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Cnucok coxkpameHui

A — anpaocTepoH

AI' — aprepuanbpHas TUIEPTEH3US

AJl — aprepuanbHO€E 1aBICHHUE

AKTT — anpeHOKOPTUKOTPOIHBINA TOPMOH

AMP —aHTaroHuCTbl MUHEPAIKOPTUKOUHBIX PELENTOPOB

ATIA— anpaocTepoH-poAyLUpYIOIIas afeHOMa

AII® — aHrHOTEeH3MH-TIPEBpALIAIONIUI (epMeHT

APII — akTMBHOCTbH PEHHHA IIa3Mbl

APC- anpa0oCTEpOH-PEHNHOBOE COOTHOLLIEHUE

BI'TIT — BTOpUYHBII rUIIEpIIAPATUPEO3

I'b — runepronnyeckas 60J1€3Hb

NUTI'A —unmonaTudyeckuii runepalibI0CTEPOHU3M

KT — xommbroTepHas Tomorpadust

MAY — MukpoansOymMunypus

MKP — MuHEpanoKOPTUKOUIHBIE PELIETITOPHI

MIIK — MuHepanbHast IJIOTHOCTh KOCTHOM TKaHU

MPT — MarHuTHO-pe30HaHCHAas TOMOrpadus

MOH 1 — cuHApOM MHOXECTBEHHON SHIOKPMHHOM Heomnasuu | Tuna (cuHApOM
Bepmepa)

HII — mvagnmoyeunuku

HIIB — HuxkHs4 1071as BeHa

HIIBC— HectepouiHble IPOTUBOBOCHIAIIUTENBHBIE CPEACTBA

HPC — napymenus purma cepaua

OHI'— oaHOCTOpPOHHSISI HAIITOYEYHUKOBAs THIIEPILIA3HS

[II'A — nepBUYHBIN TUIIEPATIBIOCTEPOHNU3M

IIKP - npsimasi KOHLIIEHTpaLMs pEHUHA

IITT" — mapaTupeonIHbIN TOPMOH

[ILIP — monumepasHas uenHas peakius

PAAC — peHuH-aHIMOTEH3UH-aJIbA0CTEPOHOBAS CUCTEMA

CK® — ckopocTh KiITyO0YKOBOH (pritbTpanuu

CCB3K — cpaBHUTEIBHBIN CEJIEKTUBHBIN BEHO3HBIN 3200p KPOBU



c[ll’A-1 — cemelinbii [II'A 1 THma (CHHOHUM — TJIFOKOKOPTUKOWI—TIOAABIISIEMBII
TUIEPaIbJI0CTEPOHHU3M)

clIl’A-2 — cemeiinbiii [II'A 2 Tuna

clIl’A-3 — cemeiinbiii [II'A 3 Tuna

TDP — tect ¢ PU3NOIOTUYECKUM PACTBOPOM

XHH — xpoHudeckasi Ha\lIO4€YHUKOBAsi HEJOCTaTOYHOCTh

OXOKI — sxokapauorpadust

APUD-cucrema — nuddys3Has HelposHIOKpHHHas cucrtema (abbpeBuarypa APUD
oOpazoBaHa W3 IMEPBBIX OYKB aHTIHUICKMX CIOB: A — amines — aMHUHBI; P — precursor —
npenmectBeHHUK; U — uptake — ycBoenue; D — decarboxylation — nexapOokcuiImpoBaHue),
B YCIOBHSAX OITYXOJIEBOTO IIE€PEPOKACHUS CIIOCOOHBI CEKPETUPOBATh AMUHBI M TENTH]IBL:
CEepOTOHUH, COMATOCTAaTHH, OMHOWAHBIE menTuabl, kameiuutoHuH, BUII, AKTI-mogoGHOe

BCIICCTBO.



TepmuHbI M onpeaeeHus

AprepuajabHasi runeprensust (AI') — CUHIPOM MOBBILLIEHUSI aPTEPUATBHOIO JTaBICHUS
(AJl) BbIIIE MOPOrOBBIX 3HAYEHUMH, OMNPEICIIEHHBIX B pe3yibTare SIUIAEMHOJIOIMYECKUX U
PaHIOMU3UPOBAHHBIX KOHTPOJIUPYEMbIX MCCIE0BaHU, Ipu runeproHndeckoii 6osesnu (I'b) u
cuMnToMarnyeckux Al MpoIeMOHCTPUPOBABILINX CBSI3b C IOBBIIIEHUEM CEPAECYHO-COCYAUCTOTO
pHCKa U L1eIeco00pa3HOCTh JICUCHHUS, HAIIPABJIEHHOTO Ha CHIDKeHue A/l Hipke 3Tux ypoBHeid AJl
[1].

Pe3ucrentHas (pegpaxrepHasi) AI' — nuarHoctupyercs B ciiydasix, KOIrla Ha3HaueHHe
TPEX AaHTUTUIIEPTEH3UBHBIX MpENaparoB (BKIOYas JUYPETHK) B ONTUMAJIbHBIX WIH
MaKCHUMAaJIbHO MEPEHOCUMBIX J103aX HE MPHUBOAMT K JOCTHxeHHIO 1eneBoro AJl <140 w/umm 90
MM PT. CT. Y NPUBEPKEHHBIX K JIeYeHHIO NanueHToB. IIpu 3TomM orcyrcTtBue KoHTposs AJ|
MIOATBEPKAEHO M3MepeHrueM AJl BHE MEIMLMHCKOIO YYpEXIEHUs, & BTOPUUYHbIE NPUUYUHBI Al
HCcKItoueHsl [1].

HectumynupoBaHHBIH CPaBHUTEJBbHbIN CeJIeKTHBHBII BEHO3HBI 3200p KpPOBH
(CCB3K) u3 Haano4e4YHHKOBBIX BeH — 3T0 MeToa AuddepeHnnanbHoil TUarHocTUKu Gpopm
nepBUYHOTO Tunepanbaocreponnsma (I1I'A) ¢ onpenenerreM rpaineHTa aibI0CTEPOH/KOPTH3OI
— uentp/nepudepust. [2]

IepBuunblii  runepaiabaocreponusm (IICA) — »sHAOKpUHHOE  3a0oJeBaHUE,
XapaKTepHU3yIollleecs NOBBIIIEHHBIM YPOBHEM albI0CTepOHA (A), THIEPHPOAYKLHUS KOTOPOIrO
ABTOHOMHA/OTHOCHUTEJIBHO aBTOHOMHA OT pPEHHH-aHTMOTEH3MH-aJIbJ0CTEPOHOBON CHCTEMBI
(PAAC) [3].

Xumepnblii ren CYPIIBI/CYPI1B2 — reH, BbI3BIBAIOIIUN pa3BUTHE CEMENHHOIO
runepaibaocteponusMa 1-ro tuna (cIIl'A-1), Takke H3BECTHOM KakK TJIFOKOKOPTUKOU-
nojasisgeMbli. [4][5] 3aboneBanue 0o0ycIOBIEHO MyTalueil, B pe3ylbTaTe KOTOPOW M3 JABYX
reHoB (CYPIIBI u CYPIIB2), KomupyIOUMX COOTBETCTBeHHO |IP-ruapokcunasy wu
aJIbJIOCTEPOHCUHTA3y, 00pa3yeTcsi OOIMil TeH-XUMepa, COAEPKaINi MPOKCUMAIIBHBIA y4acTOK
CYPI1IBI w pucranenelii CYPIIB2, KOoOMpyIOUIMX COOTBETCTBEHHO 11B-ruppokcunasy u
anpocTepoHcuHTasy. [4][5] [IpoayKT 3TOro reHa NpUHUMAET y4acTHE B CUHTE3€ allbIOCTEPOHA,
HO akTUBHOCTH I'eHa KoHTponupyercss AKTT, a He peHMH-aHrHMOTEH3UHOBOW cucteMoil. [4][5] B
pe3ysbTare anpJOCTEPOH HAayMHAET NPOAYLUPOBATHCA IIYYKOBOW 30HOH, I€ B HOpME
CUHTE3UPYIOTCS TOJIBKO INIFOKOKOPTUKOUABL. 1101 neiicTBHEM XMMEPHOrO I'eéHa B IIy4YKOBOU 30HE
MOBBIIIAETCS] CHHTE3 THOPUIHBIX cTepouoB. [4][5]

Cay3epH-0JIOTTHHI — 3TO METOJI, UCIOJBb3yEeMbI JJIs1 OOHAPYKEHHUS CIEeHU(UIECKOTO

¢parmenta JIHK B oOpasie. Meron 61oTTHHra BKiItoyaetr pasnenenue ¢parmentoB IHK mo



pasMmepy ¢ TMOMOILIbIO renb-d3iekTpodopesa, nepeHoc obpasua JIHK ¢ ¢dpakuroHrmpoBaHHBIM
pasMepoM Ha (QUIBTPYIOLIYI0 MeMOpaHy, ruOpuaM3anuio onpeneneHHsx ¢parmentoB JJHK c

MCUYCHBIM, CHGI_[I/I(I)I/I‘IHBIM JJI IIOCJI€A0BATCIIBHOCTH 30HAOM U 06Hapy>KeHHe MCYCHBIX ITOJIOC.

[6]



1. Kparkast uHpopmanus no 3a00/1eBAHUIO WU COCTOSIHUIO (TPyIIIe

3200J1eBaHUI MJIHA COCTOSIHUI)

1.1 Onpeneaenne 3a00J1€BaHMSl MM __COCTOSIHUA _(Irpynmbl__3a00JieBAHUI WU

COCTOSIHMA)

IepBuunblii  runepaiabaocreponusm (IIA) —  sHpokpuHHOE  3aboneBaHHeE,

XapaKTepHU3yIollleecs NOBBIIIEHHBIM YPOBHEM albJ0CTepOHA (A), THIEPHPOAYKLHUS KOTOPOIrO
ABTOHOMHA/OTHOCHUTEJIBHO aBTOHOMHA OT PEHHH-aHTMOTEH3MH-aJIbJ0CTEPOHOBOM CHCTEMBI

(PAAC) [3].

1.2 ITHOJOTrUA M NATOreHe3 3a00JieBAHUA WM COCTOSHUA (rpynnbl 3a00eBaHUNA

MJIH COCTOSTHU)

DU3NO0JIOTMYECKUN MEXAHU3M PETYIMPOBAHMS KOHLEHTPALMU albJ0oCTEpOHa (A) cBs3aH
c kojeOaHueM S(PQPEKTHUBHOTO (GHUIBTPAMOHHOIO MJaBIeHUS B ap@epeHTHBIX apTepuoiax
KIy0oukoB nmouku. CHukeHue fAaBieHus B ahdepeHTHBIX apTeproiaXx KIyOoukoB pedieKTOpHO
aKTUBHUPYET OKCIPECCHUI0O pEHUHA IOKCTarJOMEpYJSpHBIM anmnapaToM. BozneicTBys Ha
AHTMOTEH3MH, 00pa3yIOIIUICS B IIEYSHH, PSHUH OTIIEIUISIET OT Hero JEKarenTH i aHTHOTEeH3uH L.
[locnemnuii mox BIMAHUEM aHTHOTEH3MH-TpeBpamtaomero ¢epmenta (AIID) mmazmel
TpaHC(HOPMHUPYETCS B MOIIHBIA MPECCOPHBIM aHTHUreH aHruoTeH3uH II, KOTOphIi MOBBIIIACT
cucreMHoe AJl, u30upaTeNbHO TOBBIMIACT TOHYC A(PQPEPEeHTHON apTepuobl, AKTUBUPYET
CEKpeLMI0 A KOpOW HAINOYEUHUKOB. A TOBBIIIAET KOHLEHTPALMIO HATPHUS B ILIa3ME€ 3a CUET
MOBBIIICHUSI €ro peadCcopOIMK, CHIDKAeT KOHIEHTPALMIO Kajus 3a CYET YCKOPEHHUS ero
cekpeunu. B pesynbpTare 3aiep)KKM HaTpusl IMOBBIIIAETCS OCMOTHUYECKOE JABJIEHHUE IUIa3MB,
YBEJIIMYMBAETCS O00BbEM LHUPKYJIUPYIOUIEH KpPOBU. JIOTOIHUTENBHO BBICOKUN YpPOBEHb HATPHS
CEeHCUOMIIM3UPYET COCYAUCTYIO CTEHKY K BO3/ICHCTBHIO MPECCOPHBIX areHTOB.

ITpu III'A mpoucxonsaT M3MEHEHHs KaK B HAANOYEYHHKAX, TaK M B OpraHaX-MUILIEHSX,
CTpaJarollMX NPHU JUINTENBHO OBBIIIEHHON KOHIIEHTPAMK A B COCYJUCTOM PYCIIE€ U TKaHSX.

II'A B 30% ciuyuaeB 0OOYyCIOBIEH albIOCTEPOH-NPOIYLUPYIOMIEH aJeHOMON
Hagnoueunuka (AITA, cunapom Konna); B 60% ciyuyaeB — IBYCTOPOHHEM HAJMOYEUHUKOBOM
runepriazueii; okono 5-10% cocTaBisOT HacieACTBEHHBIE (DOPMBI, KOTOpPbIE MPOSBISIOTCS
M30JIMPOBAHHONW TATOJOTMEN HAANOYEUYHUKOB WM INPOTEKAlOT B COYETAaHUU C JAPYTUMHU
KOMIIOHEHTAMH T'€HETUUYECKU JE€TEPMUHUPOBAHHBIX CUHAPOMOB; B PEIKUX CIIydasX NpUUYMHAMU

[II'A MoryT OBITH OJHOCTOPOHHSISI HAAIOYEYHUKOBAS TUIEPIUIA3HS MM aJAPCHOKOPTHUKAIBHBIN



pak [7]. TouHele MexaHM3MBI 3allycKa TUIEPIUIa3MH C TOCIEAYIOMed TpaHchopmanueid B
aJIcHOMY HaJIIOYEYHHUKA HA JaHHBIH MOMEHT HEJOCTATOYHO U3YUEHBI.

IloBpllIeHHAss KOHLIEHTpalMsl A OKa3bIBaeT MpsAMOE IOBPEKIAIOIIEE BIMSHUE Ha
MHUOKapJI, COCYTUCTYIO CTeHKY U uHTepcTuiiuid [3][7]. Y O0NbHBIX C JUIUTENbHBIM TeueHueM Al
OTMEYaeTCsl albJOCTepOH3aBUCHMMAs runeptpopus Muokapaa. Hecmorps Ha TO, 4YTO
TUIEePTPO(HUs JEBOT0 KETyJ0UKa SBISAETCS HeCeIU(PUIECKUM MPOSBICHUEM, XapaKTEPHBIM JUIS
AI' mo0oro reHesa, JOKa3aHO, YTO yBeIHMUeHHE Macchl Muokapaa npu II['A pa3BuBaetcs
paHbIIe U JOCTUTAeT OOJBIINX PA3MEPOB.

ITpu I1II'A Gosee BeIpa)k€HO HapyLICHHE IUACTOJMYECKON (DYHKIIMM MHOKapHa, YeM Ipu
AI' npyroii mpuponbl. luacronuueckas neperpyska sBJISE€TCS NPUYUHOW AMJIATALMU JIEBOTO
npencepaus. JnuTenbHOE BO3ICHCTBUME BBICOKMX KOHIIEHTpAaUMi A BbI3BIBAaCT (UOPO3HBIE
u3MeHeHust B Muokapae. Cocyauctsie u3MeHenuss npu IIA  oOycioBieHBI pa3BUTHEM
TUNEPTPOPUN MHUOLUTOB COCYAUCTOW CTeHKH. SIBieHUS (GUOPOMYCKYISApHOH AMCIUIA3HH
IIPUBOJIAT K CY’KEHUIO ITPOCBETA apTEPHAIIBHOIO cocya [8].

VY 6onbubix ¢ III'A Hapsagy ¢ u3MeHEeHMAMHU Hecnenupuueckoro xapakrepa mpu Al mo
TUIY apTEPHOIOCKIEPOTHIECKOr0 HE(PpOCKIIepo3a OMUCaHbl crienupuIecKue MOpPoIoruiecKue
MPOSIBJIICHUS — «TUTMIOKAJIMEeMUYecKas o4ykay. Mop@oaoruueckum cyOcTpaToM 3THX W3MEHEHHH
ABJIIETCS MEXYTOUHOE BOCHAJIEHUE M CKJIEPO3 HMHTEPCTUIMS B PE3YyJbTaTe IMOBPEKICHUS
AIUTEINS KaHAJIBIICB BCJICJICTBUE TMIIOKAIMEMHH U MeTaborueckoro ankainosa [9][10].

[TonTBepxaeHUe IUarHo3a JaeT Bpadyy YHUKAIBHYIO BO3MOXXHOCTb JHOO IOJHOCTBIO
M3NeYnTh naruenTa ot Al', 1100 ucnoib30BaTh YPPEKTUBHYIO CIEITUPUICSCKYIO TEPAHIO.

[II"A MoxeT OBITH 00YCIIOBJICH MYTAIMSMU B pa3nuaHbIX reHax [S][6][11][12][13]:

Cemeiinblii [I'A 1 Tuna (clI'A-1) (CHHOHMM — I'TIOKOKOPTHKOWA — MOJABJIsIEMbIi
THIEPATBIOCTEPOHHU3M) - HacIeIyeTcsl 10 ayTOCOMHO-IOMHUHAHTHOMY THITy M BcTpedaercs B 1 %
ciayyaeB I1I'A [11][13]. 3aboneBanrie 0OycnoBIEHO MyTalueid, B pe3yjbTaTe KOTOPOH U3 JIBYX
renoB CYPIIBl u CYPIIB2, xomupyloIHMX COOTBETCTBEHHO 1l-B-rumpokcunazy u
aJIbJIOCTEPOHCUHTETa3y, oOpasyercs xumepHblii ren CYPIIBI/CYPIIB2 renax [5][6][11][12].
IIpoayKT 3TOro reHa NpUHUMAET y4yacTHE B CHHTE3€ A, HO aKTHBHOCTb I'€Ha KOHTPOJIMPYETCS
AKTT', a He peHHH-aHTUOTEH3MHOBOM cucteMoi [5][6][12]. B pe3ynbTaTe MyTanuu A HauMHAET
IIPOIYLIUPOBATHCS B IIyUYKOBOM 30HE KOPBI HAAIOYEUHUKOB, I'/I€ B HOPME CUHTE3UPYIOTCS TOJIBKO
[JIIOKOKOPTUKOUABI [S][6][12].

KivHuueckn 3TO TNAlMEHThl € paHHEW, CEMEWHOW, TSDKEJIOM THIepTOHUeH (neTu,
MOJIPOCTKH, MOJIOJIbIE JIFOJHM), B JTAOOPATOPHBIX aHAJIM3aX — BBICOKUI YPOBEHb albJIOCTEPOHA,

KaJIui MOXET OBITh HOpMaJIbHbIM, OKOHYATEIbHBIN AWUArHo3 YCTAHABJIMBACTCA C TOMOIIBIO



BbIsiBIIeHHS xuMepHOro reHa CYPIIBI/CYPI11B2 ¢ OMONIBIO MOJMMEPAa3HOW IEMHON peaKkiuu
(ITLIP) mnm Cay3epH-O6m0TTHHTA (JAHHBIN aHAIHU3 TOJHOCTHIO 3aMHH MPOBOJIMUMYIO paHee pooy
C JeKcamMeTa30HOM 3TuM manueHTtam) [5][6][12]. be3 nedeHus y OONBHBIX YacTO Pa3BUBAIOTCS
HapylIeHus:  MO3roBoro  kpoBooOpamenus  [5][6][12]. IIpoBoguThCs  MOKHU3HEHHAS
3aMeCTUTENbHAs Tepanus ritokokopTukonaamu [S5][6][12].

Cemeiinbiii III'A 2 tuna (cIII'A-2) - Hacrexyercss IO ayTOCOMHO-IOMHUHAHTHOMY THITYy W
T€HETUYECKU TeTepOreHeH, B OCHOBHOM pa3BUTHE 3a00JIeBaHuS CBSI3BIBAIOT ¢ MyTanueil B rene CICN2,
KOTOpBIA KoqupyeT pabotel kaHamoB xyopa CIC-2 [14]. B ormuume ot cIll'A-1, ypoBenb
anproctepona npu clll'A-2 He monaBisieTcss MpU CYNPECCHBHOM MpoOe ¢ AEKCaMETa30HOM H
reHetrueckoe TectupoBanre myTaiuu clI’A-1 — orpunarensHo [14]. Cembu ¢ clIl’'A-2 MoryT umerb
AITA, nnuonaruueckuii runepanbaoctepoHnsM (MI'A) u ObITh KIMHUYECKH HEOTIIMYMMBIMH OT
MALMEHTOB ¢ oueBUIHBIM criopaguueckuM 1A [14]. PacnpoctpaneHHocTs cpeau natueHTos ¢ [1T'A
cocraBisieT MeHee 1 % [15]. JleueHne mpoBOAMTCS AHTArOHMCTAMU MMHEPAIKOPTHKOMIHBIX
peuenrtopos (AMP) [14] [15].

Cemeiinbiii III'A 3 Tina (cIIl’'A-3) — HacnenoBaHUE MO AyTOCOMHO-IOMHUHAHTHOMY THITY.
BIIEpBbIC OBbLI OIMUCAaH B CEMbE, Y WICHOB KOTOPOH OBLIM THITOKAIMEMUS, TsDKENas apTepuaibHas
TMIIEPTEH3UsI C PAaHHETO JAETCKOIO BO3pacTa, YCTOWYMBAs K TUIOTEH3UBHOM Tepamuy, 49TO
noTpeOoBao ABycTopoHHeN agpeHamskromuu [16]. Tlpuunna cIIl’A-3 - MyTaimsi B TeHe KaJIMeBOTO
kanana Kir 3.4 KCNJ5 (xanueBblii kaHai, mojacemeiicto J) [16]. [lpu myTanusx, IpuBOISIIUX K
HapyIICHUIO Pa0OThl MOHHBIX KAaHAJIOB MPOUCXOJUT WHTHOMPOBAHWE KAIHEBBIX M HATPHIA-
KaJIUEBBIX KAHAJOB, YTO MPUBOJUT K OTKPBITHUIO MOTEHIMAT3aBUCHUMBIX KaJbIMEBbIX KaHAJIOB,
YBEJIIMYCHUIO  KOHIIGHTPALMM BHYTPUKJIETOUHOIO KajblMd U YCHJIEHHIO OHOCHHTE3a
anbaoctepona [16][17].

Onucano 5 cemeit ¢ clIl'A-3 [18]. B nmepBom wuccnenoBanuu 4 cemeit y 9 u3z 10
MAIMEeHTOB 3a00JIeBaHUE JMArHOCTUPOBAHO N0 O-JIETHErO0 BO3pacTa W y TOJOBUHBI ObLIa
MpoBeJeHa ABYCTOPOHHSSI aIpeHAIIPKTOMUSL B CBs3U ¢ HeKoHTpoiupyembiM [II'A [18]. B msroit
CeMbE OIMMCAH JOCTAaTOYHO MATKMK (cpemHed Tspkectw) (enotun clll'A-3 ¢ manudecrarmeit
TUIIEpTEeH3U B 18 Jier, KoTopas XOpOLIO MO/IaBajlach KOPPEKIMH TPEMsl TUIOTEH3UBHBIMHU
IpenaparamMy BKIIHO4ask HU3KYIO 103y CIIMpOHOJaKToHa [11].

CHUHAPOM MHOKECTBEHHOW JIHAOKPMHHON Heomua3um I tuma, cunagpom Bepmepa:
AITA wmoxer ObITh OAHMM H3 KommoHeHTOB MOH 1, Tum HacrmegoBaHus ayTOCOMHO-
JOMUHAHTHBIN [19]. BritouaeT cineayromine KOMIOHEHTHI: IEpBUYHBINA runepnaparupeos (90%),
00yCJIOBJICHHBI 00pa30oBaHWEM WJIM THIEPIUIa3Ue OKOJOUIMTOBUAHBIX)KENIE3, 00pa3zoBaHuUs

afeHorunogusa (ropMOHAILHO-HEAKTUBHBIE U TOPMOHANIbHO-aKTUBHBIE (TIponakTiHOMa, CTI -,

10



AKTT - npoayuupyrommue onyxoin)), o0pa3oBaHHUs MOHKETYJOYHOM JKee3bl WM OIyXOJId M3
ki1etok APUD-cuctembl (MHCYJIMHOMBI, TJIFOKOTOHOMBI, TaCTPHHOMBI, BHUIIOMBI), 00pa30oBaHUS
Haamo4deuHukoB (1m0 40%), 31m0kauecTBEHHBIE U JoOpokadecTBeHHBbIe oOpazoBanus LK (20%,
KpOMe MEIYJUIIPHOTO paka), peaKo 00pa30BaHMs APYTHMX OPraHOB M CHUCTEM (3JI0KaueCTBEHHBIE
00pa3oBaHMs JIETKUX, JTUIIOMBI, TIOJIUIIBI KETYAKA, ITBAHHOMBI, OITyXO0JIX sin4eK) [19].
Cewmeiinbiii III'A 4 Tuna (cIII"'A-4)- HacaegoBaHne MO0 AyTOCOCMHO-AOMHUHAHTHOMY
THILY, 00ycaoBJjieH myTrauueii B rene CACNAIH, oTBeTcTBeHHOro 3a padory Ca-kaHajoB,
CaV3.2 [4]. Hauano 3aloneBaHMsi B paHHEM BO3pacTe, COYETAaHHE C MEHTAIbHBIMU
HapyIIEHUSAMH, COIMANBHON Ae3afanTtaiueil Ha 3ToM ¢one. [Ipu Buzyanu3anuu Haamo4eYHUKOB
(HIT) m3MeHeHHs HE BBISIBISIFOTCS WJIM MOXKET OBITh MHHHMMAJIbHA CTENEHb rumnepruiazuu [4].

Jleuenue npoBoautcs AMP [4].

PASNA (primary aldosteronism with seizure and neurologic abnormalities)
cunapom — II['A B coyeTaHUM C HEBPOJIOTMYECKUMHU MOPOKAMH, CYAOPOKHBIM CHHAPOMOM,
Clly4au onucaHbl y 2 neBouek [4]. Hagano 3aboneBanusi B paHHEM BO3pacTe, IOKa HET JaHHBIX O
BHUJle HacienoBaHuW dStoil ¢opmer II'A [4]. 3aboneBaHue OOYCIIOBICHO MyTalueil B TEHE
CACNAID, xomupyromero pabory Ca-kanamoB CaV1.3 [4]. Msmenenus B HII mnpu
BU3YQJIN3aLUHU HE BBIABIAIOTCS, KOppekius Al' mpoBoauTes ¢ UConb30BaHueM Oiokatopos Ca-

kaHaiioB, AMP [4].

1.3 DnuaemMuoJoruss 3a00JeBaHUS WJIH COCTOAHNA (rpynnbl 3a00JeBaHMIi HUJIH

COCTOAHM M

Panee pacnpoctpanenHocts III'’A onenuBanach, kak MmeHee | % MalnKMEHTOB €O
CPEAHETSKEIION apTEepUaIbHON TUIIEPTEH3UEN U MPEAIOIarajioch, YTO TUIIOKAIUEMUS SBJISETCS
HEMPEMEHHBIM yCIIOBUEM JIJIsl TOCTAHOBKMU Auarnosa [20][21].

Cpenn PHIOKPUHHBIX NPUYMH BTOpUYHOW Al JHMIAEPCTBO NMPUHAMIEKUT NEPBUUHOMY
[II"'A, xotopsrii Habmromaercss y 5-10% manmentoB ¢ runeprensueit [22][23][24][25][26][27].
ITocnennue uccnenoBanus npoaeMoHcTpupoBanu, uto [II'A Berpedaercs y 17-23 % nanueHToB
¢ pesucteHTHON Al (ycTOWYMBOM K 3-M aHTUTUIIEPTEH3UBHBIM mpenaparaMm) [27]. JlokaszaHo,
4yTO TOJIBKO Y 9 - 37 % mauuentoB c¢ [II'A umeercs runokanuemusi [26][28]. Y nanuentoB ¢ Al
U OOCTPYKTHBHBIM HOUHBIM amHO3 [II'A BcTpeuaercs B 34% ciyvaeB, y mamueHTtoB ¢ Al u

WMHITUEHTATIOMOMN HamoYeyHuka — B 2% [28].
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1.4 Oco0eHHOCTHM KOIMPOBAHUA 3200J€BAaHNA HWJIH COCTOSHUA (Tpynnbl

3a0oJeBaHuii MaM cocTossHui) 1o MeKAYHApPOAHOW CTaTHCTHYeCKOH KJaaccupukanuu

00J1e3Hel M MPo0JaeM, CBA3AHHLIX CO 3I0POBbLEM

I'nnepanbnocreponusm (E26):
e E26.0 IlepBuunblii runepaibI0CTEPOHNU3M

e E26.9 I'unepanbaocTepoHU3M HEYTOYHEHHBIN

1.5 Kaaccupukanus 3a001eBaAHUS HMJIH_COCTOSIHUA (TPynnbl 3200JIeBAHUI WU

COCTOSIHMA)
Brigensitor cnenyromue hopmst I[TA [4][29]:

1. Ansnocreponnpoayuupytomas ageHoma ((AITA), cunapom Konna).

2. Wpuonarmyeckuil runepanpaocreponnsm (MI'A).

3. OmHOCTOpOHHSISI TUNEPIIa3ns HAATIOYEUHUKA.

4. HacnenctBenHo  oOycnoBnennbiii  [IIA  (cemedinprii  I[I'A 1 Tunma
(TTIIOKOKOPTUKOUANOAABISIEMBI runepanpaocteponusM, clIl'A-1), cemeitnblit
[IT"A 2 tuna (cIIT’A-2), cemeiinsiii [1I'A 3 tuna (cIII’A-3), MDOH-1.

5. Cungpom 9KTOIIMPOBAHHOMN NPOAYKLHUHU aJIbJOCTEPOHA: IIPU
BHEHA/IIOYEYHUKOBON JIOKAJIM3ALUK aJbAOCTEPOHIPOAYLUPYIOIIUX OIyXO0JIeh
(pak LIUMTOBHUIHOM KeJe3bl, OIYXOJIM SUUYHUKOB, KUIIEUYHUKA U JIp.).

6. AnbIOCTEpOH-MPOAYLHUPYIOLIAs KAPLIMHOMA.

1.6 Kianaudeckass KAapTHHA 3a00JieBaHUA MJIN cocTOossHNA (rpynnbl 3a00J1eBaHUNA

MJIH COCTOSTHUN)

O6nurataeiM cunapomoM III'A saBnsercs Al (wactoTa 3mokauectBeHHOM Al — 6-9%);
kpu3oBoit A" — 50%), B GonbimHCTBE citydaeB [1I'A conpoBokaaeTcst U3MEHEHUSIMH COCTOSTHUS
CepACYHO-COCYJUCTON CUCTEMBI (aJIbIOCTEPOH3aBUCHUMAs TUTIEPTPOdUs MHOKapaa, GruOpo3HbIe
W3MECHEHHUSI B MHUOKaple, HapylleHus auacronmueckoi ¢yHkiuu muokapnaa) [8][30](31]. ¥V
nanueHToB ¢ III’A BbIcOKa yacToTa CEpAEYHO-COCYAUCTBIX MOPaKEHUH M CMEPTHOCTH B
CpaBHEHHMH C PaHJOMU3UPOBAHHBIMU IO BO3PACTY M MOy OOJBHBIMHU C AHATOTMYHON CTENEHBIO
MOBBIIIEHUS apTepuanbHoro AasieHus (AJl) npu sccenumanbaoit Al [8][30][31].

CHwkenune  (QYHKUMM  TIOYEYHBIX  KaHalbLeB  (HUKTYpUS,  MOJUYPHS,
THIIOM30CTEHYPHSI, ILEIOYHAsl peakiyss MOuH, anbOyMuHypus) BoisBisieTcs B 50-70% cimyuaes
II'A [30][31]. Hedpomatuss mpu I[I['’A wumeer cMmemaHHbII TeHe3 U OOYyCIOBIIEHA Kak
HETOCPEJCTBEHHBIM BIMSHHEM U30bITKA A, TaK M JeWCTBUEM THIIOKAJMEMHUH U Pa3BUBAIOLIETOCS

runokaguemMuyeckoro ankanosa [9][10]. He tak maBHO pa3BUTHE TUNOKATUEMHUU CUUTAIOCH
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KjaccuueckuM mnposiBaeHueMm III'A, onHaKo, MO COBPEMEHHBIM NPEJICTABICHUSIM JTaHHBIN
CUMIITOM BcTpevaercs imib B 9-37 % cioyuaes [9][10].

VY nanuentos ¢ [II'A 1ocTaTOuHO YacTO BBISBISAIOTCS HApYIIEHHUs] HEUPOMBIIIEUHON
MPOBOJMMOCTH M BO30yAMMOCTH (mapesbl, MbIieyHas ciaabocTh, MapecTe3nu, CyIOpOTH),
00yCIOBJICHHBIE TUTIOKAMeMuei [26][28].

NMmeromuecs Ha CETOAHAIIHMN JEHb JAHHBIE CBUICTEILCTBYIOT O HApYLICHUSX
YIIEBOJHOTO M JUMUAHOTO obmeHa y manueHTtoB ¢ IIIA. [lns III'A xapakTepHO pa3BUTHE
MHCYJIMHOPE3UCTEHTHOCTH, y mnauueHtoB ¢ II['A Bblole 4YacToTa OXHUPEHUS, HapyILICHUH
TOJICPAHTHOCTH K TIFOKO3€ U caxapHoro auabera [32][33].

Yemex ned4eHMss M NPOTHO3 Yy OTHUX IMALIMEHTOB HANPSAMYKO 3aBUCUT  OT
CBOEBPEMEHHOM IOCTAaHOBKM JAMArHo3a, MPaBUJIBHOTO BBIOOpAa JUATHOCTHUYECKUX METOJOB H

npoBeAeHus afgekBaTHoro JieueHus [8][30].

2. JluarHocTUKA 3200/IeBAHUS WIH COCTOSHUSA (TPYNIbI 3200/1eBaHU A WIH
COCTOSIHMH), MeIMIIUHCKNE MMOKA3aAHUS U NMPOTHBONMOKA3AHUS K IPHUMEHEHHUI0

METOA0B ITMAIrHOCTUKH

Kputepun ycranosiaenusi nnarnosa IIINA:
Huarnoctuka  II'A  mpoBOOUTCS € WCIOJNB30BaHUEM  JTAOOPATOPHBIX |
MHCTPYMEHTAJIBHBIX METOMOB oOcienoBaHus. [lepBbIM 3TarmoM HEOOXOAMMO HCCIEeIOBaHUE

YpOBHEH anbaoctepoHa (A), peHuHa u kanus [9].

e Ilpu coueranuu CHOHTAaHHON TUINOKATUEMUH, YPOBHS pPEHHMHA HIDKE pedepeHCHOro
3HA4YeHHUs, IUIA3MEHHOM KOHIEHTpamuu aibaoctepoHa >20 ur/mn (550 nmons/m) —
muarHo3 IICA  cuuTaercs  yCTaHOBJIGHHBIM ©0€3  NpPOBEACHUS  JAIbHEHIIEro
MOATBEPKAA0IIEro TecTupoBanust [9][34].

YpoBenr yOeauTeqbHOCTH PpekoMeHaannmii — B (ypoBeHb J0CTOBepPHOCTH

A0KA3aTeJNbCTB — 2)

e IIpu nmonoxwurensHoM mepBuyHOM Tecte (A > 10 ur/mn (100 or/mm, 277 nMonb/m) u
aKTUBHOCTH peHmHa < 1 Hr/mu/dac (WM OpsIMOTO0 pPEHHWHA HIXKe pedepeHCHOro
3HAUEHUS) ¥ TMPOBEACHHBIM MOATBEPKIAOIIUM TeCTHpoBaHUEeM — pauarHo3 II[A

cuuTaercst ycraHoBiieHHbIM [35][36][37][38][39].
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YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH

A0KA3aTeJNbCTB — 2)

e JIna wuckmroueHus reHeTHUecKux BapuaHToB III'A  peKOMEHIOBAaHO HCCIIEIOBAHUE
mytanuu KCNJS ¢ nenbto uckimouenus clll’A-3 y gereit ¢ IIIA [11][16][17][18].
YpoBenb yoOeauteabHOCTH pekoMengaumii — C  (ypoBeHb [10CTOBEPHOCTH

A0KA3aTeNbCTB — 4)

e Bcem nammentam c manudecrauueit I[II'A B Bo3pacte mo 20 5eT, ¢ OTATOMIEHHBIM
CEMEIHBIM aHaMHE30M 110 Hainuuuio I1I'A miamM MHCYIBTOB y POJCTBEHHUKOB B MOJIOJOM
Bo3pacte (<40 ner), pPEeKOMEHJOBAaHO TE€HETHMYECKOE TECTUPOBAHHWE HA MPEIMET
uckiouenus cemeitnoro I[I'A 1 tuna (cI1'A-1) [S][6][11][12].

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10CcTOBepHOCTH

A0KA3aTeJNbCTB — 3)

2.1 7 Kaa00bLI 1 aHAMHE3

2’KanoObl 1 aHaMHE3 OIKMCaAHEI B pasaciic «KKIIMHUYCCKAs KapTUHaA»

2.2 Ou3uKkaIbHOE 00CIeT0BAHUE

e  DusuKanbHOE O0CIICIOBAHKE MAIMEHTOB PEKOMEHJIOBAHO MPOBOJHUTH MO CTAHIAPTHBIM
IpUHLOMIAM TponeneBTUKH. PexoMmeHnayercs wusmepenue AJl ¢ HCNONb30BaHUEM
MaHXKEThI, pa3Mep KOTOPOH JOJKEH COOTBETCTBOBATH OKPYXXHOCTH ILIeya IMalleHTa, u
4CcC.

YpoBenb  yOeautenbHocTH  pexkoMenaaumii  C  (YpoBeHb  JI0CTOBEPHOCTH

A0KA3aTeNbCTB — 4)

2.3 JIaGopaTopHbIEe TUATHOCTHYECKHE HCCIACT0BAHNS

2.3.1 PexomennoBaHo mnpoBeneHue auarHoctuxku II'A y caenyommx rpynn

ManMueHTOB.

e o cTadmiabHO NoBbIIeHHBIM A/l 00s1ee 150 MM PT.CT. (AJ151 CHCTOJIUYECKOT0) U/ I

100 MM pT.CT. ()11 IMACTOJIMYECKOr0), 3a()MKCHPOBAHHBIM TPHK/IbI B Pa3HbIE IHU;
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¢ AT 0oJiee 140/90 MM pT.CT., yCTOMYMBOM K 3 THIIOTEH3UBHBIM NpenaparaM, BKJIIOYast
AUypeTH4YeCKoe CPeACTBO WK nojgaawueiics geyenuio (Al menee 140/90 Mmm pr.cT.) Ha
4 wim Gos1ee runoTeH3uBHBIX npenaparax [10][40][41][42][43].

YpoBeHb y0eaUTEJLHOCTHM PpeKOMeHAauMii — A (YpPOBeHb [10CTOBEPHOCTH

A0KAa3aTeJbCTB — 2

KoMMeHnTapum: ckpunune 6 epynnax nayueHmos ¢ 6biCOKOU pPACHPOCMPAHEHHOCMbIO
III'A 3HauumMenbHO CHUdNCAEm PUCK «NPONYUEHHbIX» Clyuaes 3aboneeanus. Buisenenue
OaHHOU Kame2opuu OONbHBIX NO3B0AEM CB0eBPEMEHHO Nposecmu dPpekmusHoe
yoaneHue 20pMOHANbHO-AKMUBHOU ONYXOIU UIU ONMUMUZUPOBAMb KOHmMpons AJ] npu
cneyuguueckom MeOuKaAMeHmo3HOM Jjedenuu. JJoKazano 6nusiHue CHUNCEHUs YPOBHs
anvoocmepona Ha d¢hghekmusnocms Konmpons AJll, ymeHvueHue cepoeuHo-cocyoucmix

U yepebposackyiapHulx ociodicHenutl [44][45][46].

2.3.2 A) B kauecrBe mepBHYHOro Ttecra auarHoctukum Ha III'A y nanumeHToB
YKa3aHHBIX TIPYyNI PeKOMEHJI0BAHO OmpeneeHue a0COTIOTHBIX 3HAYeHHd A W
AKTHBHOCTH peHUHA. [10/I0KUTEJIHLHBIM NEPBUYHBIM TECTOM CUUTAKTCS 3HAYEHUS
A > 10 ur/pa (100 nr/mu, 277 nMoJIb/J1) 1 AKTUBHOCTH peHUHa < 1 Hr/mu/4ac (wim
NPSAMOr0 peHNHAa HU:Ke pepepeHcHoro 3Hauenust) [19][35][40][47]

YpoBeHb y0eqMTEJIbHOCTH PEeKOMEHIAUUd — C (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeNbCTB — 4)

Kommenmapuu:  [numenvnoe  8pems — ucciedoganue  aibOOCMEPOH-PEHUHOBO2O
coomnowenusi (APC) cuumanu camvim HAOENCHBIM U  OOCHYNHbIM — MemoOoM
ouaenocmuxu III'A [15][48][49]. Oonaxo npu onpedenenuu APC ommeueno 6onvuioe
KOJIUYEeCm80 JONHCHONON0d CUmMenvHulx pesyiomamos [9]. Tax, npu ypoene A Huodice
nopozosvix sHavenuti, APC 6Oydem 102%CHONON0NCUMENbHBIM, 868UV HUBKUX 3HAYEHULL
PeHUHa, m.K. 3HayeHue OpoOu 8 OONbUIOU CMEeNneHU 3asUcum Om GelUdUHbL Oeaumels
[91[35]. Hanpumep, npu yposne A pasrom 3 ne/on u akmusnocmu peruna 0.1 ne/mn/yac,
coomnouernue 6yoem pasuamocs 30, umo s611emcs NOLONCUMENTbHLIM 3HAYEeHUeM, HO,
oyesuoHo, umo y nayuenma Hem II['A. B ceéa3u c yem MHOSUMU ABMOPAMU
PEKOMEHO08AHO UCNONIb308AMb ONPEOeNeH bl NOpPo208blll YposeHb A npu nodcueme
APC. Ilepsonauanvro 6vina npeonodcena ommemxa 6 15 ne/on (410 nmonw/n) [9][50].

Oonaxo 6 psioe pabom eviasneHo, umo y 36% nayuenmos ¢ noomeepcoennvim 1114
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nokazamenu A sapvupoganu medxicoy 9 u 16 ne/on (250-440 nmonwv/n), npu smom auuis y 4
% Oamnnwlil nokazamenwv He docmuean 10 ne/on. [35][40][47].

B 2018 200y mnpeonosceno ynpocmums ancopumm ouazHocmuyeckoeo noucka III'A,
UCNONBL3YA 8 Kauecmee NepeudHo20 mecmupo8aHus abconomusle geauyunsvl A u peHuna
c cut-off ona A > 10 ne/on (100 ne/mn, 277 nmonv/n) u akmugHocmu penuna < 1
He/MA/Mac (Wi npsamMo2o peHuHa Hudice peghepeHcHoeo 3HayeHus), 6e3 noocuema APC
[19]. Haumuwiii ancopumm He moabKo ynpowjaem OUASHOCMUYECKUN NOUCK, HO U
VMeHbulaem KOaudecmeao J10HCHONONOHNCUMENbHBIX Pe3YVIbMamos.

Ilpu  npogedenuu  nepsuuHo20  OUACHOCMUYECKO20 — MeCmd  PeKOMEHOO8AHO
OpUEHMUPOBAMbCA UMEHHO HA coYemanue YKA3aHHbIX paHee nopo2osvix 3nauenuti A (A
> 10 ne/on (100 ne/mn, 277 nmonv/n), a He Ha pedeperHcHble UHMEPBAbL 1aO0PaAmMopul,
oyeHugams ypoeerb A MmobKo 6 COUeMaHuu co 3HaUeHueM peHuHa (AKmueHoOCmu peHuHa
< 1 we/mn/uac (uiu npsamoeo peHuHa Hudice pepepeHcHo20 3HaYeHust 1abopamopuu)
[19][35][40][47].

Ilpu nonyuenuu comumumenvhwvix pezyiomamos nepguunozo mecma (A > 10 une/on (100
ne/mn, 277 AMONL/T) U HUSKOHOPMANbHLIUL DEHUH) NOKA3AHO NO8MOPHOE OnpedeieHue
O0aHHbIX noKazameneu Kposu nocie Koppekyuu AI' mepanuu Ha ¢hone npuéma
npenapamog ¢ MuHumanvHoim enusaHuem Ha PAAC [35]. Ilpu wneoOHOKpammbix
COMHUMENbHBIX Pe3VIbMAamax NepeuyHo20 OUACHOCMUYEeCKO20 MeCma ) NayueHmos ¢
MANCENLIMY ~ COMAMUYECKUMU — CONYMCMEYIOWUMU — 3A00N1e6aAHUAMU  peuleHue
NpUHUMAemcs 8 nov3y meoukamenmosnou mepanuu AMP (6o3moorcno 6 kombunayuu AI°
nekapcmeennvlx  cpeocms). (Tabnuya 4). Ilpu HEOOHOKpAMHBIX  COMHUMENbHBIX
pe3yibmamax nepeutHoco OUASHOCMUYECKo20 mecma y NayueHmos, Ojisi KOMmOpbix
803MOJICHO  Xupypeuueckoe Jjedenue II[A 6 OyOywem, npogooumcs  O0OUH U3
NOOMBEPHCOAIOWUX MECMO8 C Yeiblo nNoomeepicoeHus ouaznosa. [35].

Onpedenenue A u peHuHa npouzeoOOUMCs 6 YMPEHHUe 4Yacvl, Nnocie HnpedbleaHUsl
nayueHma 8 6epMUKaAIbHOM NOJLONCEHUU He MeHee 2 — X 4acos, nepeo 3a00pomM Kposu
nayuenm Ooudcen cudemsv 8 meyenue 5-15 munym (Tabauya.l). Ilepeo evinonnenuem
mecma nayueHm He O00JJICeH npudepicusamvcs bOecconegou ouemsl. (Tabnuya 1).
CneyuanvHoti n0020mosKu K nepeuunol Jnabopamopnot ouacHocmuxe III'A  wHe
mpebyemca. Ha smane nepsuunoco ouaznocmuueckoco mecma NAYUEHM MOdCem
npUHUMAams 00vle aHmueunepmeH3usHvle npenapamol, 8 mom yucie AMP [9][19].
Hecmomps na mo, umo nexapcmeeHnnvie npenapamsi, Ucnoabsyemvie oasa nedenusn Al

NOMERYUAIbHO MO2Ynl 8bl3bl6ANb JIOHCHOOMPUUAMETIbHbIE PE3)YIbMANlbl MECNUPOBAHUA
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v nayuenmos c aezkou ¢opmou III'A, Hu ooun npenapam He MOX*CEmM Bbl3bl8ANMb
JIONCHONONONCUMETNbHBIL  pe3yabmam  Npu  NePeUdHOM — MeCcmuposaHuu,  eciu

ucnoIv308ams onpedeiienHulll cut-off s yposus arboocmepona u peruna niazmul [48].

Tadauna 1. V3MmepeHue aOCONIOTHBIX 3HAYEHUH A M aKTHMBHOCTH DPEHHHA: METOAWYECKHE
PEKOMEHTALINN.

A. Tloaroroska

1. IlpenBapuTenbHOE MU3MEpEHUE YPOBHS Kayius B KpoBHU. [Ipu rumokanuemMuu HeoOXoamma
KOPPEKIIHsI, LIeJIeBOM ypOBEHb 4 MMOJIB/J.

2. BonbHOI HE TOMIKEeH OTPaHUYMBAThH MOTPEOICHIE HATPUSI.

3. Ilpu momy4eHMH OTPULATENILHOIO TMEPBHMYHOIO TecTa Ha (JOHE HEKOMIIEHCHPOBAaHHOM
TMIOKAJIMEMUN WWIM TIpUEeMa aHTUTHIICPTEH3MBHBIX MPENaparoB, OKa3bIBAIOIIMX BO3MOXKHOE
BIMSHME Ha YyBenuueHue ypoBHs peHuHa (MAIID, BPA, AMP u np.) mnoka3aHo NOBTOpHOE
ompeneneHre A, peHWHa, Ha (OHE OTMEHb/MOIU(PUKAIMK AHTUTHIICPTEH3UBHOW Tepanmuu H
KOMIICHCAIIUM THUIOKAIMEMHH, €CM KOHTpoib Al, TUINOKaIMeMHH MOXKET OCYIIECTBIATHCS
npernapataMd ¢ MUHUMAaJIbHBIM BIIMSIHUEM HA YPOBEHb A M PEHMHA, TaK Kak JIOKHOOTPHLATEIBHBIN
pE3yJIbTaT BO3MOYKEH.

B. YcnoBus 3a6opa kpoBu

1. 3a0op B yTpeHHHE Yachl, TOCIE MPEOBIBAHNS MAIIMEHTA B BEPTUKAIHHOM IMOJIOKEHUH (MOXKHO
CHJIIETh, CTOSITh, XOJWTh) HE MeHee 2-X uacoB. HemocpeICTBeHHO mepen 3a00poM KpOBH
HEO0XOIMMO CHAETH B T€UeHHE 5-15 MUHYT.

2. Ycnous 3a0opa kpoBu Ha A, APIT/TIKP u xanuii:

® OCYIIECTBJISIETCS MEIJICHHO LIMPUIIEBBIM CIIOCOOOM (BaKyTeHHEPOM HEXeNaTebHO —
PHUCK NOBBILIEHUE KaJINA)

e pn30erarh CKUMaHMS KyJlaka

e 3a00p KpOBU HE paHee, UeM yepe3 5 CeKYH/I IOCIIe CHATHUS HKI'yTa

e cenapainys miasmsl He no3aHee 30 MUHYT mocie 3a0opa

e rmepen HeHTpU(yrupoBaHueM aepKaThb IPOOUPKY IMPU KOMHATHON TeMIieparype (a He Ha
apAay, T.K. Xonox yBenuuuaeT APII)

e rocie HeHTPU(yrupoBaHus, MPU HEOOXOTUMOCTH OKUAHUS TOCTAHOBKU B PabOTYy,
TUTa3MEHHBIA KOMIIOHEHT TIOJBEPrHYTh OBICTPOH 3aMOpO3Ke

e CTa3 ¥ remMoju3 TpeOyroT MOBTOPHOTO 3a00pa.

e 2.3.2 b) llepenunblii ckpuHuHr Ha [IT'A MokeT NpoOBOAUTHCA y MaNMEHTOB Ha (oHe
npuemMa JI00bIX AHTUITMIIEPTEH3WBHBIX IMpPeNaparoB, OJHAKO, OLICHUBATDH
NMOJIy4eHHbIe Pe3yJabTaTbl, HE00X0AMMO ¢ Y4éToM npuHuMaemon tepanuu. Ilpm
NMOJIy4YeHHUH COMHHUTE/JIBbHBIX pe3yJIbTaTOB NnepBH4YHOro tecra (A > 10 ur/ma (100

nr/mi, 277 nmoab/1) W HU3KOHOPMAJIbLHBII/HOPMAJIbHBIH/MOBBIIICHHBI PEHNH)
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NMOKAa3aHO MOBTOPHOE OMpe/ejieHne TaHHBIX MOKa3aTelell KPOBH MOCjIe KOPPeKIHU
AI' Tepanumn Ha (oHe NMpUEéMa NMpenapaTroB ¢ MUHUMAJIBHBIM BiausHueM Ha PAAC
[35].

YpoBenb yoOeaureabHOCTH pekoMengaumii — C  (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeNbCTB — 4)

KomMeHTapuu: npu npueme nemnegvlx ouypemuxos, eKuouas Kaiuucoepezaowjue, uiu
uHeUOUMOpPO8  aHeuomeHzunnpespawaroweco  gepmenma  (UAIIP),  brokamopos
peyenmopa  aneuomenzuna Il (BPA) 603M0JCHO no@vluleHue peHunHa uiu —e2o
akmugHocmu. B maxom  cnyuae  nepsuunvii  mecm  ua III'A  6Oyoem
JIOHCHOOMPUYAMENLHBIM.

Ecnu na ¢oone npuema oannoil epynnel npenapamos onpeoensemcs CHUNCEHHbI YPOBeHb
PEeHUHa unu e2o akmugHocmu — mo ouazhos I1I'A evicokoseposimen, npu pegepencrom
UNU NOBLIUEHHOM 3HAYEHUU PEHUHA UNU €20 AKMUBHOCTU OUACHO3 UCKIIOYUMb Helb3s. B
MAKUX CAY4asx npogooumcs nO8MOpHAs OUASHOCTMUKA Yce Ha (oHe 3ameHbl mepanuu
Ha npenapamel ¢ MuHumaibHuim enuanuem Ha PAAC. Bonee noanvli cnekmp 61usHus
npenapamos na PAAC npedocmasnen ¢ Tabnuye 2.

Ilosmomy npu nonyuyeHuu YpoeHs peHuHa 6 npedeiax pegepenca Ha ¢pone npuema
ouypemukos, u AII®, BPA - nokasano npogedenue nogmopHou ouacnocmuxu. Ilepeo
IMUM HEe0OXO0UMO KOMNEHCUpO8amv 2unokaiuemuro, ommenums uAll®, Oroxamopwvi
peyenmopoe aneuomensuna Il (BPA), nemnegvie Ouypemuxu, OucuoponupuouHogvle
onoxkamopwl  Ca-kauanos, bema-o6nokamoper Ha 2 Hedenu, AMP na 4 wuedenu. /ns
komnencayuu Al" Ha OuacHocmuueckuti nepuoo 603MONCHO HA3HAYEHUEe NPenapamos
munumanvuvim eausuem Ha PAAC (nedueuoponupuounosvie droxamopul Ca-Kananos -
gepanamu, anbpa-aoperob10Kamopsl - OOKCA303UH,).

Ilpu HeOOHOKpaAmMHbIX COMHUMENbHBIX PEe3YIbMaAmax NnepeudyHo20 OUACHOCMUYECKO20
mecma y nayueHmos ¢ manceablMu COMamudecKUMUu COnymcmseyrouwuMy 0CI10HCHEHUAMU
peuwieHue npuHuMaemcs 6 nov3y Meoukamenmosuou mepanuu AMP (803mooicHo 6
komounayuu Al nexapcmeennvix cpeocms). (Tabnuya 3). Ilpu couemarnuu yposHs
peHuHa uau e2o akmugHocmu Hudice PH u yposws A memee 277 OanvHetiuiee
mecmuposarnue Ha I1I'A ne npogooumcs

Ilpu HeOOHOKpAmMHbIX COMHUMENbHBIX PEe3YIbMAmax NepeuyHo20 OUdACHOCMUYECKO20
mecma y nayuenmos, 0 KOMopwlx 603MONCHO Xupypaudeckoe aeverue I1I'A 6 oyoyuem,

nPOBOOUMCSL OOUH U3 NOOMBEPHCOAIOWUX MECMO8 C Yelbi0 NOOMBEPHCOeHUs OUASHO3A.
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Taoauna 2. @akTopbl, BAUSIOMINE HA YPOBHU aOCOIIOTHBIX BEJTMUUH A U aKTUBHOCTH PEHUHA.

YcnoBus ‘ AnpaocTeEpOH APII u/unu ITKP
MenukaMeHTsl
bera-6nokatopsl, ATX kon CO7TAG ! Ll
LlentpanbHbie  anbda-aIpeHOMUMETHKH, ! U
ATX koxg C02CA
Hecrepounnsie ! U
IIPOTUBOBOCIIAJIUTENIbHBIE CpeacTBa
(HIIBC), ATX kon MOTA
Tuasuaneie quyperuku, ATX kox CO3A 1— 1
HeTtnasuansle nuypeTuku, AeicTByOMNE 1— "
Ha KOPTUKAJIbHBIM CErMEHT neTiu ['eHie,
ATX kog CO3B
"IletneBsle" muyperuku, ATX kox CO3C 1— "
KanwuiicOeperatomue nuyperuku, ATX ) "
kox CO3D
HHruburopsr AHICMOTEH3UH- ! "
npeBpaiatomiero  ¢epmenta (uAIlD),
ATX koxg CO9A
AHtaronuctel anruorensuHa II, ATX ! "
kox CO09C
JuruaponupuIMHOBbIE JIOKaTOPbI = )
KaJbIeBhIX KaHanoB, ATX kox CO8C
Wurubutopsl cexkperun penuHa, ATX ! | (APID)1(IIKP)
kox CO9XA
[Iporecrarensl u 3CTPOTEHBI — — (APII) | (ITKP)
(¢puxcupoBannsie komOuHaiuu), ATX
kon GO3AA
[Iporecrarensl u 3CTPOTEHBI — — (APII) | (ITKP)
(kOMOMHALIMK A1 TIOCJIEOBATEIBHOTO
npueMa), ATX kog GO3AB
Octporensl, ATX kog GO3C — — (APII) | (ITKP)
[Iporecrarensi B KOMOWHAIMU  C — — (APII) | (ITKP)
sctporeHamu, ATX kox GO3F
Kanuit
['mnokanuemus ! 1—
['unepkanuemus 1 =
OrpaHuyueHue conu
€CThb 1 ™
et ! 1
Apyroe

Bozpact > 65 ner ! Ll
[Ipemenomnaysa' 1— — (APID) |[(TIKP)
XpoHuuecKas ro4eyHas — !
HenoctaroyHocTh (XITH)
TTceBaOruIepaIbI0CTEPOHH3M 2 TUIIA — !
bepeMeHHOCTD 1 "
PenoBackynsipHas Al 1 "
3nokauectBeHHas Al' 1 "




[Ipemenomnaysa! — 1Mo mpeaBAPUTENBLHBIM [JaHHBIM B 9TOT IIEPHOJ] YPOBEHb PEHUHA ILIA3MBI BO
Bce (pa3pl MEHCTPYaJIbHOTO LUKJIA HIDKE, YEM Y MYXKYHH, a YPOBEHb aJIbJOCTEPOHA TaKoil xe. B
JIOTEMHOBYIO a3y MEHCTPYalbHOTO IUKJIA YPOBEHb AJIbJOCTEPOHA IOBBIIMIAETCS B OOJbIIECH
CTENeHH, YyeM B TposudepaTuBHyo ¢$a3zy W NpH MEHCTpyauuu. Takum o0pa3oM, CKPUHUHT
KEHIIUH M3 TPYIIIBl PUCKA JKEJIATeIbHO MPOBOIUTH B (DOJUIMKYISAPHYIO (hasy MEHCTPYalIbHOTO
nukina; IlceBmorunepanbaoctepoHusm 2 THMA? HaclneACTBEeHHbIM cuHapom ¢ Al
TUIEepKaIMEMUe 1 HOPMaIbHOM CKOPOCTHIO KiTyOoukoBoi ¢uibTpanuu (CKD).

Taoauna 3. ['unoTeH3uBHbIE NMpenapaTbl ¢ MUHUMAJIbHBIM BIMSHAEM Ha YPOBHH aOCOIOTHBIX
BEJIMYMH A U aKTUBHOCTH PEHMHA.

Bepamamui, ATX | Hemuruaponpuy | 90-120 mr aBa pasa | Mcnonb3yercss oTAensHO WM B
kox CO8DAS1 MHOBBIN OJIOKATOp | B JICHb KOMOMHAIMKM  C  JPYTHMH
KaJIbIIMEBBIX nperapaTamy 13 3TOH TaOIHIIbI
KaHAJIOB
I'mppanazun, ATX | Bazomunsitatop 10-12,5 wmr nBa | Hasmagaercs IoCIIe
kox C02LGO02 paza B JI€Hb C | Bepamammuia, Kak
TUTPOBAHUEM JIO3BI | cTaOMM3aropa pedieKTOpHOH
10 3 (heKTUBHOM | TaXMKapauH. Hasnauenne
MaJbIX JI03 CHIDKAET PHUCK
000YHBIX AP PEKTOB (TOTOBHASL
00J1b, TaxXUKap.Ivis,
TTOBBIITICHHOE TTOTOOT/ICJICHUE)
Hokcazo3un, ATX | bnokarop al—| 1-2 mr ogun pa3 B | Konrposs MOCTYPaJIbLHON
kog CO02CA04 aJIpeHo- JICHb C | TUIIOTOHUH!
PELIETITOPOB TUTPOBAHUEM JI03bI
10 2pdekra
Tepaszosun, ATX | bnokarop al—| 1-2 mr ogun pa3 B | Konrposs MOCTYPaJIbHON
ko GO4CAO03 aJIpeHo- JICHb C | TUIOTOHUH!
PELIENITOPOB TUTPOBAHUEM JI03bI
10 2pdekra

e 23.2 B) Ilpn covyeraHum HeompeaeJsieMOro YPOBHSI PEHHMHA WJIM AKTHBHOCTH

PEeHHHA IJIa3Mbl, IJIA3MEHHOH KOHIEHTPAaluu ajabaocrepoHa > 20 Hr/ma (>550

nMoab/1) — aumarHo3 II'A  cuMTaercsi yCTAHOBJEHHBIM 0e3 TPOBeCHUSs
AajbHelero NnoaATBeP:KIAIIero Tectuposanus [9][34].
YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10CcTOBepHOCTH

A0KA3aTeJNbCTB — 2)

Kommenrtapun: ¢ 2016 2 epynna mupogvix 3KChepmo8-3HOOKPUHOL0208 8 KIUHUYECKUX
PEKOMEHOAYUAX, NOCBAUWEHHBIN NEPEUUHOMY 2UNepanbOOCMePOHUIMY, NPeONoHCUNA
Kpumepuii, no komopomy ouacnos I1I'A cuumaemcsa noomeepicoeHHbIM npu 6a3aIbHOM
yposne A 6onee 20 ne/mn (550 nmoawv/n), Heonpedensiemom ypogHe peHUHA U CNOHMAHHOU
eunoxanuemuu [9]. B 2017 200y 6 penpeszenmamusnom uccredoganuu AQUARR,

Komopoe coomeemcmeosano pexkomenoayuim STARD, 6wiiu nonyuenvl OaHHwie, UMO
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3asneneHHvle yposuu A u penun ecmpeyanuce 6 2,5% cayuaes III'A [34). ['unokanuemus
1O MHEHUI0 a8mopo8 UCCIe008AHUS He ABNAemcs 00sa3amenvhblm npusHakom npu 1114
[34]. Taxum obpazom, Ha ce20OHAWHUL OeHb, DOIBUIUHCINGO IKCNEPMOE PEKOMEHOYION 8
OaHHOU epynne NayueHmos He nposooums noomeepaicoaowue mecmol, a ouazros I1I'A

cuumams ycmanosgnennvim [9][34].

2.4 IloaTBep ;KIAIOIINE TECThI

2.4.1 Y nanueHToB C MOJI0KUTEJIbHBIM NEPBHYHBIM TeCTOM (a0COJIOTHBIC 3HAYCHHSA
A > 10 ur/pa (100 or/mu, 277 nMoJIb/J1) 1 AKTUBHOCTH peHUHa < 1 Hr/mu/4ac (wim
NpPsIMOT0 PEHMHA HHUKe peQepeHCHOro 3HAYeHHs)), MJIM Yy TMANHEHTOB C
HEOJHOKPATHO MOJY4YeHHBIMH COMHHUTEJIbHBIMHM Pe3yJbTATAMHM NEPBHYHOIO TeCTa
Ha ¢one ormennl AI' Tepanum c¢ BiaussnmeM Ha PAAC, no mnposeneHus
auddepennnanbaoro amarfosa ¢opm II'A  pexomeHA0BaHO mNpoBeaeHHE
noarBepxaaomero III'A tecra (oxnoro niau 6osee) [36][37][38][39].

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10CcTOBepHOCTH

A0KA3aTeJNbCTB — 2)

2.4.2 B kauyecTBe NOATBEP:KIAIOIIECI0 TECTA PEKOMEHI0BAHO BBHINOJHEHHE TECTa C
¢pusznonornyecknm pacrsopom: nHpysus 2 sutpos 0,9% pacreopa NaCl B TeueHue
4 4yacoB ¢ ompeaesieHHeM AaJeKBATHOCTH CYNPecCHH NOCTHH(Y3HOHHOTO YPOBHS
aJIb/I0CTEPOHA, B HOpMe — MeHee S Hr/nu (138,7 nmoasn/a) [9][37][38][39].

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10CcTOBepHOCTH
A0KA3aTeJNbCTB — 2)

KommenTapmii: npu nonyyenuu nonoscumenvHo2o pe3yibmama NepeuuHo20 mecma
HeobX00UMO BbINONIHEHUE 00HO20 U3 NOOMEEPIHCOAIOUUX MeCmOo8 (mecm ¢ NepoPalbHOl
Hampuesoul naepysxou (HH), naepy3zounsiti mecm ¢ ¢uzuonocuveckum pacmeopom (TOP),
nooasusowull mecm ¢ @ayopokopmuzonom (kopmuregpgpom) (T®) [9][37][38][39]. Bce
mpu cmanoapmwie npobvl nOOpPooHo onucansl 8 Tabnuye 4.

Ilpu 8vib60ope noomeepaicoarowie2o mecma He0OX0OUMO YHUMbIEAMb, YMO y NAYUEHINO8 C
Hexoumponupyemoti. A" unu 3acmoiiHotl cepOeuHou HedOCmMAamo4HOCMbl0 Mecmbl C
HA2py3Kou  HampueM  MeHee  NPeONnoYmumeibHbul [91137][38][39]. Buvibop
noomeepaicoarowjell npodvl 0OLIYHO onpeodensiemcs ee CMOUMOCHbIO, KOMNIAEHMHOCHbIO
nayuenma, KOIuuecmsom 3a00po8 Kpo8u U MEeCMHbIMU IKCHEPMHBIMU NPeONnOUMeHUAMU.

Oxcnepmuas epynna paspabomyuxko8 OaHHO20 NPOeKMa peKoMeHOyem 6 Kayecmee
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Haubonee npocmoco nodmeepofcdaiou;ezo mecma C 8bICOKOLL cneuuqbulmocmbio,

omHoOCUMEeNbHOU  0e30nacHOCmblo U YOOOCMBOM — BbINOIHEHUs — mecm ¢
Gusuonocuveckum pacmeopom (T®P) (ungysus 2 aumpos 0,9% pacmeopa NaCl &
meyeHue 4 uacos c onpeoeieHuem Aa0eK8aAmMHOCMU CYNpeccuu HNOCMUHPYZUOHHO2O0

VPO8HS anb0ocmepona, 8 Hopme meree 5 ne/on (140 nmonw/n) [9][37][38].

2.4.3 Ha Bpemsi npoBeieHUsI MOATBEPKAAIOIIEI0 TECTA PEKOMEHAYeTCsl B KauecTBe
AHTUTHIIEPTEH3UBHOI TepanuM MCNOJb30BAaTh (PapMaKoJIOrH4YecKHue Npenaparbl C
MHMHHMMAJIbHBIM HJIH MOJHBIM OTCYTCTBHeM BJMsAHUS HAa PAAC, Heo0XoauMo Tak ke
n3deraTb Ha3Ha4YeHHe IPYrUX NpenaparoB, H3MEHSIOIINX YPOBEeHb PEHHHA, TAK KaK
Ha (oHe MX nMpHeMa NMpeJOTBpPALIAETCS NMOAABJEHHEe A M pe3yJbTaT TecTa Oyaer
JIOKHOTOJIOKUATEILHBIN (ATX ko

C02CA), HIIBC (ATX xox MO1A), tuasuannie guyperuku (ATX xox CO03A),

LHeHTPaJbHble ajb(a-aJpeHOMUMETUKH
Hetuasuanblie auypetuku (ATX kox C03B), "meraeBble" auyperuxku (ATX kox
C03C), kanmiicoeperaromue nuyperukn (ATX kox C03D), uAIIdD (ATX kox C09A),
anTtaroHucrbl anruorendmna II (ATX kox C09C), muruaponupUIAHHOBBIE
0s10kaTopsl KaabuueBbIX KaHadoB (ATX kox CO08C), mHruduropnl cexkpenuu
penuna (ATX kox C09XA), mporecrarensl U 3ctporenbl (ATX kox GO3AB

(Tadnuuna 3) [9]1[37][38][39]

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH
A0KA3aTeJNbCTB — 2)
Tab6umna 4. ITonreepkaaroniue TeCTHI.
Tecr WuTepnperanus Ocobennoctu

1.Tect ¢ ¢Ppusnosoruyeckum
pacTBOpoOM

HaHI/IeHT JOJIZKCH HaXOJUTCA

III'A  BBICOKOBEPOSTEH IpPHU
A> 288 mmomaw/n (> 10 ur/am,

Tect mnporuBonOKa3aH IpHU
Tsoxenslx (popmax AL, XIIH,

B TOpU3OHTANBHOM | > 100 mr/mir) CEepACYHON HEIOCTATOYHOCTH,
MOJIOKEHHE MHHUMYM 3a 1 apUTMUH WIH  TSDKETOH
yac A0 Haudana yTpeHHed | [ICA ManmoBeposiTeH  MpH | TUIIOKAJIUEMUU.

(8.00-9.30) 4-x  yacoBoil | mOCTUH(Y3UOHHOM  YPOBHE

BHYTPUBEHHON HHOY3un 2 1 | A<138,7 mmons/a. (<5 ur/mi)

0,9% pacTBopa NacCl.

Omnpenensiercs penun, | [Ipu A >5 ar/mn, vHo <10 Hr/mt

aJbJOCTEPOH, KaJIUU B | Bo3MoOHa Tepanusd AMP wm

OazanpHOM Touke (oueHka | mpoBemerne CCB3K  mpu

BAJIUJTHOCTH TecTa) U uepe3 4

gammauu AlTA.
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yaca.
B MoaU(pUIIMPOBAHHOM
BapHaHTe MMaIUEHTHI

HaXoAATCs B IOJIOKEHUU CUIS
3a 30 MHHYT 70 U BO BpeMms
UHQPY3HUH.

[Ipu Tecre B MONOKEHUU CUIA
III'A  BBICOKOBEPOSATEH IpPHU
A> 166 nmoiw/a (>6 Hr/mi).

ﬂonOﬂHumerbeze mecnbl npu HeBO3MOINCHOCMU l’lp06€0€Hu}l mecma ¢ qu/LS’MOJZOZI/lll€CKMM

PAacmeopom.
2. Teer ¢ HaTpHeBoOil
HArpy3KoH
III'A BbIcOKOBeposiTeH mpH | TecT nNpoOTUBOMOKA3aH MpHU
YBenuuuth notpeOieHue | MOBBIICHUE cyTrouHol | Tspkenbix ¢opmax Al XITH,

Hatpusi >200 mmonb (6 T) B
JIeHb B TEUEHHUE 3 JHEH, IOoJ
KOHTPOJIEM CYyTOYHOU
IKCKpELUHU HaTpusl,
ITOCTOSIHHBIMN KOHTPOJIb
HOpMOKanueMuu Ha  (oHe
IIpyeMa IpenaparoB Kaus.
CyTtounas JKCKpeLUs
aJIbJIOCTEPOHA OIIPENENSIETCS C
yTpa 3-ero AHs TecTa.

OKCKpEIMH  albJOCTEpOHA >
12 mr (> 33,3 amoub).

III'A  ManoBepoATeH  IpHU
CYyTOYHOM OKCKpELUHU
anbaocTepoHa menee 10 wr
unu 27,7 HMonb (MCKIIOYas
conyrcTByromyr XIIH, korga
IKCKpELHs aJIbJIOCTEPOHA
CHIDKEHA).

CEepACYHON HEIOCTATOYHOCTH,
apUTMHUH, TSKEII0N
TUIIOKAJIMEMUU.

AKTyaneH TOJIBKO pu
HCCJIEIOBAaHUM  alIbJJOCTEPOHA
Mouu ¢ nomombro BOXX ¢
TaHJIEM-MaCCCIEKTPOMETPHH.

[Ipu XIIH BO3MOXHO
JI0’KHOOTPULIATEIIBHOE
3HAYCHHUE.

3. Tecr c
(¢payapoxopTuzoHom

0,1 mMr nepopanbHO Kaxziple 6
JacoB 4 JTHS; MpUeM
[IpENapaToB XJOpUAa Kaaus
KaKble 6 JacoB oJ
koHTposieM K+ 4 pa3a B 1eHb
(eneBoe 3HaueHue oxosio 4,0
MMOJIb/I); MeIEHHAs
uHoy3us 30 mmons NaCl 3
pasa B neHb. be3 orpanndenus
MHUIIEBOU COJIH, s
MOAJIEPKAHUS CyTOYHOM
HaTpUWypuM Ha YpoBHE 3
MMOJb Ha Kr maccel. Ha 4
JICHb OIPENEISIOT YTPEHHUU
anproctepon 1 APIT B 10.00 B
CUASAYEM  TIOJOKEHUU U
koptu3oa B 7.00 u 10.00.

ITpu III'A: Ha 4 news B 10.00
anpgocTepoH > 170 mMons/m,
APII <1 wnr/mn/gac, ypoBeHb
KOPTHU30JIa HE HWXKE, YeM IpH
3abope B 7.00

(,Z[J'DI HNCKIIFOUCHUS  BJIUMSHUA
AKTT)

Hexkoropsimu
HCCIIEIOBATEIIIMUA  CUMTACTCS
CaMbIM 9yBCTBUTEIHHBIM
tectoM. boinee Oe3omacHEbIi B
CpPaBHEHHH C Harpy304YHBIMHU
HATPUEBBIMU TECTAMHU.

Tpebyercss  rocmuTanu3amus
Ha HECKOJIBKO JTHEM.

Tpynoemkuii.
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2.4.3 Bcem mnanmenTam ¢ Ja00paTOpHO NOATBep:kIeHHbIM auarHosom IIT'A
He00X0AUMO NMPOBeIeHHe HOYHOT0 MOJABJIAONIEro TecTa ¢ 1 Mr JekcaMmeTa3oHa JIst
HCKJ/IIOYEHHUS] COYEeTAHHOI runepnpoayKuuu A u koprusoJa [S1][52][53].

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10CcTOBepHOCTH

A0KA3aTeJNbCTB — 2)

KommenTapuu: Psa0 nocreonux ucciredosanuii noxazan, umo ciayuau III'A nepeoxo
aAccoyuupo8anvl ¢ ABMOHOMHOU  ceKpeyueu KOpMu3oad, m. e. C CUHOPOMOM
CYOKNUHUYeCK020 uiu Mmanugecmuoeo eunepropmuyusma (12% cayuaes). Hanuuue
anbOOCMepPOH- U KOPMU30I-Npooyyupyloujeti a0eHoMbl HAONO4YeuHUuKa y nayueHma c
III'A cnedyem noodospesams, npu: 1) pasmepax obpazosanus 6Oonee 2,5 cm; 2)
omcymemeuu nooasieHus Kopmu3ond Ha ¢QoHe Manou npobbl ¢ 0eKCamemazoHom
[S1][52][53].

Hz0vimoynas — npoldykyusi — KOpmMu3oad 8  HAONOYEeUHUKAX — MOdCem  cOenams
Hedocmosepuvimu pesyromamvl CCB3K npu pacueme xosghgpuyuenma namepanuzayuu
no  ypoeuro Kopmuzoaa (10JcHoe cHudceHue omuowenus A/K  ma cmopone

eunepnpodykuuu Kopmu3soJa, JIO}CHOe nosbluleHUe Ha KOHmszamepaﬂbHoﬁ Cm0p0H€).

2.4 UHCTpYMEHTAJIbHBIE JUATHOCTHYECKHE MCCIET0BAHUS

2.5.1 Bcem mnammentam ¢ III'A Heo0X0oAMMO NPOBOAUTH KOMIBLIOTEPHYIO
ToMorpaduio (KT) HagnmoyeYHNKOB ¢ KOHTPACTHPOBaHUEM, C LeJIbIO ONpe/ie/IeHUs!
BapuanTa [II'A n ucK/II0YeHNs1 aIPeHOKOPTUKAIBLHOT0 paka [50][54][55].

YpoBeHb y0eauTEJLHOCTHM PpeKoMeHAauMii — A (YpPOBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

KommenTapuii: ora onpedenenuss maxkmuxu nedenus nayuenmos c III'A wupoxo
ucnoavzyemca KT naonoueunuxos, no pe3yrbmamam KOMOPO20 MO2YM GbIAGIAMbCS
«HOpMA», OOHOCMOPOHHASA MAKpoaoeHoma (bonee 1 cm), MUHUMATbHOE OOHOCMOPOHHEee
YmoaujeHue HoMNceK HAONOYEYHUKA, OOHOCHMOPOHHAS MUKpoaoeHoma (menee 1 cm),
08YCMOpPOHHUE MAKpO - Ui Mukpoaoewomvl (unu komounayus) [S0][55]. /s
npogedenus ougpgepenyuposku opm III'A, nonyuennvie pezyrvmamol 00IH*CHbL ObIMD
npoaHanuzupoganvl 6 komnaekce ¢ cpasnumenvivim CCB3K u3 6en Haonoueunukos u,
eciu HydxcHo, co ecnomozamenvhuvimu mecmamu [S0][55]. Ha KT AIIA mooscem

onpeoensmvcs 8 8ude HeDOILUUX SUNOOEHCHBIX 00beMHbIX 00pazosanuil (00bLIYHO He
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bonee 2 cm 6 ouamempe) [S0][55]. Ilpu UI'A naonoueynuku mocym 6u3yaiusupo8amovcs
KaK HeusMeHeHHbIMU, mak u ¢ y3nosvimu obpasoganusmu. Ha KT AKP c
2unepnpooykyuell  arb0ocmepona noumu ece2oa 6Oonee 4 cm 6 Ouamempe, U 8
OonbUUHCIEE CIYUAe8 GbIAGNAIOMC NOOO3PUMENbHbIE 8 OMHOULEHUU 3/10KAYeCTN8EHHO20
xapakmepa onyxonu NPU3HAKU (8bICOKASA NIOMHOCMb, 3A0ePHCKA HA (haze GblLMblBaHUs)
[50][55]. Oébpazosanus ¢ covemannoii npodykyuei arbO0OCMePoOHa U KOPMU30Ad MAaK Hce
umetom pazmep 6onee 2 cm [S0][54][55].

KT umeem pso oepanuuenuti. Hebonvwue anvoocmepomsvt  mocym — Ovimb
UHMEPNPemupo8ansvl,  KaKk  2unepniazus, OCOOEHHO Npu  O8YCMOPOHHEM  UlU
MHOHCECNBEHHOM XApaKmepe 37108020 NOPANCEHUS HAONOYEYHUKO8 Ul He Oblmb
gviagnenvl 3a cuem manoeo pasmepa [50][54][55] Kpome moeo, «ouesuonviey
HAONOYeyHUKO8ble AO0eHOMbl (aKmuiecku Mo2ym OKA3amuCsi y4acmKamu 04azo80u
2UNEPNAA3UY — OUACHOCTNUYECKAS OUUDKA 8 SMOM Cllyuae NPUoOUm K Heob0CHOBAHHOMY
8bINOIHEHUIO ~ 0OHOCcmopouHel  aopenandkmomuu  [50][54][55]. Oonocmoponnue
20PMOHANLHO-HEAKMUBHbLE MAKPOAOEHOMbL HAONOYEUHUKA OOCMAMOYHO MUNUYHLL OJis
gospacmuulx nayuenmog cmapue 40 nem u npu KT ne omauuaromca om AIlIA
[50][54][55]. Oonocmoponusia  eunepniasus  Haonoveunuxkos (OI'H)  mooicem
goiasnamovcas  Ha KT 6 e6ude yeenuuenus HAOnoueuynuka 6 pasmepax — uiu
8U3YATUIUPOBAMBCSL KAK HOpManbHbllL Haonoweunux [S0][54][55].
Maenummno-pesonancnas momoepagpusa (MPT) ne ooradoaem npeumywecmeom nepeo KT
6 oyenke gopm III'A, npu smom umeem meHbvuiee NPOCMPAHCMEEHHOE pa3peuleHue, 4em

KT [50][54][55].

2.6 CpaBHUTEJLHBINA CeJEeKTUBHLIN BeHO3HBIH 3200p kpoBu (CCB3K)

2.6.1 Ecau pus tepanuu II'A paccmaTpuBaeTcsi XMpyprudeckoe JedeHue (HeT
NPOTHBONMOKA3aHUI M 0TKAa3a MallHeHTa), TO VIS MOATBEpP:KICHUS OXHOCTOPOHHEM
THNEPNPOAYKIMM A PeKOMEHI0BaHO MNpoBedeHHe ¢uiedorpadum HEeHTPATbHBIX
HA/INI0OYeYHUKOBBIX BEH B PaMKaxX y4YpeKIeHHsl, MMeIOllero ONnbIT NPOBeACHUSI U
OLICHKHM pe3yJbTaTOB JaHHOrO mucciaenoBanusi |[44][56][57][58][59]. Coraacno
IIpuxkasy Munzapasa P® ot 13.10.2017 N 8041 — O0 yTBepKaeHUH HOMEHKJIATYPbI
MEIUIUHCKUX YCJIYI, HAMMEHOBAHUHE CPABHUTEJIbHOI0 CeJIeKTHBHOI0 BEHO3HOI'O

3abopa (CCB3K) kpoBu — (p1ed6orpadusi neHTpaJabHON HANOYeYHUKOBOH BEHbI.
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YpoBeHb y0eaUTEJLHOCTHM PpeKOMeHAauMii — A (YpPOBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

Kommentapum: namepanuzayus ucmounuxa eunepnpodykyuu A ouensb eadxcna o 6b100pa
adexkeamnoco memooa nedenuss npu IIIA. OOHOCMOPOHHAA AOPEHANIKMOMUSL NPU
anvoocmepon-npooyyupyroweu adeHome (AIIA) uru oOHOocmoponHell HAONOYeuHUKOBOU
eunepnaasuu (OHI) npusooum x Hopmanuzayuu Ypo8Hsa Kaaus u YAYHUeHUI0 medeHus
Al y ecex 6oabubix u x noanomy uzneveruro om A" om 30 oo 60% nayuenmos
[44][56]1[57]. IIpu osycmoponnem nopadxcenuu Haonoyeunukog npu MIA u cemetinom
nepsuyHom eunepanvoocmeponusme 1 muna (clll’A-1) adpenanskmomusi peoko yuyuuiaem
meuenue Al, 6 maxux ciyuasx mepanuell 6vlbopa sendemcs nedenue AMP  unu
entokokopmukouoamu  (npu  cIlll’Al  muna). Ilpu o0O0HOCMOpOHHEM  nOpadCeHuu
Haonoueunuxa npu III'A modcHo paccmampugams 03MONCHOCMb MEOUKAMEHMO3HOU
mepanuu, eciu NayueHm OmKaA3bleaemcs Om ONepamueHo20 JiedeHus Uil umeem
npomusonokasanus K Hemy [58].

Busyanusupyrowue memoobi He MO2ym HAOEHCHO BbIAGNAMb MUKPOAOESHOMbI  UNU
omau4ame 20pMoHaIbHO-HeakmusHvle onyxonu om AIIA, umo deraem CCB3K naubonee
MOYHLIM Memoodom Ougpgepenyuanvroco ouazsrnoza ¢opm IITI'A [2]. Memoo CCB3K
ABNACNCA UHBAZUBHBIM U HeOeulegblM. B ca3u ¢ smum, Heobxo0umocms e2o npumeHeHus
obcyscoaemes  MOAbKO Ol NAYUeHmMo8 ¢  O0OKA3aHHbIM — ouazHozom IIIA  u
B03MOJCHOCMbIO NpOoGedeHUs onepamugHoco Jaevenus [2]. YyscmeumenvHocmov u
cneyugpuunocme  CCB3K  npu  eviAgieHuu  jamepaiuzayuu  cUnepupooyKyuu
anvoocmepona - 95 u 100 %, a KT - 78 u 75 % coomeemcmeenno [2][54]. Baoxcno
NOHUMAMb, YMo, UCNONL3YA 0N onpedenenus Gopmur III'A monvko Oanmvie KT, no
pe3yibmamam KOmMopo2o 6bls8NIeHO OOHOCMOPOHHee 00pazoeéanue HAONnoYeuyHuka, 0e3
nposedenus  CCB3K,  ucknmiouaioujeco  08yCmMOpoHHUll  Xapakmep  2unepcekpeyuu
AnbOOCMEPOHA, MONMCHO OUUOOUHO HANpasumsv OOILHO20 HA ONEepAMuUEHOe JledeHue U He
000UMbCsL HUKAK020 mepaneemuyeckozo 3¢hgpexma [2][54].

CCB3K — 3mo «3010moti cmanoapmy Oua2HOCmuKy 0Jisk VIMO4HeHust 00HOcmopoHHe2o (AI11A
wiu OI'H) unu 08ycmoponne2o xapakmepa cekpeyuu amvoocmepona (MI'A) y 6onvhvix ¢ T1I'A
[54].  Hccrneoosanue ne mpedyem ommenvi AMP. CCB3K Odocmamouno cnoosicHoe
uccne0oganue, OCOOEHHO ¢ MOYKU 3pEHUsi  YCNEeWHOU  Kamemepusayuu  npagou
HAONOYeYHUKOBOU 6eHbl (KOMOPAs MeHblle, YeM 1e6as U 00bIYHO 6nadaem HenoCcpeoCmeeHHO
8 HUDICHIOIO NOJIYIO 8€HY, A He 8 NoueuHI0 6eny). Ycnewnocms nposedenus CCB3K 6o mHozom

3a6ucum om onvima UHmMepeeHYUoHHo2o paouonoea [60][61].
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B yenumpax ¢ onvimuoimu cocyoucmoimu xupypeamu npu npogederuu CCB3K ypogens
ocnoochenuti cocmagnsem 2,5 % u uuxce [2][59]. Puck kposomeuenus mooicem Ovimv
MUHUMUBUPOBAH  UCNOTIb30BAHUEM HEOONILUIO20 KOIUYeCmea KOHMpAcma, O0CHAmO4YHOZO,
umobbl  OYeHUMb NOJNoJICeHUe — Kamemepa Oe3 npogedeHus myeou Gredocpagpuu  eew
Haonoyeunukos [62]. V nayuenmos ¢ puckom mpomboambonuu yerecooopasHo 0o u nocie
npoyeoypuvl npumeHsms 2enaput [62].
Cywecmsyem mpu npomoxona 011 CCB3K:
® HecmuMmynUpyemvlil 3a00p Kposu,
® Hecmumynupyemuvliil  3a00p  Kpogu, 8 KOMOUHAyuu ¢  KOPMUKOMPONUH-
CIMUMYTTUPOBAHHBIM 3a00POM Kpo8uU (00110CHOe 88edeHue);
®  KOPMUKOMPONUH-CIMUMYTUPOBAHHBIU 3A00p KPOSU NPU HEeNpepvléHoOll KaneibHou
ungyzuu.
C yuemom omcymcmeus 3apecucmpuposannvix npenapamog AKTI ropomxoeo
Oeticmsust 6 Poccuu eOuHcmeenHviM 803MONCHBIM NPOMOKOIOM NPOBedeHUsi OaAHHOU
npoyeoypuvl AGNAEMCA HeCMUMYIUPOSAHHLIUL 3a00p KPOBU, NOIMOMY 8 OdlbHeuulem
pacuem ko3¢ duyuenma cerekmueHocmu u epaduenma nameparusayuu 6 xooe CCB3K

bydem npedcmasiien ¢ akyeHmoM Ha My Memoouxy.

2.6.2 IIporokoaom mposenennss CCB3K B P® sBiasieTci HeCTHMYJIHPOBAHHBIH
3a0op kpoBu. YyscrBuTeabHOCT CCB3K npm BbIiBJeHUHM JaTepajn3aluu
THNEPNPOAYKIHH AJIbI0CTePoOHA — 95% u cienuguunocts — 100 % cooTBeTCTBEHHO
[2][54]. UHTepBEeHIMOHHOE BMENIATEIHLCTBO MPOBOANTHCS MO MECTHOI aHecTe3HeN,
B NPHUCYTCTBHM Bpaya aHecTe3nosora. Omepamnusi NpoOBOAUTHCS B COCTOSIHMU
celalMi, B XOJe XHPYPru4ecKOoro BMeNIATEIbCTBA BBIMOJHSIETCSI MOHUTOPHHI
apTepHAJILHOIO JaBJieHHs, myabca, IKI'.

YpoBeHb y0eaUTEJLHOCTHM PpeKOMeHAauMiik — A (YpPOBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

KomMmenTapum: xamemepuzayus HaOno4euHuKo8bIX 6eH OCYWeCMEIAemcs uepes paHee
VCMAHOBNIeHHbIL UHMPOObIOCccep 8 obuell bedpennou eene cnpasa [62]. Ilonoscenue
KOHYUKA Kamemepa npoeepsaemcsi aKKypamuvlM 686e0eHUeM MUHUMATbHO20 KOAUYeCmEd
HEeUOHU3UPYyeMo20 KOHmpacmuo2o npenapama [62]. CenexmusHulil 3a60p Kposu u3 egoll
HAONoOYeyHUKOBOU 8eHbl NPOUIBOOUMCSI HENOCPEOCMBEHHO 30 KOHGQDIIOIHCOM ¢ HUNCHEU

ouappazmanvHoll 8eHoU. 3ampyOHeHus 8 Kamemepusayuu npasoi HAONOYeYHUKOBOL
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BEHbl CEA3AHBL C MEM, YMO OHA OYEHb KOPOMKASA U 8NAOAem 8 HUNCHIOI NOIYI0 8eH) NOO
ocmpuim yenom [62].

Memoouxa oyenxu pesynomamos CCB3K npeononacaem oeyxsmannocms [62]. Ha
nepeom smane OYeHUBarOm CeleKmueHOCMsy Kamemepuzayuy no spadueHmy Kopmu3ond
MeHCOY YEHMPANbHBIMU BEHAMU HAONOYEeUHUKA U 00pasyom nepughepuyeckoll Kposu
(xyoumanvras unu HudicHss noaas eéena (HIIB)) [62]. Kosghguyuenm cenexmusnocmu,
Mo ecmv cOOMHOULeHUe KOHYEHMPAayuu KOPMu30ia mMexncoy Ha0no4yeyHUKOBbLMU 6eHAMU
u HIIB, cocmasnsem ne menee, uem 3:1 [62].

Pasnuuue mexcoy yposnem kopmuszona u, Kaxk cireocmeue, aibOOCMeEPOHA ¢ 0beux
CMOPOH OO0NIHCHO KOPPEKMUPOBAMbC 8 COOMEEMcmeuu ¢ 3hghekmom pazeedeHus ux
KOHYEeHmpayuy 3a cyem HUdXCHell OuappazmanbHoll 6eHvl cleda u/uiu mypoyieHmHo2o
moka kposu 6 HIIB cnpasa [63][64]. B maxux ciyyasx npumeHnsemcs mepmun «ypo8eHsb
anb0OCMepoHd, KOPPEeKMUPOBAHHLIL N0  YPOBHIO  KOPMUZ0AAY» UMU  «KOPMU3OJ-
KOppekmupoganuvlii  arvoocmepony [63][64]. Ilpu noayuenuu  docmosepHozo
Ko2(hhuyuenma  cenekmuenocmu, HA 8MOPOM  dmane oOnpeoenam — cpaoueHm
jamepanuzayuy, mo —ecmb  COOMHOUleHUe  KOHYEHmMpayuu  aibO00CmepoHa  Ha
OOMUHAHAMHOU CMOPOHe (CmopoHe ¢ npeobiadarowell npooykyuell aibO00Cmepona) K
HEOOMUHAHMHOU CMOPOHe ¢ 0053amelbHbiM Yyuemom 3ggexma pazeedenus clesa

[63][64].

AJIBJI0CTEpPOH /KOPTIH301

dominant
I'paxneHT —
JATEPANBAN e
AJIBI0CTEPOH/KOPTIH301
nondominant

I'paouenm namepanuzayuu 6onee 2 yKkazvieaem HA OOHOCMOPOHHIOW NPOOVKYUIO
anb0oCmepoHa, 68 mo 6pems KAk pe3yibmam MmeHee 2 ceuoemenbcmeyem o
08YCMOPOHHEM nopaxdcenuu Haonoyeurnuxkos [631[64].
Ilpu  omcymcmeuu  pesynomama nocie npogedenus CCB3K, cesaszannoeo ¢
HeaoeKkB8amuvblM  NONONCEHUeM  Kamemepd,  COMHUMENbHbLIM — JIamepatusyouum
2PAOUEHMOM, KIUHUYUCI MONHCEM.:

1. Ilosmopums CCB3K.

2. Ilpoeooumw neuenue aHmazoHUCMAMU MUHEPATOKOPMUKOUOHBIX PEYenmopos.

3. Ilpeonpunsams  0OHOCMOPOHHIOW — AOPEHANIKMOMUIO,  OCHOBbLIBAACL — HdA

pe3yavmamax opyeux ucciedosanuil (nanpumep, KT).
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HUcnonvzosanue CCB3K 6 ougpgepenyuanvnom ouacnoze ¢hopm II'A s¢hghexmugno
CHUdICAem pPUCK HeOOOCHOBAHHOU aO0pPeHANIKmMoMUlU, OCHO8anHoU Ha OdanHvix KT npu
OMHOCUMENbHO HEBbICOKOM PUCKe NOMEHYUANbHBIX OCI0JCHEeHUl npoyedypsl [63][64].

B cmyuae  anvoocmepon-xopmuszon — cexpemupyiowux — oodpasoeanuti  HII  ona
uumepnpemayuu pezyromamod CCB3K u onpedenenus namepanuzayuu UCMOYHUKA
2UNepnpooyKyuUu  AibOOCMEPOHA  HEeKOMOPbIMU — CReYyualucmamy  npeoideaemcs
CPABHUMENbHASL OYEeHKA NJA3MEHHOU KOHYEHMpayuu daib00CmepoHd KAK Maxosou 6e3
KOppeKyuu no ypoeHio KOpmu3ond, aubo Ko3QhuyueHm cerekmusHoCmu u 2paoueHm
namepaiuzayuyu npeonazaemcs pacciumsvleams He N0 KOPMU30LY, d NO YPOGHAM

Memane@puHa unu anopocmenouona [56].

2.6.2 TlanmenTam muaame 35 Jer, ¢ runokaaueMuei (0e3 mpuemMa JUypeTHYECKHX
npenaparon), a0CoOJIOTHbIM 3HavyeHHeM A > 30 ur/aa (832 mMoub/1), HU3KUM
PEHUHOM W OJHOCTOPOHHeH aJeHOMOM Haano4veyHnka nmo AaHHbIM KT, moka3zana
OHOCTOPOHHSAA agpeHa/PKTOMUs O3 npoBeaenusi CCB3K [2][65][66][67][68].

YpoBenb yoOeauteabHOCTH pekoMenganmii — C  (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeNbCTB — 4)

Kommenrapuii: Hexomopuie yenmpui evinoanaiom CCB3K ecem nayuenmam y komopulix
ouaecnocmuposan III'A [69]. Oouaxo, 6Gomvuuuncmeo ucciedogamenell CHUUMAOM, YMO
bonvHbIM MoNodCce 35 lem ¢ eunokanuemuell (be3 npuema Ouypemuxos) u 0OHOCMOPOHHUM
00pazosanuem HAONOYeUHUKA No OAHHLIM KOMUbIOMEPHOU momogpaguu, npu nokasamensx A
naazmor> 30 wue/on (832 nmonv/n), HU3KOM peHuHe, HEOoOXOOUMO PEeKOMEHO08ANb

00HOCMOPOHHION adpeHanskmomuto be3 npogederus CCB3K [2][65][66][67][68].

2.7 'eHeTHYECKOE TECTHPOBAHME

2.7.1 Bcem mnamumentam c¢ maHudecranmeii III'A B Bospacre no 20 Jer, ¢
OTATOLICHHBIM CceMeHHbIM aHaMHe3oM 1o Haanuuiw III'A wm uHCYJIbTOB Yy
POICTBEHHUKOB B MOJIOIOM Bo3pacte (<40 JieT), peKOMEeHI0BAHO TIeHeTH4YecKoe
TeCTUPOBaHUE HA npeaMeT uckaodeHus cemeitnoro III'A 1 tuna (cIIl"A-1) [6][11].
YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH
A0KA3aTeJNbCTB — 3)

Kommenrtapun: clIl’'A-1  (cunonum —  21I0KOKOpMUKOUO  —  3A6UCUMDbLIL

2UNEpPanbOOCMEPORU3M)  HACIEOYemcs N0 ayMOCOMHO-OOMUHAHMHOMY — MUNY U
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ecmpeuaemcs 6 1 % cnyuaes III'A [6][11]. 3abonesanue obycnoereno mymayueti, 8
pe3yiomame komopou u3 08yx eenog CYPIIBI u CYPIIB2, «xooupyrowux
coomgemcmeenno  11-f-eudpoxcunazy u  arvoocmeponcunmemasy, — obpazyemcs
xumepnwvui een CYP1IBI/CYP11B2 [6][11]. IIpooykm smozco eena npunumaem ywacmue
cunmese A, Ho akmusHocmb 2ena koumponupyemces AKTI, a ne peHuH-aneuomeH3uHo8ouU
cucmemott [6][11]. B pesynomame mymayuu A Havunaem npooyyupoeamscs 8 nyyKo8ol
30He KOpbl HAONOYEYHUKOS8, 20€ 8 HOpMe CUHMESUPYIOMCS MOIbKO 2NH0KOKOPMUKOUObL
[6][11].

Knunuuecku smo nayuenmuvl ¢ panuel, ceMelHOU, MA}CENOU 2unepmoHuel (0emu,
noopocmku, Monoosie aou), 8 Kposu — GblCOKULL YPOBEHb AlbOOCMEPOHA, Kaaull M.0.
HOPpMANbHLIM, 0Oe3 JleyeHus y OONbHbIX YaACMO PA38UBAIOMC HAPYUWLEHUS MO3208020
Kposoobpauenus [6]. bonbhvim nposooumcsa nodxcusHenHas 3amecmumenbHds mepanus
anoxokopmurxoudamu [6].

OKoHuamenvHwlli OUACHO3 YCMAHABIUBAEMC S C NOMOWDBIO BbIAGIEHUL XUMEPHO20 2€eHd
CYPIIBI/CYPIIB2 ¢ nomowwio nonumepasuou yennou peaxyuu (I1L{P) unu Cayseph-
onommunea [12]. Ceoespemennoe HaznaueHue 2iHOKOKOPMUKOUOOB, CHUNCATIOUUX
cooepacanue AKTI, npu pauneli OuacHocmuxke MYMAHMHO20 2eHA NO360/Aem
npedomsepamums pazeumue msxcenou goopmor AI'[12][70].

T'enemuueckoe — mecmupoeéanue  NOTHOCMbIO — 3AMEHUNO  ucciedosanue  18-okcu- u
2UOPOKCUKOPMU30IIA 6 MOYe, a makdice nNpoby ¢ O0eKcamMemasoHOM, ) KOMOpbIX

OMHOCUMENIbBHO 8bICOKAA CNENERb NOCPEULROCMU [5]

2.7.2 Y pereit ¢ III'A pexomengoBano mucciaegopanue myranun KCNJS ¢ measio
uckiawdenus cemeiinuoro II'A 3 Tuna (cIIT"A-3) [16][17].

YpoBenb yoOeauteabHOCTH pekoMengaumii — C  (ypoBeHb [10CTOBEPHOCTH
J0Ka3aTeNbCTB — 4)

KommenTapuii: cemetinvii I1I'A 3 muna (cIll’'A-3) - enepgvle Ovin onucan 8 cemve, C
unoxanuemuetl, msaxceiol apmepuaibHoU cunepmensuell 8 panHem O0emcKomM 803pacme,
VCMOU4UBol K 2UNOMEH3UBHOU  mepanuu, 4mo nompe6osaio  08YCMOpPOHHEl
aopenanskmomuu [16]. Ipuuyuna cIll’A-3 - mymayus 6 ecene kanuegoeo xkanana Kir 3.4
KCNJ5 (kanueswiti kaunan, noocemeiicmeo J) [16]. Ilpu mymayusx, npusodswux K
HapyuieHuro pabomol UOHHBIX KAHATI08 NPOUCXOOUM UHSUOUPOBAHUE KATUEBLIX U HAMPULL-

Kdaauesvlx KaHdaloe, 4mo npueodum K OMKpblMUK NOMEHYUaI3a6UCUMblx Kalibyueevblx
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KAHAN08, VBEIUUeHUI0 KOHYEHMPpAyuu 6HYMPUKIEMOUHO20 KAlbyus U  YCULEHUIO
buocunmesa anvoocmepona [16][17].

Onucano 5 cemeti ¢ clll’A-3. B nepsom uccieoosanuu 4 cemeti y 9 uz 10 nayuenmos
3ab0nesanue OUACHOCMUPOBAHO 00 O-emHe20 803pacma U y NON0BUHbL ObLIA NPOBEOeHd
08YCMOPOHHS AOPEHANIKMOMUsL 8 c853u ¢ HekoHmpoaupyemvim III'A [18]. B namou
cembe onucan O0OCMAMOYHO MsAcKUl  (cpeduen msbicecmu) Genomun clllA-3 ¢
Manupecmayuel cunepmensuu 8 18 nem, Komopas xopowio noooasalacy Koppekyuu mpems

2UNOMEH3UBHBIMU NPENAPAMAMU 8KI0UAs HUZKVIO 003y cnuponorakmona [11].

3. JqueHue, BKJIKYad MEAUKAMCHTO3HYI0O H HCMEINKAMECHTO3HYIO TEpallnu,
AUETOTEPAIINIO, 066360HHB3HH€, MEANIINHCKHE ITIOKA3aHUA "

NMPOTHBOIIOKA3aHUA K IPUMECHCHHUIO METOAO0OB JICUCHUA

3.1 Xupypruueckoe Je4eHue

e 3.1.1 Merogom BbiOOpa B Jedyennn mnoarunoB II'A ¢ oaHocTOpOHHEl
runepnpoaykuueii aabaocrepoHa (AIIA) m (OHI') saBasieTcss 3HI0CKONMUYECKAs
aapenakromus [44][71][72][73][74][751176][77].

YpoBeHb y0eaUTEJBLHOCTHM PpeKOMeHAauMii — A (YpPOBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

KomMmeHnTapuu:  oonocmopounee  sHOOCKOnuYeckoe  yodaieHue  HAONOYEUHUKA
Hugenupyem eunoxkaiuemuro u yaydwaem meuenue Al noumu y 100 % nayuenmog c
oonocmopouuumu eapuanmamu I[II'A [71][72][73]. Hoanoe uznevenue AI" (A1 <140/90
MM pm. cm. 6e3 aHmueunepmeH3usHoU mepanuu) ommedaemcs npumepro y 50 % (om 35
0o 80 %) nayuenmos ¢ AIIA [72][44], a y 56-77% nocne onepayuu coxpansiemcs Al
<160/95 mm pm. cm.)[74][75].

B psoe uccrnedosanuii npooemMoHCMpupo8aro ymeHvuleHUue UHOEKCAd MACCbl MUOKapOd
718020 Jicely0ouKa, Hopmaiuzayus ouacmoauvecxkou @yuxkyuu [44], nuseruposamnue
anbOyMuHypuu uepes 200 nocie aopenandkmomuu [46][78], umo snauumenvro yayuuwaem
Kawecmaeo xcusHu nayueHmos [56].

Coxpanenue apmepuanbHoU eunepmeH3ull Nocje Xupypeuiecko2o ne4eHus Habaooaemcs
npu  ONUMENbHOM CYUeCmBO8AHUU 2UNEeparb0ocmeporusma ¢ pesucmenmuou Al

paseumuu Heo6pamuszx cocyducmbzx OCNOdCHEHUL U nopasiCeHusl nNO4eK Ha e2co gbOHe
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[56]. Tax orce, He ucknrouaemcs Hanuyue conymcmeyrowel scceHyuanviou Al unu
cumnmomamudeckou Al Opyeoti smuonocuu, 0CoOOeHHO Y NONCULLIX nayuenmos [56].

Ilockonvky npu nposedenuu CCB3K onpeodensiemca monvko cmopoHa yeenuyeHus:
cunmesa anbOOCMeEpoHd, d He MOYHAS O00AACmb CUNEpnpoOyKYuU 20PpMOHA, MO
OpP2aHOCOXPAHAIOWASL MAKMUKA (CYOMOmMAanvbHas aopeHaidKmomus ¢ COXpaHeHuem
yacmu «HeU3SMEHEeHHO20» HAONOYEYHUKA) Modcem npusecmu K nepcucmupyroujel
nocneonepayuonnou A" [79]. Bvicokuil nocieonepayuortulii yposers aib00CmMepoHa npu
opeanocoxpansiowel makmuke gviasisiemcs y 10 % nayuenmos ¢ oonocmoponnei AIIA,

uy 27 % 601bHbIX C BbIABIEHHBIM MHOCOY3108bIM nopadxceruem [79].

3.1.2 JloonepannonHoe BeneHue. OCHOBHasI LeJIb NPeJONePANMOHHON MOATOTOBKH —
Hopmaymsanusa AJl (<140/90 MM pT.cT.) M KOPpPEeKIUsl THNOKAJMEMHH, YTO MOMKET
norpedoBath Ha3HaYenust AMP [58][80][81][82].

YpoBenb y0eaUTEJHLHOCTHM PpeKOMeHAauMii — A (YPOBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

KommenTapuu: wuaznauenue cnupononraxmona (k00 ATX C03DA0I) co cmapmosot
oozuposxku 12,5 - 25 me oonoxpamHo edxceOHe8HO, 3¢hhekmusHas 003a mumpyemcs
NOCMeENneHHo 00 MakcumanibHot 003vl 300 me 8 denv, 0OvIuHO 3¢hpexmusna doza 25-50
Me 8 Oenb. AnbmepHamueou mepanuu CAUPOHOIAKMOHA 8 pPAMKAX O000NepayuUOHHOU
no020mMosKuU A6slemcs HazHavenue snaeperona (ko0 ATX CO3DA04) (25 me dsa paza &
oenv). Bosmoowcno Hasnauenue AMP 6 couemanuu ¢ MHO2OKOMNOHEHMHOU

eunomensusHou mepanueti [S8][80][81][82].

3.1.3 IlocieonepannoHHOoe BeAeHHe. B mepBblii  MOC/JCONEPANMOHHBIN IeHb
HCCJIEAYIOT YPOBeHb Kajusi, A W PpeHHHAa, IPUHNMAasi BO BHUMaHHe, YTO YPOBEHb
PEeHHHAa MOKeT emie He u3MeHHThbes [73]. AMP u uHpy3ns xaaus A0/LKHbI OBITH
oTMeHeHHbI [83].

YpoBeHb y0eaUTEJHLHOCTHM PpeKOMeHAauMii — A (YpPOBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

KommenTapum: nocieonepayuonnas ungyzus cocmoum 6 0CHOBHOM U3 U30MOHUYECKUX
CONegbIX pacmeopos 6e3 X10puoa Kanus, 3a UCKIIOYeHUeM CUMYayull ¢ COXpPaHaIOujelics

eunoxanuemuetl (<3,0 mmonv/n) [83][84]. I[locreonepayuonnas eunepranuemusi Moxicem
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Obimb  creocmeuem  2UNOANLOOCMEPOHUSMA — U3-3d  XPOHUUECKO20 — NO0OAG]eHUs
MUHEPATKOPMUKOUOHOU (DYHKYuu KowmpiamepaivHo2o Haonoueunuxa [83][84]. B
PEOKUX Cnyuasx Moodcem mpebo8amvcs 6pemMeHHas mepanus QayopoKoOpmu3oHoOM
(xopmuneppom) [85]. IIpu yposne xanus Oonee 5,2 MMOAL/1 8peMEHHO HAZHAYAEMCS
¢ayopoxopmuzon 6 0ozuposke 0,1 me 6 cymxu, 003y GryOpOKOPMUZOHA MONCHO
YMeHbuwums 6 2 pasa, KaKk moabKO YPO8EHb Kaaus CHUUMCA MeHee 4,5 Mmonv/1, c
nocredyioueti ommenou uepes 2-4 nedenu [85). Crudicennviti 00onepayuonHvlll yposeHs
CK® 0o u nocne onepamueno2o nedenus, a marxdce Muxpoarvoymunypus (MAY) -
npeouKmopuvl pazeumuisi NoCc1eonepayuoHnol sunepraiuemuu [85].

Hopmanuzayus A/l unu maxcumanvnoe yuyyuienue meuenus Al 6 munuunvlx cayuasx
Hacmynaem uepe3 1-6 mecayes nocie 00HOCmMOpoHHell aopenandkmomuu npu AIIA, o

amom nepuood y yacmu 60abHuIx cocmagniem 0o 1 2ooa [77].

3.2 KoncepBaTuBHOE JIeUECHHE

3.2.1 A) Y nanueHToB C JA0KA3aHHON OJHOCTOPOHHEH I'MIEPNpPOAyYKuIHMedl A mnpHu
BBICOKOM  ONEPAllMOHHOM pHCKe WJIM O0TKa3de MNalHeHTa OT onepanuu
PEKOMEH/I0BAHO JieYeHHEe AHTArOHHCTAMH MHHEPAJOKOPTHKOUIHBIX PenenTopoB
(AMP) (kon ATX C03DA) [10][80]. HauanbHasi 103a cnUpPOHOJIaKTOHA 12,5-25 Mr
OTHOKPATHO e:XKelHeBHO, J(deKTHBHAS 1032 THUTPYeTCS TMOCTENEHHO [0
MakcuMaabHoi 10361 300 Mr B 1eHb, 00bIYHO 3 peKTHBHA 1032 25-50 Mr B J1eHb), U,
KaK ajbTepHaTuBa, 311epeHoH (kog ATX C03DA04) (25 mr aBa pa3a B JieHb)
BO3MOKHO B COYETAHUM € MHOIOKOMIIOHEHTHON THMIIOTEH3MBHOM Tepamueu
[58][80][81][82].

YpoBeHb y0eaUTEJLHOCTHM PpeKOMeHAauMiik — A (YypPOBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

KommenTapuu: ¢ pempocnexmusrnom ucciedosanuu y 24 nayuenmog ¢ AIIA, komopvim
8 meyeHue 5 1em npogoousoch ieyeHue CRUpOHOIaKmoHom A/l 6 cpednem yMeHbUULOCH
om 175/106 0o 129/79 mm. pm. cm., u3z uvux 83 % noayuanu OONOIHUMENbHBLE
aHmusunepmeH3usHvle npenapamsl 0 0ocmudicenus: yeiegoeo yposts AJ1 [80].
Ilobounvle s3¢pghexmubl cnupononakmona 00303a8ucumble U BKIIOUAIOM: 2UHEKOMACMUIO,
macmaneuro, IPEKMuIbHyl0 OUCHYHKYUIO U MbluleyHvle cyoopozu. i nayuesmos c
ooHocmopounum III'A 6 Ooneocpounoii nepcnekmuee adpeHaANdIKmomus 6onee

npeonoumumenvHa, yem nodicu3HenHas Koncepeamusnas mepanus [10].

33



3.2.1 b) Ilpm aByCTOpPOHHell TMIEPHNPOAYKIMH A PEKOMEHJAOBAHO /UINTEJIbHOE
HazHayeHne AMP: B kadyecTBe OCHOBHOIO Npenapara — CIHPOHOJIAKTOH (kox ATX
CO03DAO01), B MUHUMAJILHO TUTPOBAHHOM 03¢ (HAYAJbHAs 1032 CIHPOHOJAKTOHA
12,5 - 25 Mr oqHOKpPaTHO e:KeTHeBHO, I(p(PeKTHBHAS 1032 TUTPYeTCS MOCTENEHHO /10
MakcuMaabHoi 10361 300 Mr B 1eHb, 00bIYHO 3 peKTHBHA 1032 25-50 Mr B J1eHb), U,
KaKk ajbTepHaTuBa, 311epeHoH (kog ATX C03DA04) (25 mr aBa pa3a B JieHb)
BO3MOKHO B COYETAHUM € MHOIOKOMIIOHEHTHON THMIIOTEH3MBHOM Tepamueu
[58][80][81][82].
YpoBeHb y0eaUTEJLHOCTHM PpeKOMeHAauMiik — A (YpPOBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)
Kommenrtapuu: /[eycmoponnuii éapuanm III'A npeocmaenen HI'A, 08ycmoponHumu
AIlIA u clll’A. Ilo c800HbIM OanHbIM TUMEPAMYpPbl, NPU AHATU3E NOCIEONEPAYUOHHOLO
cocmosinus 99 bonvhvix ¢ UI'A monvko y 19% ommeueno ynyuwenue meuvenus AI' [58]. B
PAHOOMUBUPOBAHHOM, N1AYEO0-KOHMPOIUPYEMOM UCCIE008AHUU 00 OMHOCUMENbHOU
apppexmusnocmu nexapcmeennoz2o aeveruu III'A 6bLI0 NPOOEMOHCMPUPOBAHO, YMO 8
neweruu Al y nayuenmos ¢ I1I'A cnupononrakmon (ko0 ATX CO3DA01) 6onee 3¢hghexmusen,
yem onneperon (ko0 ATX CO3DA04) [81]. B opyeom ucciedosanuu nayuenmos ¢ I1I'A
SNAEPEHOH U CRUPOHOTIAKMOH ObLIU conocmasumsl 8 d¢ghgexmusrocmu nevenus AL [82].
Oonako, yuumwieas namocenes III'A npu O0eycmopounem nopaxjceHuu, mpeodyemcs
OnumenvHas mepanus ¢ npumeHeHuem Heckonvkux AI” npenapamos.
AHmazonucmvl MUHEPANKOPMUKOUOHBIX peyenmopos (AMP).
AMP s¢pghexmusno cnuscarom AJ] u obecneuusarom nezagucumyro om Al opeannyio
3auumy om uz0bIMKa MUHEPAIOKOPMUKOUOOS.
Cnupononakmon - omuocumcs K Kaauticoepezarowum ouypemuxam u donee 40

Jlem AAemcs npenapamom 6vloopa 6 meoukamenmosnom nevenuu I1I'A, mexanusm e2o
oeticmeusi npu III'A ceéazan ¢ Or0KUpyowum Oelicmseuem Ha MUHEPATOKOPMUKOUOHbBLE
peyenmopsl (MKP). Bracooaps 6i1oxade MKP, pacnonoxjcenHvlx Ha 3HOOMeIUoyumax
€oCcy008 U KapOUOMUOYUmMax, npenapam npensamcmeyem pa3zeumuio aibO00CmepOoH-
UHOYYUPOBAHHO020 hudbposa muoxapoa [80].

Oonako, npu UCnoIb308aHUU CHUPOHOIAKMORA 3HAYUMENbHOU OKA3bI8AEMC s 4aACMOma
noOOUHBIX 3Ppexmos, C8A3aHHbIX, 8 Nep8ylo ouepeddb, ¢ Oelicmaeuem Ha opyaue GUobl
CMeEpPOUOHBIX peyenmopos, npexcoe 6ce20 AHOPO2EHO8 U Npo2ecmepoHa. 0OoNe3HeHHAs

eunexomacmusi (8 10%), crudcenuu audOUOO y MYHCUUH, 8ALUHATILHBIE KPOBOMEYEHUS,
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yavyepozennoe Oeticmsue. I unexomacmusi npu Jjedenuy CRUPOHOLAKMOHOM ABIAEMCs
00303asucumvim noo6ouHvIM 3hpexmom [86].

B mupoeoii npakmuxe 0onoiHumenvbHo UCNOAb3VIOMCA Kaaulicoepezaowjue OuypemuKu
(mpuammepen, amunopud). Omu npenapamvl, HA3HAYEHHble 6 HeDONLUWUX 003aX,
NO360JIAIOM CHU3UMb 003V CHUPOHOJNAKMOHA U, MAKUM O00pA30M, YMEHbUUMb €20
nobounvie s¢ghgpexmot [86]. K cooxcanenuro, ¢ Poccuu smu npenapamei He 00Cmynivl 05
WUPOKO20 NPUMEHEHUS.

Onnepenon - Hogwvili cenekmugHvii AMP, 6 omauyue om npeouleCmeeHHUKo8 He
ABNACNCA A2OHUCMOM NPO2ECmepoHa, He umeem aHmuaHopo2eHHo20 d¢hghexma, 6 ce:3u ¢
yem, 4UCIO HeONA2ONPUSMHBIX YHOOKPUHHBIX NOOOUHBIX 2¢hghekmos MmeHbuie, uem y
cnupononakmona [81]. Axkmusnocme snnepenona, kak AMP cocmaeénsem okono 60%
akmugHocmu  cnuponoaakmona [81].  [na onmumanvnozo s¢hgpexma npenapam
HazHauaemcs 08ax#cobl 6 OeHb, UYMmO C6A3aH0 C 0onee KOPOMKUM NepuoooM
noJysvigedeHus, yem y cnupononakmona [81].

Ilpu 0sycmoponneii czunepnia3uu HAONOYEYHUKOE HAYAIbHAA 003d CRUPOHOIAKMONHA
12,5- 25 m2 oonoxkpammno, exceonesno. Ihpexkmuenas 003a mumpyemcsa nocmeneHHo
00 makcumanvroul 003t 300 m2 6 denv, 00bI1uHO Ihhekmuena 0o3a 25-50 mez 6 oene.
Cmapmoeasa 0o03a 0aa naepenona — 25 me o0ea paza ¢ oeuwv. /na oonvuvix c Il
cmaoueii XBIl cnupononakmon u 3InnepeHon umeilom 0071€e 6bICOKUNL PUCK

2unepkanuemuu, 011 oonvuvix ¢ IV cmaoueii XbII npenapamul npomueonokasanul.

3.2.3 MMamuentam c¢ clI'A I pexkoMeHA0BaHO MCNOJb30BAHHE MHUHHUMAJIbLHOM
TUTPOBAHHOH /103bl TIJIIOKOKOPTHUKOUAOB. JlomosHuTe/bHOEe Ha3HadeHne AMP
AOMYCTHMO TPH HEBO3MOKHOCTH JOCTHKEHHsI UejdeBbIX 3HaueHuin AJl m
Hopmokaauemuu [6][15]. CraproBas n03a gexkcamera3ona aJsi B3pociabix 0,125 - 0,25
MI/CYTKHM, CTApTOBasi /1032 NpPeIHHM30JI0HA 2,5 - 5 MrI/cyTkW, IJsi JAeTeil, a03a
IIIKOKOPTUKOWIOB J0/KHA HA3HAYATHCS C MOMPABKOI HA BO3PACT M Maccy Tesa, a
nokazareau A/l omnpeaejqsiloTci BO3PACTHBIMM M TeHJAEPHBIMH HOPMATHUBHBIMHM
3HAYEeHHUSIMM.

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH
A0KA3aTeNbCTB — 4)

Kommenrtapuu: neuvenue clIl'A 1 nposooumcs 2itOKOKOPMUKOUOAMU C  YENblO
yacmuunou cynpeccuu AKTI [6]. PexomeH008aHO UCNONb308aHUe CUHMEMUYECKUX

2NIIOKOKOPMUKOUOO8  (0eKCAMema3zon Uiu NpeoOHU30a0H), OelUcCmsyrouwux OonumeibHee
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euopoxopmusona. Pexomendyemcsa HasHayenue npenapama nepeo  CHOM,  OJiA
agpexmusnoll cynpeccuu ympenneeo, gusuonrocuvecku nosviuenHozo yposua AKTI.
s oyenxu s¢ppexmusnocmu mepanuu u npedomepaueHus nepedo3upo8KU HeodX0OUMo
onpedenenue APII u xonyenmpayuu anvoocmepoua. Ampoecennviii cunopom Kywunea
8bI3bIBACI 3A0EPHCKY pOCMA Y Oemell, NOIMOMY OONHCHA UCNONB308AMbCA MUHUMANbHAS
003a 21I0KOKOPMUKOUO08, Komopas Hopmanuzyem A/l u koppekmupyem cunokaiuemuro
[6]. ¥V 0emeti mepanuto 3abonesanus navunaiom ¢ ucnorv3o8anus cuopoxopmusona [15].
IIpu neagpghexmusnocmu mepanuu 8 danvhetiuiem pewiaemcs eonpoc o nepegooe Ha I'KC
cpeoHell u OnumenvHol npodoaxcumenvrHocmu Oeticmeus [15]. Monomepanusa I'KC ne
gce2oa npugooum K Hopmanusayuu AJl, umo mpebyem O0onoiHUmMenbHo20 HA3HAYeHUs

AMP, 6noxamopos Ca-kananos [15].

4. MeauuuHCcKAas peaﬁn.ﬂnTaunﬂ U CAHATOPHO-KYPOPTHOE JICYECHUE,
MECAUINHUHCKHUE NIOKA3aHUA U IPOTUBOINMOKA3aHUA K IPUMECHCHUIO MECTOI0B
MeI[I/IIII/IHCKOﬁ peaﬁn.ﬂuTaunu, B TOM YHCJI€ OCHOBAHHBIX HA HCIIOJIB30BAaHUHN

NPUPOIHBIX Jie4eOHbIX (PAKTOPOB

e Cpoenudpunyeckux peadMJIMTANNOHHBIX MEPONPHUATHI B OTHOLIEHUM MALMEHTOB C
IIT'A He pa3paboTaHo.
YpoBenb yoOeauteabHOCTH pekoMengaumii — C  (ypoBeHb [10CTOBEPHOCTH

A0KA3aTeNbCTB — 4)

5. HpO(l)I/I.]IaKTI/IKa H TUCIIAHCEPHOC Haﬁ.mo;[em/le, MEANIINHCKHE NTIOKA3aHUA "

MNPOTHBOIIOKA3aHUA K IPUMECHCHHUIO METOA0B HpO(l)I/IJIaKTI/IKI/I

5.1 Iucnancepuoe Hadawoaenue v namueuTon ¢ [II'A

e 5.1.1 Ilpu coxpausomeiics AI' manueHTaM mnocjie ONEPATHBHOIO JIEYEHHS] MO
nosoay III'A pexoMeHayeTcsi HCC/IeI0BaHHME AJIBJOCTEPOHA, PEHHHA HJIH €ro
aKTHBHOCTH [77].

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH
A0KA3aTeJNbCTB — 2)

Kommenrapum: eciu npu ounamuueckom Habawooenuu ommevaemces coxpanerue Al a 6
aumanusax onpeoensemcs nosviutenue A u cuudcenue peruna, mo nepcucmenyus I1I'A

Modxcem Oblmb NPUSHAKOM U3HA4AlbHO OeycmopOHHeeo nopasiceHus HII, crneocmeuem
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HEPAOUKAIbHO NPOBEOEHHO20 ONePamueHO2o Jleyenus (cm Kommenmapuu K n 3.1.1) uiu
bonee peoko — NPUSHAKOM — AlbOOCMEPOH-Npoodyyupyroweu  KapyuHomsl. Ecau
Xupypeuweckoe  JleueHue  nposoounoch  6Oe3  NOOmMEepA’cOeHUss  0OHOCMOPOHHEl
eunepnpooykyuu anvoocmepouna no pesyiomamam CCB3K, nanuuue npusnaxos I1I'A

Modrcem bbimb cleocmeuem ydaﬂeHuﬂ COPMOHANbHO-HEAKMUBHO20 06pa306aHu;z.

e 5.1.2 Ilanmentam c¢ III'A, HaxoasIIMMCHI HAa MeIMKAMEHTO3HOH Tepamnum,
pPeKoMeHayeTcsl AUCIAHCEePHOe Hal0awAeHHe ¢ 00cjeI0BaHMEM MO TMOBOXY
HApPYLIeHU#, BI3BAHHBIX apTePUAIbHOI rUnepTeH3neil U BJAUSHUEM A HA OPraHbI-
vuenn |[8][45][57][87][88][89][90]1[91][92][93][94][95][96][971[98][99][100][101][102
1{103][104][105][106][107][108][109][110][111][112].

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH
A0KA3aTeJNbCTB — 2)

KommenTapumu: onumenvno — cywecmsyrowue — apmepuanivHas — cunepmensus U
nepcucmenyusi 8blCOKO YPOGHA  ANbOOCMEPOHA 8 KPOSU MO2YM Npueooums K
NOPAJNCEHUAM OpP2AHO8-MUULEHEl, YMO OUKmyem HeoOX00UMOCMb HAOI0OeHUs 3a
nayuenmamu. OcnosHvle HapyweHus, passusarowuecs npu III'A ompadscensvt 6 Tabnuye
5.  bBonee  nodpobHble  KOMMEHMAPUU  U3NOJNCEHbl  HuMdce 6  NOONYHKMAX

[81[451[571/871/88][891[90][91][92][93][94][95][96][97][98][99][100][101][102][1
03][104][105][106][107][108][109][110][111][112].

Tabmmuna 5. Ilopaxxenue opranos-mumenei npu III'A, kIMHUYECKHE NMPU3HAKM M OCHOBHBIE
o0cneoBaHus UI UX JUArHOCTHUKU

OcJ10:kHeHUEe TeYeHHs Kannuueckue HNHcTpyMeHTATBHAS B
IITrA NPOsABJICHUSA JabopaTopHasi
JAMArHOCTHKA
OubpuuAnUs Kanobsr Ha cepauebuenus, | Monutopupoanue OKI
npencepauit nepebon B pabore cepiia, | 1Mo Xomnrepy,
OJIBIILIKY Oxokapauorpadus

(BXOKT'). Omnpenenenue
YPOBHs Kajusl.

Pemonenuposanue bomu B ob6mactu rpyau, | MonutopupoBanue OKI
MHUOKap/a, TUNEpTPOus | OABIIIKA, obmopoky, | mo Xoarepy, DXOKI
Muokapza JOK [IEPEHECEHHBIN UH(AapKT,

CTEHTUPOBAHUE KOPOHAPHBIX
apTepuii B aHAMHE3E

Hapymenne  ¢yHkuumu | AHaMHECTHYECKHE JaHHble | AHanMM3 Moun Ha MAY,
MOYeK, XpOHUYECKAsi | O HUKTYpUH, TMOJIUYPHH, | OTIpE/ICIEHUEe KpeaTHHUHA
6osie3Hp nouek (XBbII) MHEKIHIX C__ pacueToM  CKOPOCTH

37



MOYEBBIBOAIINX IIyTEH KITyOOYKOBOM
bunpTpauu
Cungpom AHaMHeCTHYECKHE JaHHblE | AHKETUPOBAHUE,
OOCTPYKTHBHOTO allHO® | O  Xpame,  BBIpaKEHHas | HampuMmep, OIIPOCHUK
commuBoct B aHeBHoe | STOP-BANG wu mkana
Bpemsi, TroJoBHas  0omib, | NOSAS, HOYHas
Kallelb B HOYHOE BPEMsI noJucoMHorpadus

5.1.3 IManuentam ¢ II'A u xanodamm Ha Hapywenusi purma cepaua (HPC)
HeoOxoqumo mnposegenne XM DJKI' puasi yrounenmss Buaa HPC, a Takike
onpenesenue ypoBus kaaus [8][S7][87][88][89]1[90]1[91][92][93][94].

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH
AoKa3aTeabeTB — 1)

Kommenrapun: npu III'A  pazeusaromca cmpykmypuvie USMEHEHUs MUOKAPOA
(anvoocmepoH-uHOYYUPOBAHHBLIL Gubpos, eunepmpous), a makoice
aneKkmpoghusuoneuuecKkue  UMeHeHus, Cco30arujue NpeonocwiIKU Ol  pPAa3eumus
Gubpuniayuu npeocepou. Y nayuenmos c I1I'A puck pazsumus @II ¢ 12 pas eviuie, uem
npu sccenyuanvhon Al, a cpeou nayuenmos ¢ Al, komopwix npuyenvbHo 0b6c1e008anus
onsa  uckmovenus @I, y  42%  umenocv  couemanus @I u IIT'A
[81[S71[87][88][89][90][91][92][93][94].  Vuumwisas eviuieuznodicennoe, HeoOX00UM
MWAmenvHblll  aAHAIU3 HCanob NayueHmos Ha USMEHEeHUs CepOeyHo20 pumma u
c8oespemennasn ux ouazHocmuxa Ha ocHoganuu XM OKI' u ananuza kposu Ha Kaaui

[8I[57I[871[88][89][901[91][92][93][94].

5.1.4 Bcem nanmentam c III'A HeoOGxoaumo npoBenenne IXOKI' pist nckiaoueHust

ATbA0CTEPOH-UHAYIHPOBAHHBIX U3MEHEeHM MHOKapaa cepaua
[45]195]1[96]1[971[98]1[99]1[100][101][102][103] [113][114][115][116].
YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH

A0KA3aTeJNbCTB — 2)

Kommenmapuu: nposedennvie ucciedosanus nokasaiu, umo y nayuenmog c¢ III'A
gvicoka uacmoma eunepmpoguu muokapoa JDK ¢ pazeumuem ouacmonuyeckou u
cucmonuyeckuti oucyukyuti, a no pesyromamam MPT u DXOKI— noomeepacoanucs
gubpomuueckue uzmeneHus mMuokapoa. B 08yx uccredosanusx Ovlio NOKA3AHO, YMO
nocie  npogedenus — xupypeuveckoeo newenus III'A  ommeuascy — ymenvuieHue
gvipasicenHnocmu Guoposza no pesyromamam MPT u DXOKI. Pe3yromamsl Oukmyom

HeobXo00UMOCmMb OYeHKU COCMOoAHUsL Muokapoa y nayueumog ¢ I1I'A ¢ nomowwvro DXOKI'

[45][95][96][97][98][99][100][101][102][103] [113][114][115][116].
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5.1.5 Bcem manmentam c¢ II'A HeoOxogumo ompeneneHHe YpPOBHSI KpeaTMHHMHA
CHIBOPOTKH KpoBH ¢ pacueToM CK®, a Takske BbINOJTHEHHEe aHAIN3a MO4YM HA MAY
AJISl HCKJIIOYEeHUs] HapyLIeHusl PYHKIMH NO0YeK.

YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10cTOBepHOCTH
A0KA3aTeJNbCTB — 2)
Kommenrtapuu: B 50-70% cnyuaes III'A sviasisiemcss cHudicenue QYHKYUU NOYEUHbIX

Kananvyes (HUKmypus, noauypus, 2Unou3’OCmeHypus, WeNouHas peaxkyus Mouu,
anvoymunypus)[8][30]. Hecmompss na mo, umo koncepgamugHnas mepanus AMP u
aopenanskmomuss npu AIlIA senaiomcs pexomenoyemvimu memooamu nedenus III'A,
agppexmusno au onu chudicarom puck passumus XbII 6 pasnoii cmenenu HedoCmamouHo
uzyueno. Ha cecoomswnuil oenv umerowjuecs OaHuvlie O02PAHUYEHbl KPAMKOCPOUHBIMU
KO2OPMHBIMU — UCCIE008AHUAMY,  HO  Hem  PAHOOMUBUPOBAHHBIX  KIUHUYECKUX
UCCNe008aHUll, CPABHUBAIOWUX OOHOCHOPOHHION A0PEHANIKMOoMUI0 u mepanuio AMP.
Hoxkaszano, yumo y nayuenmos ¢ IlII'A na ¢one meouxamenmosnou mepanuu AMP eviwe
uacmoma passumusi XBI1 u evisieneno 6onvutee edxcecoonoe cnuxcenue CK® 6 cpasnenuu
C PAHOOMUBUPOBAHHLIMU NO BO3PACMY U NONY OONbHLIMU C AHANOSUYHOU CMENneHblO
noeviuenus A/l npu accenyuanvrou Al

B mo orce epems ne 6vin0 obHapydiceno paziuuuii 8 pucke pazeumus XBII medxcoy
nayuenmamu c¢ I1I'A nocie 00HOCmMOpoOHHE20 YHOOCKONUYECKO20 YOaleHUs HA0NOYeYHUKA
U nayuenmamu ¢ scceHyuanvHou Al, umo nozeonsem npeononodcumy npeumyujecmea
Xupypauueckozo JnedeHus 8 OomHouwleHuu npoguraxmuku pazeumus XbBII nepeo
MeoukameHmosHvim aederuem [11'A.

Ilonyuennvlie  Oanmvlie  CBUOEMENbCMBYIOM O  HEOOXO0OUMOCMU — C80EBPEMEHHO20
onpeoenenus ypoeHa KpeamuHuHa CbleOpOmMKU Kposu ¢ nocieoyiowum paciemom CK®, a

maxoice onpeodenerue MAY 6 ananuze mouu [104][105][106][107].

5.1.6 INanmentam c II'A HeoOxoaum cOOp aHaMHe3a M AHKETHPOBAaHME [JIsl
HCKJIIOYEHHUS] CHHPOMA 00CPYKTUBHOI0 annHod? BO cHe [108][109][110][111][112].
YpoBenb yOeauTeJbHOCTHM PpexkoMeHaaumid — B (ypoBeHb [10CcTOBepHOCTH
A0KA3aTeJNbCTB — 2)

Kommenmapuu: cunopom oOCmMpyKmuHo20 HOYHO20 ANHOD NO Pe3VIbMamdam HOUYHOU
noaucomumocpaguu  ouacnocmupyemcs vy 67-79%  nayuenmog ¢  NepEUUHBIM
eunepanvoocmeporuzmom [108][109][110][111][112]. Ipuuunou smozo moscem Ovims
3adeporcka Hampusa u dcuokocmu npu III'A u pazeumue omexka MASKUX MKAHEU GEPXHUX

ovixamenvuvix nymeu [108][109][110][111][112]. Hazuauenue mepanuu AMP u
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npogedenHoe 00C1ed08anue Nocie XUpypeuueckoeo JeyeHus NOKA3an0 O00CMOBepHOe
CHUdICeHUe uHOeKca anuod/eunnonod Y  nayuenmog [108][109][110][111][112].
Huaenocmuxy COCMOAHUS npoeoosam npeosapumenbHo NOMOUBIO
cmanoapmusuposanusix onpocruxos [108][109][110][111][112]. B P® nauboree yacmo
ucnonvzyromesi onpocHuk STOP-BANG u wxkany NoSAS. /luaenos ycmawnaenusaemcs

nocie npogederusi HouHou noaucomornoepaguu [108][109][110][111][112].

6. Opranuszanusi OKa3aHusi MeIUIUHCKON MOMOLIH

AMOYJIaTOPHBIH 3Tall 0KA3aHUS MeIMIMHCKOMH MOMOIIM:

1) npoBenenue mabopaTOpHOTO OOCIEIOBAHUS C ONPEICICHUEM YPOBHEH A, aKTUBHOCTHU
PEHMHA WK IPSMOTO PEHUHA, KaJIHsl KPOBH;

2) npoeaenue KT HannmoueyHnkos ¢ nensto onpeneneHus Bapuanrta [1I'A u uckmroueHus
AKP;

3) KOHCYJBTALMU CMEXKHBIX CHEIHMAIMCTOB IO TMOKa3aHUSAM: Bpauda-KapAHoJiora, Bpaya-
Hedpoora, Bpaya-Xxupypra;

4) KOppeKLHUsi aHTUTUIIEPTEH3UBHOW TEpanuu MpH KOHCEPBATHBHOM TAaKTHKE BEICHUS

HUJIK Ha ,Z[OOHepaHI/IOHHOM/HOCJICOHepaI_[I/IOHHOM BCACHUU.

[Moka3anus 1A IVIAHOBOM IrOCIHUTAJIU3ANMH:

1) HEOOXOIUMOCTh TPOBEACHHS MOATBEPKIAOMIUX TECTOB JUISI PEIISHHS BOMpPOCa O
JanbHEeNIel 1e4e0Hoi TakTHKe (KOHCEPBATUBHOE BEJCHHE/ XUPYPTUUECKOE JICUCHHUE);

2) neobxoaumocts npoBeneHust CCB3K;

3)HE0OXOAMMOCTh  TPOBEACHHS]  IUTAHOBOTO  XHPYPrUYE€CKOro  JICYCHHS B

CIICHUAJIN3UPOBAHHOM CTAlTUOHAPC;

IMoka3anus A1 IKCTPEHHON rOCIUTAJIU3ANMH:

TAKCIIasA TUITOKAJIMEMUA C PUCKOM PA3BUTHA T'HITIOKAIIMCMHUYCCKOI'O KpHU3a.

IToxa3zaHus K BBINUCKE NALUEHTA U3 CTALMOHApA:

1) croiikoe ymyd4llleHHEe COCTOSIHMSA, KOTJa MallMeHT MOXKET Oe3 ymiepba Ui 340pOBbs
IPOJOIDKUTH JICYCHHE B aMOyJIaTOPHO-NOJUKIMHUYECKOM YUPESKICHUU WM JOMAIIHUX
YCIIOBHSIX, UM CTAOMJIBHOE COCTOSIHME MALMEHTa C MOCTeIyIONei MIaHOBOW TOCIMTaIN3aluei
B XUPYPrU4ECKOE OTACIICHUE ISl OIIEPATUBHOIO JICYCHUS;

2) nmpu HEOOXOJUMOCTH MEPEBOAA OOIBHOTO B JPYTYIO OPraHU3AIMIO 3IpaBOOXPAHEHHUS;
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3) rpy06oe HapyIIeHne TOCIUTAILHOTO PEXIMA;

4) mo mMCbMEHHOMY TpPeOOBaHUIO OOJBHOTO JMOO €ro 3aKOHHOTO MPEJCTABUTENS, €CIIU
BBIMMCKA HE YTrpOXKaeT >KU3HM OOJBHOrO M HE OMacHa s OKpYyXKalomux. B sTom cimyuae
BBIMHICKA MOXET OBITh NMPOU3BEJCHA TOJBKO C Pa3peIICHHUs TIaBHOTO Bpaya OOJBHUIBI I €T0

3aMecTUTeNs 1Mo JiedeOHO padoTe.

7. JonosHuTebHast MH(popMauus (B TOM 4ucjiae (PaKTOPbI, BJAUSIONIME HA

HUCXO0J1 3200/1eBAHUS UJIH COCTOSTHHS)

7.1 IlepBUYHBIII THIEPAJLAOCTEPOHN3M IIPH 0EPEMEHHOCTH

o Jluarnoctuky II'A Bo BpeMsi 0OepeMEHHOCTH PpPeKOMEHAYeTcH NPOBOAWTL MPH
runokaguemun u/uau Al Tsxeno cremenn (A/>160/105 mm pr.ct.) [117]
AUATHOCTHPYEMBbIX 10 20 Hele M OepeMeHHOCTH HA OCHOBAHUHU MOBbILIEHHS YPOBHA
A u cHuxkenuss peHuna. IloaTBep:kaaomue TecThl NPH 0epeMEHHOCTH He
nposoastTcs [113][114][115][118][119].

YpoBenb yoOeaureabHOCTH pekoMengaumii — C  (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

KommenTapuu: cpeou bepemennuvix scenwun A" ecmpeuaemces 6 6-8% cayuaes [113].
Honycmumviii yposenv A/l y bepemenuvix ¢ cunepmonuieckoli 601e3Hbl0 cocmasgisaenm om
120/80 00 160/105 mm pm. V bepemeHHbIX ¢ 2UnepmoHuUYecKoli 601e3Hb0 ¢ NPUSHAKAMU
NOBPENCOCHUSL  OP2AHOB-MUULEHEN — PEeKOMEHOYemcs  No00epHCUsams — YpPOBeHb
apmepuanvHozo oasnenus nudxice 140/90 mm pm. [117].

I1o numepamypHvim oannvim onucan 41 cuyuaii II'A 'y bepemenHbix sHceHuuH (UCKI0Yas
cemetinvie popmur) [114][115].

bepemennocmvs  — omo  ¢huzuonocuueckoe cocmosHue — 2uneppeHUHeMUiecKo2o
eunepanvoocmeponuzma  [113][114][115]. Ilpocecmepon aensemcs MOWHbBIM
anmazonucmom MKP u ewizvieaem nogviuenue yposus penuna [113][114][115].
HononnumenvHo penun 6vipabamviéaemcs 6 mamke. Mo Modcem 3ampyOHUmMb
OUACHOCUKY UMEHHO NEPBUYHO20 2UNEPAIbOOCMEPOHUSMA 80 6peMs bepeMeHHOCmU
[113][114][115]. YV oicenwyunvl ¢ eunoxanuemuenl u/unu msxicenol apmepuaibHOU
eunepmensueil, 0cobeHHo ouasHocmupyemuvix 0o 20 Hederu 6GepemenHOCMU OONHCEH
Ovimb  3an0003pen  nepuunblll  eunepaivoocmeporuzm  [69][118][119]. Ilpu smom

onpeodensaemcsi HU3KUlL YPOBEHb DEHUHA U NOBbIUEHHBIU YPOBeHb albOocmepoHa. [ns
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OUACHOCMUKU nepeuvHoco zunepaﬂbdocmepOHLBMa 60 epems 6€p€M€HHOCmu

noomaepacoarowue mecmol He npogsooames [113][114][115].

7.2 bepeMeHHBIM :KeHIIHMHAM ¢ AuarHoctupoBanHbiM II['A B kauyecTBe MeToaa
pusyanausanuu HII nonycrumo nposenenne MPT [116].

YpoBenb yoOeauteabHOCTH pekoMengaumii — C  (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

Kommenmapuu: MACHUMHO-PE30HAHCHAS momoepagus (MPT) a615emcsl
EOUHCMBEHHBIM OONYCIMUMbBIM MECMOM 8U3YANU3AYUU HAONOUEUHUKOS, BO3MONCHLIM 8O

epems bepemennocmu [116].

7.3 Iposegenne MCKT u CCB3K Bo Bpemsi 0epeMEHHOCTM NPOTHBONOKA3AHO
[114][116].

YpoBenb yoOeaureabHOCTH pekoMengaumii — C  (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

Kommentapun: npogedenue MCKT u CCB3K 60 @6pems  bGepemeHnocmu

NpOMUBONOKA3aHo u3-3a aydesou nHazpysku [114][116].

Xupypruueckoe JiedyeHue mnpu III'A Bo Bpemss OepeMeHHOCTH B o00beMme
JIAMAPOCKONMYECKO APEHAIKTOMUM C OMYXO0JbK NMPOBOAAT BO 2 TpUMeCTpe B
ciay4yae HEBO3MOKHOCTH MeIMKAMEHTO3HOW Koppekuuun mnposiBjaenuii IIT'A
[113][114][115][116].

YpoBenb yoOeaureabHOCTH pekoMengaumii — C  (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 2)

Kommenmapuu:  dicenwyunam ¢ YCMAHOBNEHHbIM — OUACHO30M — NEPBUUHO2O
2UNepanbOOCmMepoHu3mMa U 0OHOCMOPOHHEN ceKpeyuell anbOOCmepoHd, ONnepamusHoe
JleyeHue  OOJICHO  Oblmb  NpPOoGeOeHO 00  HACMYNIeHUs  OepeMeHHOCmU
[113][114][115][116]. Xupypeuueckoe  neuenue III'A  (nanapockonuueckas
aopeHandIKmomus) 60 epems bepemeHHocmu nposooumcs 6o Il mpumecmpe, 6 ciyuyae
HEeBO3MONCHOCTNU MeOUKaAMEeHMO3HOU Koppexyuu nposieeHull nepeuUUHO20o

eunepanvoocmeponuzma [113][114][115][116].
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e MeankaMeHTO3HYI0 Koppeknuio AI' Ha ¢one IIT'A Bo Bpemsi OepeMeHHOCTH
NpoBOAAT mpenaparamu rpynn  Mmeruwaaonsl  (kox ATX C02AB),
0J10KaTOpaMH KaJIbLIMEBbIX KAHAJIOB JUIUTEJbHOT0 aeiicTBus (kog ATX C08)
win Oera-aapenodaoxkaropamu (kog ATX CO07A) [113][114][115][116].

YpoBens  yOenutesbHOCTHM  pexoMeHgamuii. — C  (ypoBeHb

AOCTOBEPHOCTH I0KA3aTeJbCTB — 2)

KommenTapuu: V oOepemennvix owcenwun ¢ III'A ona xoppexyuu apmepuanibHou
unepmensuu npenapamsl Kanuticoepecaiowux ouypemuxos (ko0 ATX C03D) neobxooumo
3aMeHumb Ha 2pYynnel: MEmuI00nsl, OI0KAMOPO8 KAlNbUUEeblX KAHAI08 ONUMENbHO20
oeiicmeus unu 6ema-aopenoonokamopos [113][114][115][116].

IIpooondcenue npuema xanuticobepezaroujux OuypemuKos (noOcpynnvl aHAMeOHUCMOS
anvoocmeporna CO3DA: cnupononakmon (ko0 ATX CO3DAO0I), snriepenon (k00 ATX CO3DA04))
0ONYCmMUMO MONbLKO 6 cayuae HeKoHmponupyemoeo meuenus AlT na ¢one npuema
noaukomnonenmuou anmeunepmensusnot. mepanuu [113][114][115][116]. Cnuponoraxkmon
obnadaem aHMUAHOPOSEHHOU AKMUBHOCMbIO U NPOHUKAEM Yepe3 NIAYEeHMmY, NOIMOMY
npenapam 60 6peMs 0OepeMeHHOCMU UCHONL3VIOM 6 MUHUMATbHOIPGeKmueHol 0o3e
[113][114][115][116]. Onnepenon obradaem menvuwiUM AHMUAHOPOSEHHBIM 3Shdexmom u

Mmooaicen pacemampueanmsvcs ons HazHauenus 6 1 mpumecmpe, Ko20a npoucxodﬂm npoyeccasl

nozogotl oupgepenyuposxu niooa [113][114][1

15][116].

KpnTeplm OIICHKHU Ka4YeCTBa MC)]HIIHHCKOﬁ nmoMoimu

N Ouenka YpoBeHb YpoBeHb
Kpurtepun xauecrBa YOeaAuTe b HOCTHI0OCTOBEPHOCTH
BbINOJTHEHHS] .
eKOMEHAIHil |10KA3aTeJIbCTB
BrinonHeHo wucciieoBaHue YpoBHS anbaoctepoHa B/la/Her
KpOBHM, MCCIEAOBAHUE YPOBHSA pPEHHMHA WIH €ro A
AKTUBHOCTH B KPOBH, KaJIMsl. 2
[IpoBeeHBI IOATBEPKAALOIINE TECTHI. Jla/Het
A

2

Brimonneno KT Hanmodyeunukon Jla/Het
A

2
Bommonnen CCB3K mpu  Hamumuuu  nokasanuit  K/la/Her
XUPYPrUUECKOMY JICUCHHUIO. A

2
[IpoBenen noadop aHTUrHNIEpTeH3UBHOM Tepanuu npu/la/Her
OTCYTCTBUM NOKa3aHUM K XUPYPTHUUECKOMY JIEUEHHUIO,
HEBO3MO)KHOCTH BBIIIOJTHEHUS XUPYPrUUECKOTO B
NIeyeHus ~ WIM  [pd  OTKa3e  IalueHTa o7
XUPYPrUYECKOI0 JIEUEHUSI. 3
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IIpuaoxenne Al. CoctraB padouell rpynnbl IO pa3padoTke W NepecMOTPY

KJIHHAYECKHUX PEeKOMeHIAINH

PykoBoaurenu:

1. Hdenop U.N.! [Ipesunent ILlentpa, Ynen Ilpesunuyma PAH, akanemuk, Ilpe3uneHt
Poccuiickoii  accoumanMu  3HAOKPUHOJOIOB, TJIABHBIM  BHEWITATHBIA  CIELIMAIIUCT
SHJOKpHUHOJIOT MuHKCTEpCTBA 3apaBooxpanenus Poccun.

2. Menbauyenko I.A.! akagemux PAH, Bune-npesument Poccuiickoil —acconmanuu
SHJIOKPUHOJIOr OB, 3aMecTuTeNb JlupekTopa LlenTpa nmo Hay4Hoii padore.

3. Moxkpsimesa H.I'.! — JTupekrop nenrpa, uieH-koppecnonaent PAH, n.m.H., mpodeccop,
wieH Poccuiickor accouuanuy 3HI0KPUHOJIOTOB.

PaGouyas rpynna:

Benbuesuy J1.T.!, n.m.H., npodeccop, wien Poccuiickoit acconraruy 5H10KPHHOIOTOB.
Buprokosa E.B. 2, 1.m.1., ipodeccop, wien Poccuiickoil accoruanin SHI10KPUHOIOTOB.
Bonkosa H.W.3, n.m.H., ipodeccop, wieH Poccuiickoii accoluanuy 5H10KPHHOIOTOB.
Kommakosa E.A.!, Bpau, unen Poccuiickoii acconyaluy SHI0KPHHOIOTOB.
Jageiruna J1.0.!, k.M.H., uen Poccuiickoit accoluanuy 3HI0KPUHOIOTOB.
Momnamenko H.B.!, k.mM.H., unen Poccuiickoi acconyanyu SHI0KPHHOIOTOB.

. Ilnaronosa H.M.!, 1.m.H., unen Poccuiickoit accormanuy 3HI0KPUHOIIOTOB.

. Tpomna E.A.!, unen-xoppecnionnent PAH, nMm.H., mpodeccop, mupektop HHcTHTYTA
KJIIMHUYECKOW DHJIOKPUHOJIOTUH, 4jieH POCCUIICKON accolMaiii S3HA0KPHUHOIOIOB;

. ®anees B.B.*, wunen-koppecnonmenr PAH, na.Mm.H., npodeccop, uineH Poccuiickoi
accolMaluy SHI0KPUHOJIOT OB.

. TOxuna MLIO.!, k.M.H., unen Poccuiickoi accolualuy SHI0KPHHOIOTOB.
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I- ®I'bY «HMMUL] sHpokpunHonorun» MuHHCTEpcTBa 3ApaBooxpaHeHus Poccuiickoit
denepauun

2- MockoBckuil I'ocynapctBeHHbIT Mennko-CToMaToNOTHYECKU YHUBEPCUTET HMEHU
A.W. EBnokuMoB

3- ®I'bBOY BO  «PocroBckuii  roCyJapCTBEHHBIM  MEAMLMHCKMM  YHHBEPCUTET»
Munucrepcrsa 3apaBooxpaneHnus Poccuiickon ®enepanuu

4- ®I'AOY BO Ilepseiiit MI'MVY um. U.M. CeuenoBa MuHucrepcrsa 34paBOOXpaHEHHUS
Poccuiickoit ®eneparuu (CeyeHOBCKU YHUBEPCUTET)

JInsi OKOHYATEeNbHOM pefakuuu M KOHTPOJS KayecTBa PEKOMEHAALMU ObUIM TOBTOPHO
[IPOAHATM3UPOBAHBl YiICHaMU pabodell TPYIIbI, KOTOPhIE HPHUILIN K 3aKIIOUEHHIO, YTO BCE
3aMEYaHusl 1 KOMMEHTapUU SKCIEPTOB MPUHATHI BO BHUMaHUE, PUCK CUCTEMATHUECKUX OINOOK
pu pa3paboTKe peKOMEHAUN CBEIeH K MUHUMYMY.

VY aBTOpPOB M 3KCIEPTOB HE ObUIO KOH(IMKTa MHTEPECOB IMPH CO3JAHUH KIMHHYECKHX

PEKOMEHTALIHA.
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Hpuioxenue A2. MeTom0s10rus pa3padoTki KIMHUYECKUX PEKOMEH AUl

IleaeBas ayIuTOPUS JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMM:

1. Bpa4-3HI0KPUHOJIOT;

2. Bpay-xXupypr;

3. Bpau o011eil npakTHKH (CeMEWHBIN Bpay);
4. Bpau-TeparmnesT;

5. Bpau-He(poIoT;

6. Bpa4y-KapAHOJIOT.

Tab6umuna 1.111kana oleHKM ypoBHEN JOCTOBEPHOCTH AoKa3arenscTB (Y J])ans meronos

JIMAarHOCTUKH (TMarHOCTUYECKUX BMEIIATEIIbCTB)

YA Pacumm¢pposka

1 Cucrtematuueckue 0030pbl UCCIEIOBAHUI C KOHTPOJIEeM pedepeHCHBIM METOAOM MU
CHCTeMaTHYeCKHi 0030p paHAOMH3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUNA C
IIPUMEHEHHUEM METa-aHaIu3a

2 OTnenbHbIE HMCCIEIOBAHUS C KOHTPOJEM pedepeHCHBIM METOAOM WM OTJeNbHBIC
PaHIOMU3UPOBAHHBIE KIMHUYECKAE MCCIEJOBAHUS U CHCTEMaTH4YecKue 0030phbl
MCCIIEIOBAaHM JTI000T0 Mu3aiiHa, 3a UCKIIOUYEHUEM PaHIOMU3UPOBAHHBIX KIMHHUYECKHX
HCCIIEA0BAHUH, C IPUMEHEHUEM METa-aHaIn3a

3 HccnenoBanust 0e3 TOCIEIOBATENBHOTO KOHTPOJS pePEepeHCHBIM METOAOM WIIH
UCCIIEIOBAaHUsI C pedepeHCHBIM METOAOM, HE SBISIOUIMMCA HE3aBUCUMBIM OT
HCCIIEAYEMOI0 METOJA WM HEPaHIOMHU3UPOBAHHBIC CPABHUTEIIbHBIC HUCCIEAOBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHutenbHbIe UCCIEN0BAHNS, ONTUCAHUE KIMHUYECKOTO CIIydast

5 Nmeetcs b 000CHOBaHUE MEXaHU3Ma JICHCTBUS UM MHEHHE SKCIIEPTOB

Tabumuna 2.111kana olleHKM ypoBHEN JOCTOBEPHOCTH AoKa3arenscTB (Y J])ans meronos

npoUIAKTUKY, JICUEHUS ¥ peadmnuTanuu (IpopHIaKTHUECKUX, JIEUEOHBIX, PeaOHINTaIlMOHHBIX

BMEILIATENIBCTB)
YA Pacummpposka
1 Cucremarnueckuii 0030p PKU ¢ npuMeHeHneM MeTa-aHaimu3a
2 Otnenvabie PKUM u cuctemarmueckue 0030pbl HCCIENOBAHUN JIOOOTO aM3aiiHa, 3a
uckmoyenneM PKH, ¢ npumeHeHreM MeTa-aHaan3a
3 HepangomuzupoBaHHbIE CPABHUTENIbHBIE UCCIAEAOBAHMS, B T.4. KOTOPTHBIE HCCIIEIOBAHUS
4 HecpaBHuurenbHble HCCeIOBaHUS, ONMUCAHUE KIMHUYECKOTO Cy4asi WM CEpUM CIIy4aes,
MCCIEAOBAHUS «CIYYa-KOHTPOJIbY
5 Nmeercss mmpb OOOCHOBaHHME MEXaHHM3Ma JICHCTBHS BMEHIATEIbCTBA (JIOKIMHHYCCKHE

I/ICCJIC,Z[OBaHI/IH) HJIM MHCHHUC SKCIICPTOB
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Tadaunma 3.11Ikana oueHkH ypoBHEH yOenuTenbHOCTH pekomeHmauui(YYP) s
METOZIOB MPO(UIAKTUKH, JHATHOCTHKH, JIeUYeHHs M peaduwiuranuu (IpopHIakTHYeCKUX,

JUArHOCTUYCCKHUX, HC‘ICGHBIX, peaGI/IHI/ITaHI/IOHHBIX BMCH_IaTeJ'H:CTB)

YYP Pacummgposka

A CunbHas pexkoMmeHIanus (Bce paccMarpuBaeMmble Kputepun 3¢pdexkTuBHOCTH
(MCXOlpl) ABIIAIOTCS BAXKHBIMHM, BCE HCCIEIOBAaHUS MMEIOT BBICOKOE WU
YAOBJIETBOPUTENBHOE  METOJOJOIMYECKOE  KauyeCTBO, MX  BBIBOJBI  IIO
MHTEPECYIOLINM HCX0aM SIBJISIIOTCS] COITIACOBAHHBIMM)

B YcnoBHas pekoMeHaanus (He BCEe paccMaTphBaeMble KPUTEPHH PPEKTUBHOCTH
(MCXOIpl) SIBJSIOTCS BAKHBIMHM, HE BCE HCCIIEJOBAHMS HMMEIOT BBICOKOE WIIU
Y/IOBJIETBOPUTEIILHOE METOJ0JIOTHYECKOE KAaueCTBO W/WIIM HMX BBIBOJABI 10
MHTEPECYIOIIMM HCX0JaM HE SIBJISIFOTCSI COIJIACOBAHHBIMU )

C Cnabast pexomeHmanus (OTCYTCTBHE JTOKA3aTENbCTB HAJICKAIIETO KadecTBa (BCe
paccMarpuBaeMble KpUTEpUU IPPEKTUBHOCTH (MCXOJIbI) SIBIISIOTCS HEBAKHBIMH,
BCE HCCIIEIOBAaHUSI UMEIOT HU3KOE METOAO0JOTMUECKOe KauyeCTBO M MX BBIBOJIBI MO
WHTEPECYIONIUM UCX0JaM He SIBJIIIOTCS] COTJIACOBAHHBIMM)

Iopsiaok 00HOBIEeHNS KINHUYECKUX PEKOMEH/ A,

MexaHu3sM  OOHOBJEHHS  KIMHUYECKMX  PEKOMEHIALUWH  TNpeaycMaTpuBaeT  HX
CHCTEMAaTHUYECKYIO aKTyalIM3alliIo — HE PEXE YeM OJMH pa3 B TPU Iofia,a TaKXkKe MPHU MOSBICHUH
HOBBIX JIaHHBIX C TMO3MIIMM JOKA3aTEIbHON MEIUIIMHBI 110 BOMPOCAM AMArHOCTHUKH, JICUCHHS,
npopWIAKTUKA W peabWIMTalMi KOHKPETHBIX 3a00JIeBaHUM, HaIMYMK OOOCHOBAHHBIX

JONIOJTHeHU/3aMedaHni K paHee yTBepk1EHHBIM KP, HO He vare 1 pa3a B 6 mecses.

58




Hpn.ﬂomeﬂne A3. Cl'lpaBO‘leIe MaTepuajbl, BKJIKO4Yasg COOTBETCTBUC
NOKAa3aHui K INPUMCHCHHIO A HpOTHBOHOKﬁC;ﬁHHﬁ, croco0oB NIPpUMCHCHUSA U
A03 JICKAPCTBCHHLIX MpemapaToB, HHCTPYKIMHA IO IPUMECHECHN IO
JEKAPCTBCHHOI'O IIpcnapara

1. AKTyanbHble MHCTPYKIMM 110 TPUMEHEHHIO JIEKAPCTBEHHBIX IIPENapaToB
PacIOI0XKEHbI Ha ourmansHOM caure Mun3apasa Poccun

http://grls.rosminzdrav.ru/Default.aspx (http://grls.rosminzdrav.ru/Default.aspx).

2. [Topsimok OKazaHUsT MEIUIIMHCKOM MOMOIIU IO MPOQHII0 «IHIOKPUHOJIOTHSD)
(ITpukaz MunucrepctBa 3apaBooxpaneHust Poccuiickoii denepanuu ot 12 HosiOpst 2012 1. Ne
899n)
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Ipuioxenue b. Aropurmsl AeiicTBUA Bpa4ya

MauneHTbl ¢ Al 1 noBbIWEeHHbIM pUckom IMIA

o= -- - + === --
I nra :< A, PEHWH, Kanuit > 06cneposaHue :
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————————— o —-———— —— - -]
A 4
r———————— MoaTtsepxpaowme | -~ ~- =~ -T-==
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Ipuioxkenue B. Undopmanus g namueHTa

[lepBuunslii runepanbaocreponusm (III'A) — nanbonee yacras NMpUYUHA BTOPUYHON
aprepuanbHOil TunepreH3uu (Al), cBsi3aH C TOBBIIIEHHEM BBIPAOOTKH albJIOCTEPOHA B
HajanmoueyHukax. [Ipu 3ToMm noxpasisieTcs: BBIpabOTKa peHHHA B IMOYKAX U MPH 3TOM 3a00J€BaHUH
BBICOKOTO YPOBHS pEHHMHA HUKOrJa He ObiBaeT. B wactu ciydaeB mpu 3ToM 3a00ieBaHHH
CHIDKAETCs Kainuil B KpoBHU. [lepBUYHBIN THIIEpaIbAOCTEPOHU3M — MYJIbTUAUCLUIIIIMHAPHAS
npobaemMa, HaXoIAIIAsACs Ha CThIKE SHIOKPUHOJIOTHH, KAPAUOIOTHH U HEPPOIOTHH.

Komy Heo0xoanMo HCK/II0YeHHe TePBUYHOI0 THIIePAJIbI0CTepOHN3Ma?

e Bcem mnamuentam co crabunbHO mToOBBIIEHHBIM AJl Gomee 150 MM pr.cT. (s
cucronndeckoro) w/mnmu 100 MM pr.cT. (A1 AMACTONUYECKOTO), 3a(PUKCHPOBAHHBIM

TPUK/IBI B Pa3HBIE JTHU;

e ¢ Al 6onee 140/90MmpT.CT., yCTOWYMBONH K 3 THIIOTEH3WBHBIM IIperiaparam, BKIIOYas
MOYETOHHOE CPEJICTBO WK mozaromieiics edennto (AJ] menee 140/90mMmprT.cT.) Ha 4 Win

0oJ1ee TUIMOTEH3UBHBIX MTPENapaTax;
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B OGonpmmucTBe ciyuaeB III'A compoBoXXIaeTcsi «KJIACCHUECKUMMY» IPOSBICHUAMH, K
KOTOPBIM OTHOCST apTEepUaIbHYI) TUIIEPTCH3UIO, a4 TAaKXKE WU3MEHEHUs COCTOSIHUS CEpIEYHO-
COCYIUCTON cUCTeMbl (YBETMUYEHHE TOJIIMHBI CEpJCYHOTH MBIIIIBI, (prOpo3HBIE U3MEHEHUS B
MHUOKap/ie, HapyLUIEHUs] COKPaTUMOCTH MHOKapAa). BeIABIIAIOTCS MBIIIEUHbIE HAPYILIEHUS , Yallle
BCETO CBSI3aHHBIC C HU3KUM YPOBHEM KaJMs KpOBHU: Mape3bl, MBIIIEYHAs CI1a00CTh, MApECTEe3HH,
cygoporn. MoryT ObITh MNpOSBICHUS HapyIIeHUs (YHKIMM T[OYEK: YacToe HOYHOE
MOUEHCITyCKaHHe, B aHAJU3€ MOYHM ONpeAeisieTcss OeIOK B Moue, IENOYHAas pPeakius MOYH,
HU3Kasg IJIOTHOCTh MouM. Y mamueHntoB ¢ [II'A wame, yem mpu oObruHON Al BBIABISAIOTCA
MeTa0OJIMYeCKUe HapylleHus (MOBBIIIEHUE XOJIECTEpUHA, HApyIIEHHWs YTJIEBOJAHOTO OOMeHa
(TIOBBILLIEHHE TJTIOKO3bI KPOBHU), OKUPEHUE).

JlnarHo3 IanMEeHTy CTaBAT HAa OCHOBAHMM OINPEIECICHUS albIOCTEPOHA, PEHUHA,
paccunThIBalOT oTHoueHue A/P u ompenensioT kanmuii KpoBH. EciaM CKpUHUTOBBIE TECTHI Ha
[II'A moyoKUTENbHBIE , TO MALMEHTa HEO0X0AMMO TOCIIUTAIM3UPOBATH B CTAI[OHADP , TPOBECTH
TecT ¢ pusnonornyeckuM pactsopom, KT HaAmOUeUHNKOB IPUHATH PEIICHUE O TOM, KaK JICUUTh
nmanMeHTa. Eciim mamueHT corjaceH Ha ONepaTUBHOE JICYEHHE, TO HAAO0 J0Ka3aTb, 4YTO
aJIbJIOCTEPOH BBIPAOATHIBACTCS MIMEHHO OHUM HAANOYEYHHUKOM, a He oOboumu cpasy. s aToro
NPOBOJUTCS CPABHUTENBHBIM CEJNIEKTUBHBIA 3a00p KpOBM M3 BEH HAJANOYCUHUKOB H
OIIPELENAETCS YPOBEHb AJIbIIOCTEPOHA CIIPaBa U CJIEBa.

Metonom Beibopa B euennu 1A, ecnu anbprocTepoH BbIpadaThIBaeTcsi OOJbINE OJHUM
HAJIIOYEYHUKOM  SBJISIETCS XUPYPrHYECKOe YNaJeHUEe HaAnoudeyHuka. Eciau anpaocrepoH
CeKpeTHpyeTcss OOOMMH HAAMOYEYHUKAMHU, TO XUPYPrHYECKOe JIeUeHHE HE MPOBOAUTCS, a
MIPUMEHSIOT JIEKAPCTBEHHYIO Tepanuio. brIBAIOT ciyyan, KOT1a ManueHT TSHKeI0 O0JIeH APYTUMH
3a00JIeBaHUSAMU M OIEpalusi eMy IpoTHBomnoka3aHa. B ciydae [I'A y Takoro manmeHTra Tak xe
BO3MOKHO JICYCHHME TIperapaTaMu, KOTOpBIA OyIyT KOPPEKTHpPOBATH €My apTepUalbHOE
JIaBJICHUE U YPOBEHb KaJIU B KPOBHU.

VYcnex JiedeHus U IMPOTHO3 y 3THUX NALUEHTOB HAIPSIMYH 3aBUCUT OT CBOEBPEMEHHOM
MIOCTAaHOBKH JIMAarHo3a, MpPaBMWJIBHOTO BBIOOpAa JAMArHOCTMYECKHX METOJOB M TPOBEICHHH

aICKBATHOTI'O JICUCHU .
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Hpuioxenue I'1-I'N. IlIkajbl OeHKH, BONPOCHUKHU U APYIrue OLeHOYHbIE
UHCTPYMEHTBI COCTOSHUSA NMALMEHTA, NPUBEACHHbIC B KIMHUYECKUX

PECKOMEHIANUAX

He tpebyroresi.
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Hpuioxenue JI. ®opma peueH3uu A5 0popMJIeHH s NIPeII0KEeHUH U

3aMeYaHuil K MPOEKTY KIMHHUYCCKUX peKOMeHI[aHHﬁ

Penen3usi Ha mpoeKT KIMHUYECKUX pexkomeHaauuii " [lepBuyHbIi

TUIEePaIbI0CTePOHU3M "
®amunus HU.0.:
KonTakTHbIe HaHHBIE:
Mecto paboTHI:
JlOMKHOCTB:
JlaTa 3anonHeHus:
1. IIpencrasnennsiit npoekt KP «llepBuunslii runepansaocreponnsm» Bam nousten? JA/HET

2. Bame otHomenue k 3HauMMOCTH KP «llepBuuHBI TUTIEpaTbIOCTEPOHUIMY JUISI CHUCTEMBI
31paBOOXPAHECHUS Poccuiickoi ®denepaluu:

3. IIpencranennsiit mpoekt KP «lepBuunblii rumepaibIocTEpOHU3M» OyAeT mosie3eH (0ecrnose3eH)
JUIS IPAKTHYECKOT0 37PaBOOXPAHEHUs, U B YEM €T0 I0JIb3a (OTCYTCTBHE MOJIb3bl, Bpe)?

4. IpencraBnennbiii mnpoekt KP  «IlepBuuHblii  TrumepanbI0CTEPOHU3M»  COOTBETCTBYET
(mpoTtuBOpeuYnT) 3aKOHOAATENbCTBY Poccuiickoit denepauun win (M) 3aKOHOJATEIBCTBY CyObEKTa
Poccuiickoit @enepannn) (ecam MPOTUBOPEUUT, TO KAKUM UMEHHO IOKYMEHTaM U B U&M).

5. IlpencraBnennsiii mnpoektr KP «llepBuuHblii TUNepaibqOCTEPOHU3M» COOTBETCTBYET (HE
COOTBETCTBYET) CIIOXUBILIEHCA TUIMYHON MpaKTHKE B 3/paBooxpaHeHun Poccuiickoit denepanun
(ecyii He COOTBETCTBYET, TO B UEM).

6. YKaxuTe Apyrue cooopakxeHus, IpeioKeHUs:

7. B cilydac HEcorjacusa C OTACIbHBIMU  IIOJIOKCHHUAMU  IIPOCKTA KP «HepBI/I‘IHHﬁ
TUNCPpaJIbAOCTCPOHU3M» HNPCAIIOKUTEC CBOHM BapUaHTbl C YKAa3aHUCM CTpaHUObI MW IIYHKTAQ,
OTHOCHUTCJIIBHO KOTOPOT'O MPEATTOKCHBbI HU3MCHCHU S (O(bOpMJIHCTCH B COOTBCTCTBHHU C Ta6JII/ILlCI>'I).

Ne Homep Ipennoxenne | OdocnoBanne | McTouHUKH
CTPaHHUIIbI, WIN 3aMe4YaHue | MpeJIoKeHUs1 | JUTepaTyphbl,
n/n Ha3BaHUe Wi NMOATBEPKAAI0
MYHKTAa 3aMeYaHus mue
npe10KeHUust
Wi
3aMevYaHus
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Ilpocum evicnams Bawy peyenszuio na aopec colpakova.ev@mailru 6 cpox 0o «20»

okmaopa 2021 2. B coomseemcmsuu co CRONCUBULENCS MENCOYHAPOOHOU NPAKMUKOU 6 cayude
omcymcmeusi Baweu peyenzuu npunumaemcs peuienue o mom, 4mo Bwi coenacHul co ecemu

nyHKmamu npe@cmaeﬂeHHoeo npoexkma.
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