COOble XpOMOCOMbI, KOTOpbIE ONpeaensatoT non pebeHka - y AeBoyek ABe X-XpOMOCOMbI,
a y manbyukoB ogHa X 1 ogHa Y-XpOMOCOMBI.

eH LIPA HaxoguTca Ha 10 xpomocome.

ONKI1 HacnegyeTcs noO ayTOCOMHO-pELeCCMBHOMY TUMy, YTO O3HavaeT, 4To oba poauTens ABMASOTCA
HocUTENAMM MyTaumu, HO He BonetoT, T.K. Y HUX eCTb BTOpas konusa 3goposoro reHa. Peberok ¢ AJIKIT HacneayeT
OfHy Konuto "GonbHOro" reHa oT OTua M OAHY - OT MaTepu. 3aboneBaHne NPOSBMAETCA TONMbKO B Cryvyae Hannums
ABYX KOMWI NoBpexaeHHoro reHa. Puck poxaenns pebexka ¢ OJIKIT B gaHHOM cniyyae coctaBnseT 25%. Manbunku
1 geBo4km 6oneT ¢ ogMHaAKOBON YacToTon. HocuTtenb 6onesHn HacneayeT TONbKO OAHY KONuio nnbo oT oTua, Nnbo
oT matepu. OHu He BONET N HUKAKUX NPU3HAKOB BONE3HM Y HUX HET.

Oteu-HocuTenb ' * MaTb-HoCuTenbHMLa
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3popoBble 25% Hocutenn (retepo3urotbl) 50% bonbHble 25%

Yrto HapywaeTcsa B MmeTabonuame npu ONKN?

Mpu OJIKJT dhepmeHT nusocomHas kucnas nunasa (JIKJT) He paboTaeT, YTo MPUBOAMUT K HAKOMIEHUIO B OCOObIX
KNEeTOYHbIX OpraHennax, HasblBaeMblX M30COMaMu, TakMX KPYMHbIX MOMEKYNn Kak Tpurnuuepuabl U 3dupbl
xonectepuHa. B Hopme Tpurnuuepugbl 1 3dupbl XOnecTeprHa pacLlenssoTcs B NM30comax, a obpasyroLmnecs
XUPHBIE KUCMOThI U XONECTEPUH YCBaMBAKOTCSl OPraHM3MOM st CTPOUTENBbCTBA HOBLIX KMNETOK M AN1S MONOSIHEHUS
3Heprun. Y naumeHtoB ¢ [OJIKJT un3-3a HepoctaTka aktuBHOCTM JIKJ1 KneTkn HaCTONMbKO MepenonHATCS
HepacLlenneHHbIMWU  MOMeKynamu, 4YTO OHW nNepecTalT BbIMOMHATL CBOW YHKUMW. Bornblie Bcero Takux
HeYHKLMOHUPYIOLLNX KNETOK HaXOAMTCH B MeYeHW, cerneseHke, CTEHKaxX KPOBEHOCHbIX COCYA0B, HaANoO4YeyYHUKax,
HO MopaxaloTcs Takke n apyrue opraHbl U TkaHU. Co BpeMeHeM, HanpuMmep, neveHb, 3HauYMTenNbLHO yBenuynBaeTcs
B pa3mepax, nepectaeT OYHKLUMOHMPOBATbL, NOCHE Yero opraH 3apacTtaeT CoOeaUHUTENbHON TKaHbIO C NepexooM B
UMppPo3. A NOBbILIEHNE YPOBHA XONECTEPUHA B KPOBW COMPSXKEHO C MOBbILLEHHLIM PUCKOM 3aboneBaHui cepaua, a
Takke psaoM Apyrmx 3abonesaHui, BbI3BaHHbLIX HAPYLLIEHWEM NPOXOAMMOCTU apTepU.

Kak nposiBnsierca OJ1KI?

Bnepsble onncaHHble M. BonbmaHoOM Kak oTAenbHble 3aboneBaHus, nHganTuneHas gopma AJIKIT (6onesHb
Bonbmana) (B 1956 rogy) n 6onesHb HakonneHust acpmpoB xonectepuHa (B 1963 rogy), B HacTosiee BpeMs
paccmaTpuBatloTca Kak KnmHuydeckme doopmbl OJ1KJT.



BospacTt Hayana 3aGoneBaHusl U TEMMbl €r0 NPOrPECCUPOBAHNA B 3HAYUTENBHOW CTeneHu BapuabenbHbl U
MOTYT GbITb CBSi3aHbl C MPUPOAOIA, NEXaLLMX B OCHOBE MyTaLWid.

Mpn nHgpaHTUNLHOM Gopme LAJIKIT (6onesHn BonbmaHa) y MnageHUeB BO3HUKAKT rnybokue HapylleHus
pocTa 1 pas3sutus, pnbpoa neveHn, UMppo3s; AeTn nornbarT OT NE4YEHOUYHON He4OCTAaTOYHOCTN B paHHEM BO3pacTe.

Mpu nosgHen chopme ONKI (BH3X) y aeten n B3pocnbix HabnogaeTca coveTaHne

avcnunugemun (HapyweHnne 6anaHca nMNWZOB B OpraHusme), renatomeranuu (yBenmuMyeHue neyeHu),
MOBbLILLIEHNST YPOBHS TpaHCaMumHas ((hepMEHTOB, YPOBEHb KOTOPbLIX MOBLILAETCS Mpu 3aboneBaHusX NeyveHu) u
MUKPOBE3UKYNAPHOro creato3a (HaKoMmeHWs XXMPOBBIX Kanesb B KNeTkax neyeHu).

Y peten un B3pocnbix ¢ AJIKIT Ha npoTsxeHun 3 neT nocne Hayana cuMnToMOB NpubnuamtensHo B 50%
cnyyaeB Habnogaetcs nporpeccupoBaHme B (ubpos, LUMppo3 UM BO3HUKaeT HeobXxoaMMOCTb B NpOBeAEHMU

TpaHcnnaHTauun nevyeHn. HaunHas ¢ getckoro Bo3pacTta, MOryT NposiBNSATLCA HapyLeHUs CO CTOPOHbI cepaeyHo-
COCyQMCTON CUCTEMBI, 0BYCNOBNEHHbIE PAHHUM aTepPOCKIEpPO30M.

OnarHos OJIKJT moxeT ObiTb 3anogo3peH Mpu HanMuMM U3MEHEHUI CO CTOPOHbI MeYeHWn (rematomMmeranuu,
MOBbLILLIEHNST aKTMBHOCTW TpaHCaMMHa3, MPU3HAKOB CTeaTo3a) W HapylieHus nunmugHoro npoduns. CrnoXxHoCTb
ONarHOCTMKM  3aKro4vaeTcss B OTCYTCTBUM WM HEMHOTFOYUCIIEHHOCTM Xanob nauueHTa, HecMoTpsi Ha
nporpeccupoBaHne NaTosiorMyeckoro npouecca B nedeHn n apyrix opraHax. Bo mHormx cnydasx OJIKIT HaxogaT
cny4yaHO npu OOHApPY)XeHUN W3MEHEHUN B aHanu3e KpoBM OMOXMMUYECKOM obLLeTepaneBTUYECKOM WNn
yNbTPa3ByKOBOM MCCIiefoBaHNM nedeHn. Tem He MeHee, pasfinyHble OpraHbl, B OOMbLUEN CTEMNEHWN NEYEHb, TEPSIOT
CBOK (PYHKLMOHAsbHOCTb. B CBSA3M ¢ Tem, 4TO OpraHnam MOXET HeKoTopoe Bpemsi PyHKUMOHMpOBATb Aaxe C
HebonbLUON YacTbio NeyeHn, HekoTopble NaumeHTsl ¢ AJIKI1 y3HatoT 0 cBoemM guarHose, uMmesi nocrnegHmMe ctagum
uMppo3a, korga nbor cTpeccoBoe COCTOSHNE MOXET 3aKOHYMTHCS MONHOWM NoTepen MYHKLMOHMPOBAHUSA NEYEHN U
Oaxe CMepTbio NaumeHTa.

Co CTOpOHbI NeYeHu:

- ®nbpo3s

- Linppos

- MNopTanbHasa rMnepTeHsns

- NMeyeHoYHasa HeOOCTAaTOYHOCTD

Co CTOpOHbI cepaeyHO-COCYyaUCTON CUCTEMBI:
- YckopeHHoe hopMMpOBaHUE aTepockieposa
- Mwemmnyeckas 6onesHb cepaua

- UHeynbT

- UHdbapkT mmnokappa

Co CTOpPOHbI CENE3EHKM:

- AHemus

- TpombouunToneHus

- Pyck TpaBmMaTmnyeckoro paspbiBa CeneseHku U/unm CrnneHaKToOMmm
CoO CTOpOHbI Xenyao4YHO-KMLIEYHOro TpakTa

- bonb B xuBoTE

- HapyweHue nuwesapeHus

- OTcTaBaHue B pocTe



Kakue y aToro 3aboneBaHus 6b1BaloT OCNOXHEHUA?

Mo mepe nporpeccupoBanns [OJIKIT moxeT pasBMBaTbCs MEYEHOYHas HegocTaTovHOCTb. B cBssnM ¢
HapylweHneM obmeHa >XMPOB M XOMnecTepuvHa MOXET pasBUTbCH aTepOCKNepo3, UYTO NPUBOAUT K UHapKTam u
WHCYNbTam. AHEMUSI N CHUXEHME KOnMdecTBa TPOMOOLMTOB, @ 3HAYUT U YacCTble KPOBOTEYEHUS - 3TO OCITOXHEHNE
ONKJT B cBSI3M C HapyLLleHMEeM (PYHKL MK CEeNe3eHKH.

Kak yctaHaBnuBarT B nabopatopuu guarHos [OJ1KI?

Bpaus Ha OCHOBaHUM KIIMHWUYECKMX CHMMMTOMOB MOIYT 3anodo3puTb OonesHb. 3aTem npoBoadATcs
nabopaTopHble TeCTbl U WMHCTPyMeHTanbHoe uccregoBaHue. OuarHo3 AJIKJ1T nogTBepxaaetcs Ha OCHOBaHWUM
obHapyxeHus1 3HauuTenbHoro pgeduumta aktmBHoctM depmeHTa. AktuBHocTb JIKIT oueHnBaeTca nyTem
onpefeneHnss akTUBHOCTM ()epMeHTa B CyxXMX NATHaAX KpoBuM Ha unbTpax. Takonm cnocob onpeaeneHus
npakTU4eckn oaHo3Ha4HO ykasbiBaeT Ha [JIKI1, Tak kak y nauneHToB akTMBHOCTb JIKJT CHWXeHa B AECATKM 1 COTHU
pas, a Horaa, npu Tskenbix opmax, BOBCE OTCYTCTBYET. HensBecTHO Ooriblle HUKaKMX OPYrMxX COCTOSIHUIA, Koraa
aktTuBHocTb JIKI1 HacTonbko Hu3kad. AHanua kpoBu Ha JIKJT moxeT BbICTynaTb B KayeCTBE WHCTPYMeHTa B
nporpaMmmax CKpMHMHIa n KpynHbIX NONynsUMOHHbIX nccnegoBanusax OJ1KI1, a Takke MOXeT ObITb aganTupoBaH Ansi
CKPVHMHIa HOBOPOXAEHHbIX. Ecnn akTMBHOCTb (hbepmeHTa CcHwxeHa, To npoBoautca [OHK-guarHoctuka. B
pe3ynbTaTte KOTOpon BbIABNSAIOT MyTauum B reHe LIPA. NMpu aTomM 3aboneBaHnn y naumneHTa BbISBASOT ABE MyTauum
B reHe. OHM MoryT ObiTb B FOMO3WUIOTHOM COCTOSIHUM (TO €CTb [ABE OOWHaKOBble MyTauuu) UM B KOMMNayH4-
reTepo3MroTHOM COCTOSHUU (ABE pasHble MyTauum).

Tonbko Ha ocHOBaHMU NabopaToOpPHOro TECTUPOBAHMS ANArHo3 MOXeT ObiTb YCTaHOBIEH.
Kakon nporHo3 y naumeHToB ¢ AJIKI?

Be3 neyeHuns nporHo3 HeGnaronpusaTHbIA. MnageHubl ¢ nHdaHTunbHon dopmoint AJIKJT (6onesHbio BonbmaHa)
nornbatoT B TEYEHUE NEPBbLIX LLECTU MECALIEB XU3HMU.

Y nonoBuHbl AeTen M B3POCMbIX C MEANEHHO pasBuBaloLiencs dopmon 6onesHn (6onesHb HakonmeHus
3dunpoB xonectepuHa) B TeyeHme 3x neT nocne nossnexHus cumntomoB AJIKIT nopaxeHve neyeHn cTaHOBWUTCH
HacTOMbKO TSXKemMbIM, YTO passmBaeTcs pmMbpo3, UMppo3 nnm TpebyeTca nepecanka NeveHw.

Kak neuaTt naumeHnToB ¢ OJIKI1?

[na neyeHus HedaBHO CyLleCTBYeT npenapaT, KOTopbln sBnsetca (epMeHTOM fuMna3on, HO TOIrbKO
MOMYYEHHON TEeHHO-MHXEHEPHbIM nyTem. JTO npenapaT Ha3biBaeTcs "Cebenunasa anbda™" u oH yxe
3apernctpupoBaH B Poccun. CyTb rfedeHuss o4eHb npocTas - nauueHTy BBOAAT HeAOCTalWMn B OopraHuame
depmeHT, B pesynbTarte cebenunasa anbda** HauMHaeT paclennaTb HakannMBaeMble BELWECTBA 1 OCTaHaBNMBaeT
nporpeccupoBaHve 6onesHu.

Tepanusa asBNAETCA NOXU3HEHHOMN UM MOXHO NMPOWTU HECKOJIbKO KYPCOB U BbII€YNTb 60Mne3Hb?

3amecTutenbHaa epmeHTHas Tepanusa cebenunason anbda*™ ABMAAETCA MOXWUIHEHHOW U 3HAYUTENBHO
ynyyliaeT NporHo3 3abonesaHus, ynyyliaeT kayecTBo xwu3Hu getewn ¢ OJ1KIT n npegoTepallaeTt passutue umpposa
neyeHn. K coxaneHuno, epmeHT, KOTOpbIN BBOAAT BHYTPUBEHHO "KMBET" TOMbKO OrpaHMYeHHOe BpemMs U ero
Hel0CTaTOK HYXKHO BCe BPEMS BOCMOSHATH.

Cebenunasa anbga** HasHavaeTcs 1 pa3 B ABe HeAenu AeTaM M B3pocnbiM U 1 pa3 B Hedento MrageHuam.
[o3a coctaBnseT 1 Mr/kr, To €CTb paccumTbiBaeTCs MO Becy pebeHka. lNMpenapat BBOANTCS BHYTPMBEHHO. Koppekums
003bl NpenapaTta NPOBOAUTCS NPU CHUXKEHUN NN yBENn4eHnmn seca pebeHka.

Yero cTout onacatbcs Npy HasHavyeHMU cebenunasbl anbda**?

3% nauneHToB BO BPeEMS KMMHUYECKNX UCCREAOBaHUA yKasbiBanu Ha Npu3Haku U CUMNTOMbI aHadunakcun,
TO eCTb TSXKEeNoW annepruyeckon peakumen. Mosatomy uHdpy3um cebenunasbl anbga** [omKHbI NPOBOAUTLCSA
NOArOTOBIEHHLIM MEOULUNHCKMM pabOTHMKOM, YMEKLWUM BOpOTLCS C TSHKENMbIMU annepruyeckummn peakumsmu. B
cny4vae pas3BuTMSa NoAo6HbIX peakuuin, HeoOXoaUMO He3aMeaIMTENbHO NPEKPaTUTb BBEAEHME Npenaparta U HavyaTb
COOTBETCTBYIOLLEE NTeYeHme.



MoxHo nu neunTb 3aboneBaHue APYruMu npenapataMmm - KOTOpble CHUXaKT YPOBEHb XOonecTepuHa
WU nomorakrT paboTe Nne4YeHN?

OTa Tepanus, KoTopasi NpUMeHsanacb 40 NosIBNeHWs npenapara, CnocobHOro BO34EeNCTBOBATb Ha TeYeHne
bonesHu. K coxxaneHuio, Takoe neveHne aBnseTcs CUMNTOMaTUYECKUM, UMEET HECTONKUA U HENPOAOIKUTENbHbIN
apcpekT, He BnMsieT Ha ncxoasl 3abonesaHns. Kpome Toro, nccrnefoBaHuin, nokasbiBalowmnx 3EKTUBHOCTb 3TON
Tepanuu He nposogunocek. OgHako Hago OTMETUTb, YTO OAMH U3 MOAXOAO0B K Tepanun COXpaHseT akTyanbHOCTb A0
CMX Mop M ynydwaeTt coctosHue nauueHtoB ¢ AJIKI. 3710 HuskoxupoBas gueta. OgHako 6e3 npoBeaeHus
3aMecTuUTeNbHON hepMeHTHON Tepanumn ee 3PEKTMBHOCTb OyAeT HeAOCTaTOUYHOW.

Tabnuua 1. O6cnenosanne nauuenTos ¢ AJIKI

PocrT, cm

Bec, kr

Pa3mepbl neyeHn (nanbnaTtopHo), cMm

Pasmepbl ceneseHku (nanbnaTtopHo), Cm

Pa3Mepr neyeHn n cenie3eHkKn (nanbnaTopHo), CM

OO6wmn aHanus kposwu (nenkounTsl), X 10*9

Heckonbko

pa3 B roa O6wwin aHanu3 KpoBwm (apuTpouuTbl), X 10*12
O6wwi aHanu3 KpoBwu (remMornobuH), r/n
O6wwin aHanu3 kposwu (TpoMbouuTsl), X 10*9
Broxumudeckmii aHanmua kposu (AJTT), ea/n
Broxmmudeckun aHanus kposu (ACT), ea/n
XonecTtepvH obLWmMin, MMOnb/N
Tpurnuuepunabl, MMOIb/N
XonectepuH-JIMHI, mmonk/n
XonectepuH-J1 MBI, mmonb/n

Heckonbko Koarynorpamma (napamet )

pa3 B rog ynorp P P

Y3W GptoLlHO NONocTu (MeYeHb), CM

Y3W 6prowHOM NonocTu (CeneseHka), CM

Y3W 6ptoLHo NonocTr (HagnoYeyvyHuKmn), cm

Kpome TOro, HY>KHO NPOXOAUTb KOHTPOJIbHOE obcneposaHve B KPYyrnocyTo4HOM uUnn gHeBHOM CTauMoHape 2
pasa B roa ona oueHkKun Sd)(beKTI/IBHOCTVI COCTOAHUA.

Mpunoxenue N - 'N

LUKAJIbl OLUEHKW, BONMPOCHUKU U APYTME OLUEHOYHbIE MHCTPYMEHTDI



COCTOAHUA NALUMEHTA, NPUBEAEHHBIE B KTIMHUYECKUX PEKOMEHOALUAX

He npumeHumo.




