denepanbHOE TOCYAAPCTBEHHOE OI0KETHOE 00pa30BaTEIbHOE YUPEKIACHUE
BbICIIEr0 oOpa3zoBanus "KpacHOspCKUi rocy1apCTBEHHBIA MEIUIIUHCKHMA
yHUBepcuTeT uMeHu npodeccopa B.dD. Boitno-Scenernkoro"

MunucrepcTBa 3npaBooxpanenus Poceuiickon denepannn

Kadenpa rocnuranbHoit Tepanuu U UMMYHOJIOTHH ¢ Kypcom 1O

Pedepar Ha Temy:

«llepBUYHBIN TUIIEPATIBAOCTEPOHU3M

Brimonnuna: opauHarop 2-ro roja
CIIEHHATBHOCTH « DHAOKPUHOJIOTHSD)
Kuprommna Anekcanapa EBreHbeBHa
[TpoBepuina: 1.M.H., TOLEHT Kadeapsl
TrOCHUTAJIBHOM TEPANUU U
UMMYHOJIOTHH ¢ Kypcom 11O

Hynuna Mapraputa AHapeeBHa

Kpacnosipck, 2023



OraBieHue

AKTYAITBHOCTD 1. utvvteitteeessreessssssesssssesssssessssssessssssssssnssssssnssssssssssssssssssnsssessnsseessnnsess 3
OTHUOJIOTHS M TIATOTCHED ..1vvveveeeeeesesiissrrreeseeseesssiaisssssssssssssssanssssssssssesseessssmssssssssseeeens 3
1 )50 91 =) V02 (0 11 (0 % 5 (T 7
N P To o) (11) 20 %1117 6 USSP PRSP 8
B 1% 22 o £ (010 742 PSR 8
(S (5351 (ST OO UEPPRRPPP 14
Jucnanceproe HabmoaeHue y marueHTOB € [TNA ... 16

CITHCOK JTATEPATYPBI -.vervveerereesnreesnneeasseeessseessnesansesssesassesesnseesssessnesansesesnneessneesneens 17



AKTYaJIbHOCTh

[lepBuunsblii runepansaocreponnsM (III'A) — nambOosee yacrtas npudvHa
BTOpUYHOM aptepuasibHOW rumnepten3uu (Al). Ilpu II['A yBenuuuBaercss puck
OCJIO)KHEHUH, CBSI3aHHBIX CO CIEUU(DUUECKUM TMOpPAKECHHUEM OPTraHOB-MHILICHEH:
MHOKap/a, MoYeK, cocynoB [l]. Puck BHe3amHOW cepAeYHON CMEPTHOCTH Y

nanueHToB ¢ [II'A yBennuuBaetrcsa B 10—12 pas.

I[IT'A — MynIbTUAUCHUIUIMHAPHAS TMpoOJieMa, HaXOAAIIAsCsI Ha CThIKE
SHJOKPUHOJOTHUH, KapAWOJOruu u Hedponorun. Ha cerogusimHuili J1eHb B
Poccutickoit denepanuu nomoins nanueHTaMm ¢ I[1I'A, Ha KOTOPBIN MPUXOIUTCS S—
10% cinyyaeB Bcex Al, HaxoAUTCA HAa HEAOCTATOYHOM YPOBHE, YTO OTYACTH
ONpENENISICTCS  IUIOXUM  B3aMMOJICMCTBUEM  CIIEIHUAJIMCTOB, B  YAaCTHOCTH

KapAHuOJO0I'OB U YHIOKPHUHOJIOT'OB.

B 2016 r. BplIIM OOHOBJIEHHBIE pEKOMEHAAIMH MEXKIYHapOIHOTO
SHJOKPUHOJIOTHYECKOTO o0ImiecTBa 1mo auarHoctuke u Jjeudenuro I[IT'A [3]. B
PEKOMEHIAIMAX CUCTEMATU3UPOBAHbl MOAXOAbl K AuarHoctuke u jedeHuto 11TA.
Ha mnepBelii mmaH BeIIUIAa KOHUENIMSA pacmupeHus ckpuHuHra I[IIA cpemm
naneHToB ¢ Al ¢ HCHOJIB30BaHMEM OIEHKH  aJbJOCTEPOH/PEHUHOBOTO
cootHomienust (APC) u QyHKIIMOHANIBHBIX TECTOB, OMPENEICHUS TTOKA3aHHUM ISt
MPOBEJICHUSI CEJICKTUBHOTO 3a00opa KpOBHM M3 BEH HAJAMOYECYHUKOB IS

muddepennmansaoit quarnoctuku Gopm II'A u onpenenenrs TaKTUKY JCUCHHUS.

ITHOJIOTHA M NTATOTCHE3

[lepBUYHBI  TUNEPATBIOCTEPOHU3M —  OSHIAOKPUHHOE  3a0o0jeBaHUE,
XapaKTepu3ylolleecs MOBBIILIEHHBIM YPOBHEM alIbJ0CTEPOHA (A), TUIIEPIPOAYKIIHS
KOTOPOTO  aBTOHOMHA/OTHOCHUTEIIbHO aBTOHOMHA OT PEHUH-aHTMOTEH3HH-

anpaocteponoBoit cuctemsl (PAAC) [3].

OU3NONOTHISCKUN MEXaHU3M PETyJIMPOBAHUS KOHIICHTPAIIUU aJIbJI0CTEPOHA
(A) cBs3an c¢ xkonebanueM 3GHEKTUBHOTO (PUIBTPAIMOHHOTO JABJICHUS B
apdepeHTHBIX apTepuonax KiIyO0odkoB Touku. CHWXKCEHHE JIaBJICHUS B

addepeHTHBIX apTepuoax KIyOOUKOB pe(IESKTOPHO aKTHUBUPYET HKCIPECCHUIO



PEHHMHA FOKCTarJoOMEpyJIsIpHbIM amnmaparoM. Bo3aenucTByss Ha aHTHOTEH3HH,
oOpa3yronuiics B MEUYEHU, PEHUH OTHIEIUISICT OT HETO JeKaNenTH aHTHOTSH3UH .
[Tocneqnuii moja BIMSHUEM aHTHOTEH3UH-TpeBpaliatomero ¢epmenta (AlID)
1a3Mbl TpaHC(HOPMHUPYETCS B MOIIHBINA MPECCOPHBIA aHTUTEH aHTHOTEeH3WH I,
KOTOpbI  TOBBIMIaeT cucreMHoe AJl, wu30upaTeNbHO TMOBBIIMIAET TOHYC
b depeHTHON apTepuosbl, aKTUBUPYET CEKpPElUi0 A KOpOHl HaAMOYEeYHHKOB. A
MOBBINIACT KOHIICHTPAIIMIO HATPHUS B IJIA3ME 32 CUET MOBBIMICHUS €r0 peadcopOIny,
CHIKAeT KOHUEHTPALUIO KaJus 3a CUET YCKOPEHHS €ro cekpeuuu. B pesynbrare
3aJ€P>KKH HATPUS MOBBIIIAETCI OCMOTHYECKOE JABJICHHUE TUIa3Mbl, YBEIUUUBACTCA
00beM IUPKYyIUpyIoled KpoBU. JOMOTHUTETHLHO BBICOKHMN YpPOBEHb HATpUs

CEHCUOUITM3UPYET COCYAUCTYIO CTEHKY K BO3EHCTBHIO ITPECCOPHBIX areHTOB.

HpI/I IITr'A IMPOUCXOIAT UBMCHCHHMA KaK B HAAIIOYCUHHUKAX, TdK U B OpraHax-
MUIIOCHAX, CTpaJaromux IIpyu JIATCIIBHO MOBBIIIICHHOM KOHOCHTPpAaIH A B

COCYJIUCTOM PYCJ€E U TKAHSX.

IIT"A B 30% ciry4aeB 00yCJIOBIICH aJIbIOCTEPOH-TIPOIYIIUPYIOIEH aIeHOMOM
HagnoueyHuka (AITA, cunapom Konna); B 60% ciayyaeB — JBYCTOpPOHHEH
HAJIMOYECYHUKOBOM runeprasuen; okoyso 5-10% cocTaBisitoT HACIEICTBEHHBIC
(GbopMBI, KOTOPBIE MPOSBIISIOTCS N30JIUPOBAHHOMN MATOJIOTHUEH HAAMOYECYHUKOB WITH
NPOTEKalOT B  COYETAaHUM C  JAPYTUMH  KOMIIOHEHTaMU  T€HETHYECKHU
JIETEPMUHUPOBAHHBIX CHHIPOMOB; B pEIKUX ciydasx npuauHamu [1I'A moryTt ObITh
OJIHOCTOPOHHSISI HAANOYCUHUKOBAS TUMEPIUIA3Usl WM aJpEHOKOPTUKAIBHBIM paK
[2]. TouHble MeXaHHU3MBI 3aITyCKa THIIEPILUIA3HH C IMOCIICAYOIIeH TpaHchopMamei

B A/ICHOMY HAAIIOYCYHMKA Ha I[ElHHI)Iﬁ MOMCHT HCIJOCTATOYHO M3Y4YCHEI.

[ToBblllIeHHAS! KOHIIEHTpAM A OKa3bIBAET MPSIMOE MOBPEKIAIOIIECE BIUSIHUE
Ha MUOKap/l, COCYJIUCTYIO CTEHKY U UHTEPCTUIIMH [3]. ¥ OOJBHBIX C IJIUTEIbHBIM
tedyeHueM Al oTMeuaeTcss anbAOCTEpOH3aBHCHMas TUNEPTPOPHUS MHUOKapaa.
Hecmotpst Ha TO, 4dTO THHOEPTpOUS JIEBOTO  IKEIYJ0YKa  SIBISETCS

Hecnenn(puuecKum MposiBIeHUEM, XapakTepHbIM Juist A" mro6oro resesa, J0KazaHo,



YTO yBeNIM4eHHEe Maccbl MUOKapaa npu [II'A pasBuBaercs paHblie U JOCTUTAET

OOJBIINX Pa3MEPOB.

[Ipu III'A OGonee BbIpaKEHO HAPYIICHHE AMACTOJINYECKOW (YHKIIUU
MHOKapja, yeM npu Al apyroit npupoasl. Jlnactoindeckas neperpyska siBIsSIETCA
MPUYAHON NHWJIATAlUK JIEBOTO Tmpenacepaus. JUTMTenpbHOe BO3JAECHCTBHUE BBICOKHX
KOHIICHTpaIuii A BbI3bIBacT (PUOpO3HBIE M3MEHEHHUs B MuOKapje. CocyaucThie
u3mMeHennss npu [II’A  00ycioBiIeHBl pa3BUTHEM THIEPTPOPUU MHOIUTOB
COCYIUCTOW CTEeHKH. SBneHus (GUOPOMYCKYISIPHOW IUCIUIA3UW TIPUBOMAT K

CY’>KCHHUIO ITPOCBETA apTepHaIbHOro cocyna [3].

VY 6onpHbIx ¢ [II'A Hapsiay ¢ U3MEHEHUSIMH HECTIEHM(PUIECKOTO XapaKTepa
npu Al' 1o TuUmy apTEPHOSOCKIEPOTHYECKOr0 He(Ppockiepo3a OIMUCAHbI
cnenupuyeckre MoOphOIOruIecKre MPOSIBICHUS — «TUMOKAIMEMUYECKas TTOUKay.
Mopdonornyeckum cyOoCTpaToM d3THX HW3MEHEHHM SBISIETCS MEXKYTOUYHOE
BOCHAJIEHUE M CKJIEPO3 HHTEPCTULHS B PE3yJbTATe NOBPEKICHUS SMUTEIUA

KaHaJIbLICB BCJICACTBHUC IT'MIIOKAJIMCMHUHN U METa00JIMYECKOTO aIKano3a [4]

[TonTBepkeHue Auar€o3a AAaeT Bpady YHHMKAJIbHYIO BO3MOXHOCTH JIHOO
MOJIHOCTBIO H3J1e4nTh mauueHta or Al, nubo wucnonab3oBath 3QPEKTUBHYIO

crenu(pUISCKYIO TEPaIHIO.
[1I"A mMoxeT OBITh 00YCJIOBJICH MYTaIlMSMH B PA3JIMYHBIX TeHaX [5]:

Cemetinviti I[II'A 1 muna (cII'A-1) (cMHOHUM — TJIIOKOKOPTUKOH —
MOJABJISIEMBbIA  TUNEPATbAOCTEPOHU3M) -  HACIEAyeTcss 10  ayTOCOMHO-
JOMUHAHTHOMY Tumy M Bcrpewaercs B 1 % cmywaeB III'A [1]. 3aboneBanue
o0ycCJIOBJICHO MyTamueh, B pe3ynbTaTe KoTopod u3 nByx reHoB CYP11B1 u
CYPI1B2, KOJIMPYIOLIUX COOTBETCTBEHHO 11-B-rugpokcunasy 51

anbIoCTEpOHCHUHTETa3y, obOpasyercss xuMmepHbii reH CYP11B1/CYP11B2 renax
[5].

Knuanyeckn 3TO manueHThl ¢ paHHEH, CEMEHMHOM, TSIKEJIOW THUIEPTOHUEH

(Ietu, MoAPOCTKH, MOJIOJIbIE JIFOM), B 1a0OPATOPHBIX aHATIM3aX — BBICOKUI YPOBEHb



albJJOCTEPOHA, Kalnuii MOXKET ObITh HOpPMaJbHBIM, OKOHYATEIbHBIA JMArHO3
yCTaHaBIMBAETCS ¢ MOMOIIBIO BhIsiBIeHUS XxumepHoro reHa CYP11B1/CYP11B2 ¢
nomoiplo nonuMepazHoi unenHow peakuuu (I[MIP) wnum CayszepH-050TTHHTA
(TaHHBIM aHAJIN3 MOJHOCTHIO 3aMHHU MTPOBOAUMYIO paHee Mpody ¢ AeKCaMeTa30HOM
TUM TanueHTaMm). be3 nedeHuss y OOJIbHBIX YacTO Pa3BUBAIOTCS HapyLICHUS
MO3roBOro KpoBooOpatieHus. [I[poBouTcs Noku3HEHHAs 3aMECTUTENbHAS Tepanus

TJIIOKOKOPTUKOUJAMU [ 5 ].

Cemetinviit III'A 2 muna (cII’'A-2) - Hacnemyercs MO ayTOCOMHO-
JOMMHAHTHOMY THIly W TE€HETHYECKH TIETEPOr€HEH, B OCHOBHOM pAa3BUTHE
3a0oneBaHus cBs3bIBaloT ¢ MyTanued B reHe CICN2, koTopslid KogupyeT paboThl
kaHanoB xjopa CIC-2 [1]. B ormnuume ot cII'A-1, ypoBeHb abJOCTEpOHA IMPH
c[I'A-2 He mnopaBiseTcs NpU CYINPECCUBHOW MpoOe C JOeKCaMeTa30HOM U
reHetuuyeckoe TectupoBanue Mytanuu clI’'A-1 — ortpunarensHo. JledyeHue

MIPOBOJIUTCS aHTATOHUCTAMHU MUHEPATKOPTUKOUAHBIX perentopo (AMP) [1].

Cemetinviiit [II'A 3 muna (cIIC'A-3) — HacieAoBaHHE IO ayTOCOMHO-
JIOMUHAHTHOMY THIY. BIEPBbIE ObUI OMHCAH B CEMbE, Y UJIECHOB KOTOPOH ObLIM
TUTIOKAJIMEeMUS, TSKeNas apTepralibHasi TUTIEPTEH3US C paHHETO IETCKOI0 BO3pacTa,
yCTOWYMBas K THUNOTCH3WBHOW TEpamuu, 4YTO MOTPeOOBAIO JBYCTOPOHHEU
anpenamdkromuu [1]. [lpuunna clI'A-3 - myTtanus B reHe kanueBoro kanama Kir
3.4 KCNJS5 (kanueBbli kaHai, nojacemeiictso J) [1]. [Ipu myTtanusix, npuBoasInx
K HapYIIEHUIO Pa0OThl HOHHBIX KAaHAJIOB IPOUCXOIUT UHTMOMPOBAHUE KAJMEBBIX U
HaTpUi- KaJIMEBbIX KAHAJIOB, YTO MPUBOAUT K OTKPHITUIO MOTEHIHMAI3aBUCUMBIX
KQJIBIIUEBBIX KAHAJIOB, YBEIIMUYEHUIO KOHIEHTPALUH BHYTPUKIIETOUYHOTO KaJbLUS U

YCUJICHUIO OMOCHHTE3a alibiocTepoHa [1].

CuHOpom MHOIICECMBEHHOU 3HOOKPUHHOU Heonaasuu | muna, cunopom
Bepmepa: ATTA moxer ObITh OTHUM M3 KOMIIOHeHTOB MOH 1, Thn HaciemoBaHus
ayTOCOMHO- JOMUHAHTHBIH [1]. Bkitouaer cieayronme KOMIIOHEHTBI: TE€PBUYHbBIN
runepnapatupeo3 (90%), oOycnoBieHHbI 00pa30BaHMEM WM THUIEPIUIa3uei

OKOJIOIIMTOBUIIHBIX)KENE3,  oOpasoBaHusi  ajgeHorunoduza  (TOPMOHAIBHO-



HEAaKTHBHbIE W TOPMOHAJbHO-aKTHBHbIE (mponaktuHoma, CTI-, AKTI-
IPOIYLIMPYIOLIUE OMYXO0JIN)), 00pa30BaHUs MOIKETYIOYHOM KeENIEe3bl WA OIYXO0JIN
u3 kieTok APUD-cucteMbl (MHCYJIMHOMBI, TJIFOKOTOHOMBI, TACTPUHOMBI, BUTIOMBI),
oOpa3oBanus HaaAMo4eqHUKOB (710 40%), 3T0KaYECTBEHHBIE U JOOPOKAYECTBEHHBIC
obpaszoBanus LK (20%, kpome MenyJUIsIpHOTO paka), peiko 00pa3oBaHUs APYTUX
OpPraHOB U CHCTEM (3JI0KaUE€CTBEHHbIE OOpa30BaHUsS JIETKHUX, JIUIIOMBI, MOJMIIBI

JKETyIKa, IIBAHHOMBI, OITYXOJIH sinyek) [1].

Cemeuvnvii III'A 4 muna (cIIl’A-4)- HacienoBaHHWE IO ayTOCOCMHO-
JIOMUHAHTHOMY THITy, 00ycioBieH myTtamueid B rene CACNATH, oTBeTCTBEHHOTO
3a paboty Ca-kananoB, CaV3.2 [4]. Hayano 3a0osieBaHusl B paHHEM BO3pacTe,
COUETAaHHE C MEHTAJILHBIMU HApYIIECHUSAMH, COLMATIBLHON Je3aanTaleii Ha ATOM
done. IIpu Buzyanuzanuu HaanoueunukoB (HIT) usmeHeHus: He BBISBISIIOTCS WM

MOKET ObITh MUHMMAaJIbHA CTENEHb runepruiazuu [4]. Jleuenune npoBogutcs AMP
[4]

PASNA (primary aldosteronism with seizure and neurologic abnormalities)
cuaapom — [II'’A B coueTaHuM C HEBPOJOTMYECKUMHU IOPOKAMH, CYIAOPOKHBIM
CUHAPOMOM, Cllydyad omucaHbl y 2 neBodek. Hauamo 3aboneBaHus B paHHEM
BO3pacTe, MOKa HET JaHHBIX O BUJE HacienoBanuu 31oil popmel [1I'A. 3aboneBanue
oOycnoneHo myrtauueit B rene CACNAI1D, konupyromiero padory Ca-kaHalloB
CaV1.3. Usmenenus B HII npu Busyanusanuu HE BBIABISIOTCS, Koppekius Al

MPOBOAUTCS C UCIIOJIb30BaHUEM OjokatopoB Ca- kananos, AMP [4].

INUaEeMHOIOTUA
Panee pacnpoctpanennocts [II'A oneHuBanace, kak MeHee 1 % manueHToB
CO CPEIHETSHKEIION apTEPUAIIbHOM TUIIEPTEH3UEM U MPEAINOIarajioch, YTO

THIIOKAJIMEMUA ABJISICTCS HCIIPCMCHHBIM YCJIOBUCM JIA ITIOCTAHOBKU IUATrHO3a [2]

Cpenu SHIOKPUHHBIX MNPUYUH BTOpUYHOU Al NIUAEpCTBO NPUHAIIEKUT
nepsuuHomy [II'A, xotopsiii HaOmomaercs y 5-10% manueHToB ¢ runepTeH3uen

[2]. Tlocnenuue uccnenoBanus mpoaeMoHcTprpoBanu, uro [1I'A BcTpevaercs y 17-



23 % mnauueHToB ¢ pe3ucTeHTHOW Al (YCTOMYMBOW K 3-M aHTUTMIIEPTEH3UBHBIM

nperaparam) [2].

Knaccupuxauus

Brinenstor cinenyroniue hopmel [ITA [4]:

o Anpaocteponnpoayuupytomas ageHoma ((AITA), cunapom

Konna).

° Nnuonatuueckuii runepanbaocreponnsm (UI'A).

o OnHOCTOPOHHSIS TUIIEpIUIa3Us HaJIIOYEYHUKA.

o Hacnencteenno o0ycnosnennsiit [II'A (cemeiinsiii [II'A 1 Tuna
(TITFOKOKOPTUKOUITOAABIISIEMBIiA TUIIEPAIIBIOCTEPOHU3M, cl[ll’'A-1),
cemeinblil [II'A 2 tuna (cI1l’'A-2), cemeitnsiii [1I'A 3 Tuna (cII’'A-3), MOH-
1.

o CuHAPOM OSKTONMPOBAHHOM MPOAYKLUMH aJbJOCTEPOHA: IIPU
BHEHA/IITOYEYHUKOBOU JIOKaJIM3a1 U1 aJIbIOCTEPOHITPOIYLIUPYIOLINX

OHyXOHCﬁ (paK HlI/ITOBHI[HOi/'I JKCJIC3bI, OIIYXOJIM AWMYHHUKOB, KHMIICYHHUKA U

ap.).

o AJbIOCTEPOH-TIPOYUPYIOLIAs KapIIUHOMA.

JAnarnocruka

Knunuueckasa xapmuna

Oo6muratueiM curapomoM IIT'A sBnsierca Al (wactora 3mokauecTBeHHON Al
— 6-9%; xpuzoBoit AI' — 50%), B 6onbpmmHCTBe ciiydaeB [II'A compoBoxkmaercs
U3MEHEHUSIMU COCTOSIHUS CEPACUHO-COCYTUCTON CUCTEMBI (QJIbIOCTEPOH3ABUCUMAS
runeprpoduss Muokapaa, GuUOpPo3HbIE HM3MEHEHHUS B MHUOKapiAe, HApYIICHUS
nuacToimyeckod (QyHkiuu MmMuokapaa). Y mnamueHToB ¢ I[II'A Bbicoka wacTtoTta
CEPACYHO-COCYAUCTBIX  IMOPAXKEHUH U CMEPTHOCTM B  CPaBHEHUH C
PaHIOMHU3UPOBAHHBIMH MO BO3PACTy U MOy OOJIbHBIMH C aHAJOTHYHOM CTENEeHbIO

NOBBIIIEHUS apTepraiibHoro nasieHus (AJl) npu sccennmansaon Al [2].



CHmwxkeHne (QYHKIIUU TIOYEYHBIX KAHAIBIEB (HUKTYpHS, TMOJUYpUS,
TUIIOM30CTEHYPHS, IIEJIOYHAsl peaKkus MOYM, allbOYMUHYpHs) BbIsABIsieTCs B S50-
70% cnyuyaeB III'A [3]. Hedponatus npu [II'A umeeT cMemaHHBIM TeHE3 |
oOycCJIOBlIeHa KaK HEMOCPEACTBEHHBIM BIHMSHUEM H30BITKA A, TaKk W JEHCTBUEM
TUIMOKAIMEMHUH U Pa3BUBAIOILIEIOCS TUIIOKAIMEMHYECKOTro ankano3a. He Tak naBHO
pa3BUTHE TUMOKAJIMEMUHU CUMTAJIOCh KiaccuueckuM mposiBienueMm [1I'A, oxnaxo,
110 COBPEMEHHBIM TPEICTABJIICHUSIM JTaHHBI CUMIITOM BCTpedaeTcs b B 9-37 %

CJIy4acB.

Y namuentoB ¢ III'A 10ocTaroyHO YacTO BBIABISIIOTCS HapyIICHUS
HEUPOMBIIICYHOU MTPOBOJIUMOCTH U BO30YIUMOCTH (TIape3bl, MbIIIIEYHAs C1a00CTh,

MapecTe3nu, CyJI0poru), 00ycioBICHHbIC TUTIOKaTeMueH [2].

Nmerommecss Ha CErOAHAIIHUKA JIEHb JAHHBIE CBUJACTEIBCTBYIOT O
HapYILIEHUAX YTJIEBOJHOIO U JunuaHoro oomena y mamueHtoB ¢ [IT'A. Jlnsa [ITA
XapaKTEpHO Pa3BUTHE HWHCYJIMHOPE3UCTEHTHOCTH, y TanueHTtoB c II['A Bbime

qaCcTOTa OXXUPCHUA, HapymeHHﬁ TOJICPAHTHOCTH K I'/IFOKO3C M CaXapHOI'O III/Ia6eTa
[3].

Kpurepun ycranosnenus nuarnosa [1I'A:

Huarnoctuka III'A npoBoAMTCS € HUCHOJIB30BAaHUEM JIAOOPATOPHBIX M
UHCTPYMEHTAJIBHBIX METOJOB oOcnenoBaHus. IlepBbiM 3TamoM HEOOXOAMMO

MCCJIEIOBAHNE YPOBHEH albiocTepoHa (A), peHUHA U KaJusl.

IIpu coyeTaHuM CHOHTAHHOW THUMOKATUEMHH, YPOBHS pPEHUHA HUXKE
pedepeHCHOro 3HauyeHus, MIa3MEHHOW KOHIIEHTpalluu ajibaoctepoHa >20 Hr/min
(550 nmonw/n) — mumarHo3 III'A cuuTaeTcss yCTaHOBJIICHHBIM 0O€3 MPOBEIACHHS

ﬂaaneﬁmero IMOATBEPKAAIOIICTO TCCTUPOBAHMNA.

[Ipu nonoxutenbHoM nepBuyHoM Tecte (A > 10 ur/an (100 nr/mu, 277
MIMOJIB/JI) U aKTUBHOCTU peHMHAa < 1 Hr/mi/4ac (WM TpsIMOTO pPEHUHA HUKE
pedepeHCHOro 3HaueHUs1) U MPOBEACHHBIM MOATBEPKAAIOIMIUM TECTUPOBAHUEM —

nuarHo3 [II'A cunrtaercss ycTaHOBJIEHHBIM.



JUiss  uckimroueHus reHetndeckux BapuaHToB II['A pexomeHgoBaHO

uccnenoBanue mytann KCNJS ¢ nensto uckimouenus clll’A-3 y nereii ¢ I[1T'A [1].

Bcem mnammentam ¢ Manudecrtanuein III'A B Bo3pacre go 20 net, ¢
OTSTOIICHHBIM CEMEHHBIM aHaMHe30M Mo Hanuuuio [I['A wanm WHCYNBTOB Yy
POJICTBEHHHKOB B MOJ0OJIOM Bo3pacte (<40 1er), peKOMEHJO0BAaHO T'€HETUYECKOE

TECTUPOBAHUE HaA MpeaMeT uckiaodeHus cemeiinoro I1I'A 1 tuna (cII"A-1) [5].
JlabopamopHhvie ouaznocmuyeckue uccieo008aHus

PexomennoBano mpoBeneHue auarHoctuku II['A y creayromux Tpyni

MMaIuECHTOB:

o co crabuiabHO mOBbIMIEHHBIM AJ] 6onee 150 mMm prt.cT. (ms
cucronuyeckoro) w/wmwm 100 MM pT.cT. (A1 JIUACTOIUYECKOTO),
3a()UKCUPOBAHHBIM TPWK/IbI B pa3HbIC JTHU;

o c Al 6onee 140/90 MM pT.CT., yCTOHYMBOM K 3 TUTIOTEH3UBHBIM
mpemnapaTaM, BKJIIOYas JUYPETHYECKOE CPEACTBO WM  TOJAArOIIeHcs
neuennto (AJl menee 140/90 MM pT.cT.) HA 4 WU OOJEe TUIIOTEH3UBHBIX

npenaparax [1].

B kadectBe nepBuuHOro Ttecra auarHoctukn Ha [II'A y nanueHTOB
yYKa3aHHBIX TPYyNN PEKOMEHJOBAaHO ONpeleseHue aOCONIOTHBIX 3HaYyeHud A u
aAKTUBHOCTU peHUHA. [[0J105KUTEBHBIM IEPBUYHBIM TECTOM CUUTAIOTCSA 3HaUEHUS A
> 10 ar/mn (100 or/ma, 277 OMoOJb/11) U aKTUBHOCTU peHuHa < 1 Hr/mu/yac (wiu

PsIMOTO PEHUHA HIKE pedepeHcHoro 3HadeHus ) [1].
Iloozomosxka

[IpenBapurenbHOE U3MEpPEHUE YPOBHS Kanus B KpoBU. [Ipu runokanuemuun

HE00X0aMMa KOPPEKLHUS, LEeJIEBON YPOBEHb 4 MMOJIB/JI.
BosnbHOM HE TOKEH OrpaHUYUBaTh NOTPEOJICHUE HATPUSI.

[Ipyu moNy4yeHUHM  OTPULIATENTLHOTO TMEPBUYHOrO TecTa Ha  (oHe

HCKOMHGHCI/IpOBaHHOﬁ TUMIOKAJIMEMHUU  W/HAIIN npueMa aHTUTHUIICPTCH3UBHBIX



MpenapaToB, OKa3bIBAIOIINX BO3MOXKHOE BIUSHHUE HA YBEJIMYEHUE YPOBHS pPEHUHA
(uAIlD, BPA, AMP u ap.) nokazano mOBTOpHOE omnpenesieHue A, peHrnHa, Ha GoHe
OTMEHBI/MOAU(UKAIIMM  AHTUTUIIEPTEH3UBHOM  Tepanmuu U KOMIICHCAIIUU
TUTIOKAIMEMHUH, €CIM KOHTpOoJib Al’, TUNOKAJIMEMHH MOXKET OCYLIECTBIISITHCS
npenaparaMi C MHUHMMAJIbHBIM BJIMSHUEM Ha YpOBEHb A W pEHHHA, TaK Kak

JIO’KHOOTPHULIATEIBHBIN pe3yIbTaT BO3MOKEH.
VYcnoBus 3a60pa KpoBHu:

3a00p B yTpEHHHE 4Yachl, MOcje MpeObIBAHUSI MAlMEHTa B BEPTUKAJIHLHOM
MOJIOKEHUH (MOKHO CHJIETh, CTOSITh, XOJIWTH) HE MeEHee 2-X YacoB.
HemocpencrtBenHo mepen 3a00poM KpOBH HEOOXOJMMO CHIETh B TeueHue 5-15

MUHYT.
VYcnosus 3a6opa kpoBu Ha A, APII/TIKP u kanuii:

L OCYHICCTBIIACTCA MCAJICHHO IOIIPUIICBBIM CII0CO0O0OM

(BaKyTEMHEPOM HEXKEJIATEIIbHO — PUCK MOBBIIICHUE KaJUs)

o n3beraTh CKUMaHUA KyJlaka

o 3a00p KpOBU HE paHee, YeM uepe3 S5 CeKyH/I MOCIe CHATHS KIyTa
o cenaparius ria3mMel He no3aaee 30 MUHYT mociie 3a00pa

o nepen  UEHTpU(PYTUpPOBAaHUEM  JepKaTh MNPOOUPKY  MpHU

KOMHATHOM Temneparype (a He Ha Jbay, T.K. Xon0/ yBenuunuBaetr APII)

o nocyie MeHTpUPyrupoBaHus, MPU HEOOXOAUMOCTH OKUJAHUS
MOCTAaHOBKM B PadOTy, IJIa3MEHHBIH KOMIOHEHT MOABEPTHYTH OBICTPOiA
3aMOpO3Ke

o CTa3 ¥ TeMOJIU3 TPEOYIOT MOBTOPHOTO 3a00pa.

[TepBuunsiii ckpununr Ha [1I'A MokeT IPOBOAUTHCS y TAIMEHTOB Ha (OHE
npuemMa JII00bIX AHTUTUMIEPTEH3UMBHBIX  MpEenapaTroB, OJHAKO, OLIEHUBATh
MOJTy4YE€HHBIE PE3yNbTaThl, HEOOXOAUMO C Y4ETOM MpUHHUMaeMou Tepanuu. [Ipu
MOJyYEHUU COMHUTENbHBIX pe3yibTaToB nepBuyHoro tecta (A > 10 ur/mm (100

nr/mia, 277 NMOAB/T) M HU3KOHOPMAJbHBIN/HOPMAaNbHBIN/TIOBBIIIEHHBIA PEHUH)



IMOKa3aHO IMOBTOPHOC OMPCACICHNUC JJaHHBIX rokasarejei KpOBH ITIOCJIC KOPPCKIHNU

ATl tepanuu Ha ¢oHe mpuéMa MpemnapaToB ¢ MUHUMAILHBIM BiusiHEeM Ha PAAC

13].

Yenonus | AnLaocTepon APTT w/unn IMTEP
MegukasmenTm
bera-tnokaropn, ATX won COTAG l Ll
Henmpanenme  ansda-aIpenoMHMETHEN, l N}
ATX koa CO2CA
Hecrepounmnie l Ll
HPOTHROBOCTIATHTCNBHBIE CpeacTBa
(HIIBC), ATX woa MOLA
Tuassnausie anypernen, ATX kog CO3A f— 1t
Hetnasuameie quyperiki, JelicTeyomme T— Tt
Hil KOPTHEMIBHBIA cerment nermn Denne,
ATX xoa CO3B
"Merneswe” auyperukn, ATX won C03C {= 1t
Kanuiicheperarompe auypernsn, ATX t tt
woa C030D
Hurnburopu AHrHOTEI M- 1 1
npenpawgiomero  gepaenra  (wAlD),
ATX xoa CO9A
Anraronncetel anrvorersnaa [, ATX l 1
ko CO9C
JIHrnapon HpAHHOBELE NOKATOPEL 1= T
Kanbimess X Kananos, ATX kop CORC
Hurntwrops  cexpeunn penmna, ATX | 1 (APTTHITKP)
koa CO9XA
[lporecrarens H CTPOTEHEL — — (APIT) (TIKP)
(puEcuposanibe  kombuHanun), ATX
Ko Gﬂs.ﬂhﬁk
Mporecrarens H ICTPOr ekl — — (APIT) [(TIKP)
{H{JM‘.‘IHHEIJIH][ AUTH S DOCIICAOEATCIRHOTD
npuema), ATX ko GIIAB
Serporensd, ATX won GO3C — — (AP} (TIKP)
[Mporecrarenst & wkoumOuHanme ¢ — — (APIT) (TIK)
serporedamn, ATX wog GO3F
Kanmii
Manokanxesus l T—
uneprannesus 1 1=
OirpaniyedHne oo
eCTh 1 11
HET l Ll
Hpyroe

Boapacr = 63 ner l N}
Mpemenonayza’ T — (APIT) (TIKP)
XpoHnseckan MOMETHAR — 1
neaoeTatounocete | XTTH)
TMcesaorunepaibaocTepounim 2 tina’ —+ l
BepemennocTh 1 1
Penosackynapraa Al 1 11
Inoravecreernan Al 1 1t

AKTUBHOCTH PCHHUHA

Tabmuma 1. daktopsl, BIMSIONIME HA YPOBHU aOCOJIOTHBIX BEJIMUYUH A U




Iloomeeporcoarowue mecmoi

Y m[anuMeHToB C TMOJIOKUTEIBHBIM TEPBUYHBIM TEeCTOM (abCONIOTHBIE
3HayeHust A > 10 ur/an (100 nr/mn, 277 nMonb/l1) U aKTUBHOCTH peHuHa < 1
HI/MJ1/49ac (WM IPSMOT0 PeHUHA HUXKE peepeHCHOTo 3HaYeHUsI ), WM Y IMaIllieHTOB
C HEOTHOKPATHO MOTYyYEHHBIMA COMHUTEIbHBIMU PE3yJIbTaTaMU MEPBUYHOTO TECTA
Ha ¢one otmensl Al Tepanuu c BausHueM Ha PAAC, a0 mnpoBeneHus
mubdepennmnansioro auarHoza ¢opm II['’A  pekoMeHIOBaHO TIpOBENICHUE

noaTBepxaaromiero [1I'A tecta (onHoro unu 6onee) [3].

B kauecTBe NOATBEPkKAAIOLIETO TECTA PEKOMEHIOBAHO BBINOJIHEHUE TECTA C
busnonornyeckum pactsopom: uHPy3us 2 nutpo 0,9% pactBopa NaCl B TeueHue
4 4acoB C OMNpENIEJICHUEM aJCKBATHOCTU CYMPECCUU MOCTUH(PY3MOHHOTO YPOBHS

aJbJIOCTEPOHA, B HOpME — MeHee 5 Hr/yt (138,7 nMos/mn).

Ha Bpems mpoBeaeHus: MOATBEPAKAAIOIIETO TECTA PEKOMEHIYETCS B KAUECTBE
AHTUTUIIEPTEH3UBHOM Teparuy MCIOJIb30BaTh (hapMaKOJOTUYECKUE TMpenaparhl C
MUHHUMAaJIbHBIM WIH MOJHBIM OTCyTCTBUEM BiausiHus Ha PAAC, He00X0AMMO Tak ke
n30eraTh Ha3HaYEHUE JAPYTUX MPENapaToB, U3MEHSIIONIUX YPOBEHb PEHUHA, TaK KaK
Ha (oHE MX MpUeMa MpeaoTBpallaeTcs MoAaBieHue A U pe3yJbTar Tecrta Oyner
JIO’)KHOTIOJIOKHUTENIbHBIN:  LeHTpaibHbie  anbda-anpeHomumetuku,  HIIBC,
TUA3UJHbIE JUYPETUKH, HETUA3UAHBIE AUYPETHKH, 'TETIEBbIE" IUYPETUKH,
Kanmiicoeperatonue auypetuku, UAIID, aHTaroHuctsl aHruotrensuHa I,
JTUTHIPOTTUPUIMHOBBIE OJIOKATOPHI KATBIIUEBBIX KAaHAJIOB, HHTMOUTOPHI CEKPEINH

pE€HHHA, IPpOoreCTarcHbl 1 3CTPOT'CHBI.

Bcem mnamuentam ¢ yabopaTopHO TOATBEPKACHHBIM JuarHozom [IT'A
HE0OXOIMMO MPOBEICHIE HOYHOTO MOJIABIISIONIEro TeCTa ¢ 1 M iekcaMeTa3oHa JJist

WCKJIFOYEHHUS COYETAHHOW TUIEPIPOAYKIIMU A U KOPTU30JIA.

HHcmpymeHmaﬂbele ouazHocmu4ecKue uccied08aHusl



Bcem mnammentam ¢ III'A  HeoOXoaumMo TPOBOAUTH KOMIIBIOTEPHYIO
tomorpaduro (KT) HanmoueyHNKOB ¢ KOHTPACTUPOBAHUEM, C LIETBIO OMPEICICHNUS

BapuanTa [I['A n uCKIIIOUCHMS aJPEHOKOPTHKAILHOTO paka [1].

Eciu ans tepanuu I[II'A paccmaTpuBaeTcsi XMpypruyeckoe JieueHue (HeT
MPOTUBONOKA3aHUM U OTKa3a MalMeHTa), TO JJIsl MOATBEPKACHUSI OJHOCTOPOHHEH
TUMEPIPOAYKIIMM A PEKOMEHJ0BaHO TMpoBeAeHue Quedorpadun HEHTPaTbHBIX
HAJINIOYECYHUKOBBIX BEH B paMKaxX yUpexJCHHS, UMEIOUIETO OMBIT MPOBEACHUS U

OIICHKH PE3yJIbTATOB JIAHHOTO MCCIie0BaHus [4].

[Tanuentam mitaamie 35 ser, ¢ runokanvemMueit (0e3 npuema TnypeTHIeCcKIX
mpenapaToB), aOCOMOTHBIM 3HaueHueM A > 30 Hr/min (832 mMoub/in), HU3KUM
PEHMHOM M OJHOCTOPOHHEN aJeHOMOW HaanodeuHuka no naaHHeiM KT, mokaszana

OJIHOCTOPOHHSIA ajipeHamdkTomus 0e3 nmposenenuss CCB3K [2].

Jleuenue

Xupypauueckoe neuenue

Metogom BwiOOpa B JjedeHuun mnoxarunoB I[II'A ¢ oaHocTOpoHHEH
runepnpoaykmnuei anpaoctepora (AITA) m (OHI') sBisercs sHIOCKOMHYECKas

anpeHadKkromus [1].

Jlooneparmonnoe Benenue. OCHOBHAs 1EJb MPEOTEePAIIMOHHON TOITOTOBKU
— HopManuzanus AJl (<140/90 MM PT.CT.) U KOPPEKIIHS TUIIOKATTUEMUHU, YTO MOXKET

notpedoBath HazHaueHus AMP [1].

[TocneonepaumonHoe BeAeHuWe. B mepBBIM  NOCIIEONEPAlMOHHBIA  JEHB
UCCJIENYIOT YPOBEHb Kajus, A U pEeHUHA, IPUHKUMAs. BO BHUMaHUE, YTO YPOBEHb
peHrHa MOXKeT emnle He u3MeHuTbca. AMP u uHy3us kamust JOKHBI OBITH

oTMeHeHsI [1].
Koncepsamueroe neuenue

Y manMeHTOB C JIOKa3aHHOW OJHOCTOPOHHEW THUIEpNpPOAYKUMEH A mpu

BBICOKOM  OIICPpAlMOHHOM  pPHCKE HJIM OTKAa3C IIalUCHTa OT OIICpaluu



PEKOMEH/IOBAHO JICUEHUE AHTArOHUCTAMH MHUHEPAIOKOPTUKOUIHBIX PELENTOPOB
(AMP). HauvanbHast 103a cnupoHojiakToHa 12,5-25 Mr OIHOKpaTHO €XEIHEBHO,
3¢ deKTUBHAs 1032 TUTPYETCS OCTENEHHO O MaKCUMabHOU 1036l 300 MI B J1€Hb,
00BIYHO AP PeKTHBHA 1032 25-50 MT B CHB), U, KaK aJIbTEPHATHBA, SIUIEPEHOH (25
MI JIBa pa3a B JI€Hb) BO3MOXXHO B COYETAaHUM C MHOTOKOMIIOHEHTHOM

TMIIOTCH3UBHOM Tepanueii [1].

[Ipy nBYCTOpOHHEH THUOEPHIPOAYKIMM A PEKOMEHJOBAHO IMTEIHLHOE
HasHaueHue AMP: B kadecTBe OCHOBHOrO mpenapara — CIHPOHOJIAKTOH, B
MUHHMaJIbHO TUTPOBAHHOMW J103€¢ (HayaibHas J103a CIIUPOHOJIaKTOHA 12,5 - 25 mr
OJIHOKPATHO €XEIHEBHO, d(PdeKTUBHAs J103a TUTPYETCS TMOCTEIEHHO [0
MakcuMasibHOM 10361 300 MT B J1eHB, 00bIYHO d(pdekTrBHA 1032 25-50 MT B JICHB),
1, KaK aJIbTepPHATUBA, IJICPEHOH (25 MT J1Ba pa3a B JIEHb) BO3MOXXHO B COUYETAaHUH C

MHOTOKOMITOHEHTHOW THITOTSH3WBHOM Tepanueii [1].

[Ipy 1BYCTOPOHHEM THNEPIUIA3WM HAAMNOYEYHUKOB HAdalbHAas 034
CIUpPOHONaKTOHa 12,5- 25 Mr omHOKpaTHO, eXeaHeBHO. OddeKTuBHas 03a
TUTPYETCA TOCTENEHHO J0 MakcuMmaiabHOM n03bl 300 Mr B JA€Hb, OOBIYHO

saddexTrBHA 1032 25-50 MT B JICHb.

CraproBas 103a JiJ1s1 STUIEpeHOHA — 25 MT J1Ba pasa B JieHb. s 6oapHbIX ¢ 111
craauet XbII cnupoHONAKTOH W AIUIEPEHOH HMEIOT O0oJiee BBICOKUNA PHUCK

runepkanruemMuu, s 6oapHbIX ¢ [V craguein XBII npenapatsl NpOTUBONOKA3aHBbI.

[Tarmentam ¢ cII'A 1 pexkoMeHAOBaHO WCIOIB30BAHUE MHUHHUMAIbHOU
TUTPOBAHHOW J103bI TIIFOKOKOPTUKOUJOB. JlomonHutensHoe Ha3zHaueHue AMP
JIOMTYCTUMO TIPU  HEBO3MOXHOCTH JOCTHKEHHS LEJIEBbIX 3HaueHut Al u
HopMmokanuemuu. CtapToBas Ao3a JekcamerasoHa s B3pocibix 0,125 - 0,25
MT/CyTKH, CTapToBas 703a MpEeAHU30JIoHA 2,5 - 5 MI/CYTKH, JJIA JNETeH, /1032
IIIOKOKOPTUKOUIOB JIOJKHA Ha3HAYATHCSA € MOMPABKOM HA BO3PACT M MaccCy Tela, a
nokazatenu AJl omnpenensitorcss BO3PaCTHBIMM M T€HIECPHBIMH HOPMAaTUBHBIMU

3HAa4YCHUAMM.



JAucnancepHoe Habawoaenne y nauueHTon ¢ [II'A
[Ipu coxpansromieiicss A’ mampeHTamM 1MocCJ€ ONEPaTUBHOIO JIEUEHHS IO
nosony III'A pexomenayercs HccileqOBaHUE albJOCTEPOHA, PEHHWHA HIIM €ro

akTuBHOCTH [1].

[Tammentam c¢ I[II'A, HaxomdAmMMCS HAa MEIWKAaMEHTO3HOM Tepallvu,
pPEKOMEHAYETCSl JUCIAaHCEpHOE HAOMIOACHHE C O0OCIEIOBAaHUEM 110 IOBOIY
HapyILIEHUH, BBI3BAHHBIX ApTEPUAIIBHON THIIEPTEH3UEN U BIMSHUEM A Ha OpraHbl-

MHIIICHU.

[Tarmentam ¢ III'A u xanobamu Ha HapymeHus putma cepauna (HPC)
HeoOxomumo mnpoBenenne XM OKI' nmns yrounenuss Buma HPC, a Taxke

OIpPEEICHUE YPOBHSI KaJHsl.

Bcem nartuentawm c [1I'A Heobxoaumo npoBenenre DXOKI niig uckirodeHus

AJIbJOCTCPOH-UHAYIHUPOBAHHBIX U3MECHECHUN MHOKapaa ccpana.

Bcem manmentam ¢ [II'A HeoOxoaumo ompeneneHue ypOBHS KpeaTHHUHA
CBIBOPOTKH KpoBH ¢ pacueToM CK®, a TakKe BBIIIOJIHEHUE aHaln3a Moyl HAa MAY

JUTSL UICKJTIOYEHUST HapylIeHUsT PYHKIIMHU MOYeK.
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