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CIIMCOK COKPAIIEHUI
AKTT — aagpeHOKOPTUKOTPOITHBI TOPMOH
BJIKH — BpoxxaenHast 1ucGyHKIMSA KOPbI HAJAMOUYEUYHUKOB
C®-1 - crepounnorennsiii gaxrop 1
CAI'K — cemeitnblil 1e(UIIUT TITIOKOKOPTUKOWIOB
I'K — rimroKOKOPTUKOUABI
Cucrema PAA - cucrema peHUH-aHTHOTEH3UH-AIbIOCTEPOH
I'TH ock — och runotanamyc-runopu3-HaarnoueYHUKA
N3C/ — nHCcyIMH3aBUCUMBINA CaxapHbIi 1uadeT
N®P-1 - uncynuHonoo0HbIH dakTop pocTa -1
JII' — JIFOTEMHU3UPYIOUK TOPMOH
TTI' - TMUPOTPOIIHBIN TOPMOH
DOCT" — homHMKyIOCTUMYIUPYIOMIUN TOPMOH
HII — nagnoyeynuku

IOMC — cuctema npooOnMOMEIaHOKOPTHHA



BBEOEHUE

HenmocrarouHocTh PYHKIMK HAIMOYCYHUKOB (TUTIOKOPTHIIN3M) MOKET OBIThH
NEePBUYHONM —  J1eQUUUT  TIIFOKOKOPTHUKOHMIOB  BCIEACTBHE  MOPaKEHUs
Ha/AMOYEYHUKOB U BTOpUUHOM — pe3ynbrar nepunura AKTI. I'naBHoe paznuune
MEXAY OTHMH JIByMs COCTOSHHSIMH  3aKJIKOYAeTCs B  HEAOCTaTOYHOCTH
MUHEPATIOKOPTUKOUAHON ~ (QPYHKIMM  HAAMNOYEYHUKOB, KOTOpas HEHU3MEHHO
COIIyTCTBYET NMEPBUYHOMY TMIIOKOPTUIU3MY M HE HAOJIIOJIAeTCsl IPU BTOPUYHOM,
korga umeer Mecto Toapko gepunutr AKTI, a ock peHUH-aHTMOTEH3HH-
aJIbJJOCTEPOH OCTACTCS UHTAKTHOM.

Y DNauueHToB € TMIOKOPTHULM3MOM OTMEYAETCs TOCTOBEPHOE CHHUKEHUE
KauecTBa JKU3HM, OoJjiee TSKEI0e TEYEHHE COMYTCTBYIOIIMX 3a00JeBaHuM,
dbopMupoBaHHE  OCTEONOpo3a Jaxe Ha (QOHE  PpEryjaspHOro mpuema

3aMECTUTEIbHOM TCpaIinm.

SATNOJNIOIrMA NEPBUYHOIO NTMNOKOPTULU3MA (BOJIE3Hb
AOONCOHA)

[lepBruyHas HaAMOYEUHUKOBAsT HEJAOCTATOYHOCTh ObUTa omucaHa Tomacom
AnMCOHOM B KJlaccM4yeckod MoHorpaduu, omyOnukoBaHHOW B 1855 romy.
OTHOCHUTCS K PEIKUM DHAOKPUHHBIM 3a00JIeBaHUSIM, BCTPEUACTCS B MOMYJISIUU C
gactoroir 4-11 cmygaeB na 100000 HaceneHusi, Tpu paHHEW JIHATHOCTHKE
JIOCTATOYHO YCHEHIHO KOMIIGHCUPYETCS C TMOMOIIBI0 3aMECTUTENIbHOM Teparuu.
[TpuuuHbl 60J1€3HU AIMCOHA TIPECTaBIICHbI B Ta0auIe 1.

Tabmuma 1. [IpuunHbl mepBUYHON HAATIOYECYHHKOBON HETOCTATOYHOCTH

AyTOMMMYyHHas

Cnopaauyeckas

AyTOMMMYHHBIN TOJIMAHAOKPUHHBIA CUHAPOM THUIa | (MepBUYHBINA THIIOKOPTUIIU3M,
XPOHUYECKUN KaHIUA03, TUIONAapaTupo3, TUIOIIIa3us 3yOHON 3Maltu, aonenus,

HCpBI/IIIHBIfl THIIOIrOHaaMu3M



AyYTOMMMYHHBIA NOJUIHAOKPUHHBINA cuHApoM Tuna Il nnu cunapom Hlmuara

(mepBUYHBIN THIOKOPTHUIIU3M, TIEPBUYHBIA THIIOTHPO3, ICPBUYHBIN TUIIOTOHAIA3M,
WHCYJIMH3aBUCUMBIN CaxapHBIN TUa0eT, 3I0KaYeCTBCHHAS aHEMUSI, BUTHIIUTO)
Nudeknuu: Tydepkynes3, rpuOkoBbie HHGEKIIMU, IUTOMeranoBrupyc, BUYU
MeracraTudyeckue omyxoJu

NuubTpanus: aMuIon1, rTeMOXpoMaTo3

BHyTpu-HaANMOYE€YHUKOBBIE T€MOPPAruu BCIEACTBUE MEHUHTOKOKKOBOM
centuiiemuu (cuaapom Yotepxaysa-OpusipuxceHa)
AnpeHoneiikoguctpodus

Bposknennas ruroruiasust HaJno4eYHUKOB:

mytanuu DAX1 (NROB1)

myTanun CP-1

Cungpom pesuctentHocty K AKTI:

myTtanuu rera MC2R

myTanuu rena MRAP

mytanuu reHa AAAS (ALADIN) (tpu-A cuHapom)

JIBYCTOPOHHSISI aIpEHAIIKTOMMUS

AyToumMMmyHHBII aapenaant. Cocrapisier 6osee 70% Bcex CiiydaeB MEPBUYHOTO
rUnokoptTuumsma. BceneactBue aapeHanuTa  pa3BUBAaeTCs  aTpoust  KOpbI
HAJIIIOYCYHUKOB C TIOTeped OOJBIIMHCTBA KOPTUKAIBHBIX KJIETOK, MPU ITOM
MO3TOBOM CJIOW OCTaeTcsi MHTaKTHbIM. B 75% ciyudaeB B KpOBH ONpPEAEIISIIOTCA
aJipeHaJIOBbIe ayTOAHTUTENA. Y TOJOBUHBI MAIMEHTOB C ayTOUMMYHHOU (popMOI
MEPBUYHOrO0 TUIOKOPTUIIM3MA OTMEYAETCS HaJu4yue APYTruX AayTOMMMYHHBIX
3aboJieBaHuM (Tabnuia 2), yamie — nopaxxeHue MUTOBUIHON JKeJIe3bl.
Tabnuua 2. YacTora Ipyrux 3HIOKPUHHBIX U ayTOUMMYHHBIX 3a001€BaHUN Y

MNangueHTOB C ayTOMMMYHHBIM 'HIIOKOPTUITU3MOM



3a00JIcBaHUS gactoTa (%)

TI/IpOl/II[HbIe 3200/1eBaHUA

TUIIOTUPO3 8
HETOKCHYECKHI 300 7
THUPOTOKCHUKO3 7

Hapymenusi ronajg

SMYHUKOBBIC 20
TECTUKYJISIPHBIE 2
N3CJ 11
I'mnonapaTupounausm 10
3/10kavYecTBEeHHAS AaHEMHS 5
OTtcyTcTBHE 53

AYTOMMMYHHBII moJuraanayJsapusiii cuapom (AIIC) mpeacraBieH B JIBYX
ornenpHbiX BapuaHtax. AIIC Tuma | — penkoe ayTocoOMHO-peLECCHBHOE
COCTOSIHME, BKJIOYaromiee Ooyie3Hb AJAMCOHA, XPOHUYECKUN KaHIWJ03 U
runonapatupo3. Yame Bcrpeuaercss AIIC tuma |l, koTopwlil mnpencraBiieH
0oJne3HbI0 AJJMCOHA, AyTOMMMYHHBIM MOPaXEHUEM IIMTOBHUJIHON >KEJe3bl,
caxapHbIM A1a0eTOM, TUIIOTOHAAU3MOM.
[Ipu >TOM OOBIYHO oOMpeAeNsieTcss HaJIU4Yue aHTUTeN K 21-ruapokcuiiaze, 4To
ABJISIETCA MapKEPOM MOPAKEHUS HAJAIIOYEUHUKOB.
HacJiencrBeHHbIH NEePBUYHBIA TMIOKOPTUUM3M. BpoxaeHHas rumnoruiasus
HAJIIOYEYHUKOB — TEHETUYECKOE HapyILIEHHE, CBSA3aHHOE C X-XpOMOCOMOH,
BKJIFOYAET BPOXKACHHBIA IEPBUYHBIA TUINOKOPTULIM3M W TEPBUYHBIA WA
ICHTPAIBbHBIA  (TUIOTOHAJOTPOIHBIN) TUINOTOHAAM3M. [IpUYMHON  pa3BUTHA
3aboseBanus sisietcst mytaius rena DAX1 (NROB1), wiena cemeiicTBa saepHBIX
penenTopoB, KOTOPbIX 3Kcpeccupyercs B kope HII, ronagax u runoranamyce.
KimmHnueckne mposiBICEHHS BapbUPYIOT B 3aBUCHUMOCTH OT MOJEKYISPHOTO

nedexra. Tsoxenbie ciy4dau MIPOSIBIISIIOTCSA BHa4aJie nedurmTom



MUHEPATIOKOPTUKOMAHON  (QYHKIMU € TOCIEAYIOUUM  MPUCOECTUHEHHEM
[IFOKOKOPTUKOMJIHONW HEIOCTATOYHOCTH. | MIIOrOHaau3M SIBISETCA PE3yJbTaTOM
COUeTaHus MEPBUYHOTO HAPYUICHUS TOHAJl U HU3KOTO YPOBHS TOHAIOTPOIMHOB.
beimn  ommcaHel TAaNMEHTHI C TO3JAHUM PA3BUTHEM HapyIieHUs (QYyHKITUH
HAJMOYECYHUKOB.

K HagnmoueyHUKOBON HEIOCTATOUYHOCTH 3a CUET HAPYIICHUS PA3BUTHS KOPHI
HAJIIOYCYHUKOB TAK)KE€ MOTYT TMPUBOAUTH MyTaluu ¢akTopa TPAHCKPHUIIIUU -
crepousioreHHoro (akropa -1 (Cd-1). Ilepsas onucannas mytanus CD-1 ObLia
(beHOTUNIMYECKH TIpe/ICTaBICHa HapylIeHHEM MOoJIOBOro pa3BuTus 46XY B Buie
nosHoW mHBepcun nona (DSD). K HacrosimeMy BpeMEHHU B JIMTEpAType OMUCAHBI
HOBEHIIME KIuHUYecKue (PeHoTurbl narueHToB ¢ aeduiutom CD-1, xoTopbie
BAPBUPYIOT OT  M30JIMPOBAHHOM  HEAOCTATOYHOCTH  HAJMOYEYHUKOB [0
M30JIUPOBAHHOIO HAPYIIEHUS TECTUKYJISIPHON WIIU SUYHUKOBOU (DYHKITHH.
AnpenoJeiikoguctpopusi - npuurHa (GOPMHUPOBAHUS  HAJMOYEUHHUKOBOU
HEIOCTATOYHOCTH B COYETAHWUU C JIEMUEITMHU3AIMEN HEPBHOM cHCTEMbI. HacToTa
BcTpeyaemoct  1:20000 HaceneHusi. AJpeHONIEUKOIUCTPOPUS pa3BUBACTCSA
BcaenctBue mytanuu reHa ABCD1 na xpomocome X028, KOTOpBIM KOAHUPYET
MEePOKCUCOMANTbHBIA MeMOpaHHbld TipoTenH ABC, yuacTByromuii B uMIoOpTte
JUTMHHO-TICTIOYEYHBIX KUPHBIX KucaoT [verylong- chain fatty acids (VLCFA)] B
MEPOKCUCOMBI. JleMuenuHu3auus SBISIETCS CIEICTBUEM HapYyLICHUS OKHUCICHUS
KUPHBIX KHUCJIOT B TMEPOKCHCOMAax H3-3a CHUKEHHUS aKTUBHOCTH ammi- Ko-A-
CUHTETa3bl. J[JIMHHO-IIETIOYEYHBIE KUPHBIC KUCIOTHl HAKAILJIMBAKOTCS BO MHOTHX
TKaHSX, B IMArHOCTHYECKUX LEJISIX UX KOHUEHTPALMs JOCTYIHA ONPEACIICHUIO B
ChIBOpPOTKE KpoBH. [losiHOE KiMHHUYecKoe MposiBlieHHE 3a001eBaHNs HAOII01aeTCs
TOJBKO Y MY>KUMH, )KCHIIIMHBI BBICTYIIAIOT B POJIM HOCUTEJIA.

NnentudunupoBanbl HECKOJIBKO GopM: neTckas nepedpanshas Gopma (30%
- 40% ciygaeB), agpeHoMuenoHeBponaTus B3pocibix (40%) u 6one3ns AnaucoHa
(7%). Hetckas uepeOpanbHas (opMma mposBisieTcs B Bo3pacTe oT 5 mo 10 jer

HaI[HOqeqHHKOBOﬁ HCAOCTATOYHOCTBIO H  MPOIrpCCCUPYIOIUM  MOPAKCHHUCM



HEPBHOW CHCTEMBI C Pa3BUTHEM B KOHEYHOM UTOTE€ CJICTIOTHI, HEMOThI U TSHKEJION
CIACTHYECKON TeTparuierud. JTo Haubosee dYactas (opma HaIIOYECYHHKOBOMN
HEJOCTaTOYHOCTH y JeTed Monoxke 7 Jer. B Oonee mno3gHue cpoku
aJpPEHOMUEIIOHEBPOIIATUSL MPOSBISECTCA MOCTEIIEHHBIM Pa3BUTUEM CIACTHYECKOTO
napesa u nepudepuuecKkoil HeBpoOnaTHH.

Bo3MOXXHOCTH JiedeHHs] aapeHOJEHKOAUCTpodUr B HACTOAIIEE BpeMs
orpaHudeHsl. Vcrnonb3yroTcss MOHOHEHACHIIIEHHBIE XUPHBIE KHCIOTHI C ILEJbIO
OJIOKMpOBaHUsI CHUHTE3a HACHIIICHHBIX JIMHHO-IIENIOYEYHBIX >KUPHBIX KHUCIOT;
KOMOMHaIMA 3pYyLHHOBOM M OJEHUBOM KHUCIOT (Mmacio JlopeHuo) ¢ uenbio
HOpMaJIM3allMd YPOBHS JUIMHHO-IIENOYEYHBIX >KUPHBIX KHCIOT. JleueHue He
U3MEHSET CTENEHb HMMEIOIINXCS HEBPOJOTHYECKUX ITOBPEXKICHUNA, HO MOXKET
MPEOTBPATUTh PA3BUTHE HOBBIX.

CemeiiHblil aepuuUT IJIIOKOKOPTUKOM/I0B WIIA HACJICACTBEHHAs
HeuyBCcTBUTENBHOCTh K AKTI - penkas mpuunHa TMIOKOPTUIM3MA, HACIEAYETCA
II0 ayTOCOMHO-PELIECCUBHOMY THITY, BCErAa IMPOSIBISAETCS B IETCKOM Bo3pacte. B
OonpIMHCTBE city4yaeB mepBbiM mnpusHakoM CJII'K craHoButcst HeoHartajdbHas
TUIOTJIMKEMHUSI WM pa3BUBILIAsACS B 0oJiee MO3AHUE CPOKU THIEPIUTMEHTAIUS.
Yacto y nereit ¢ CHAI'K nabnrogaercss HapyiieHue ckopoctu pocra. CemeiHOMY
neduruty 'K cBolicTBeHHA TepBUYHAS HAIIMOYCYHHUKOBAS HEIOCTATOYHOCTH C
HOpPMaJbHON aKTUBHOCTBIO cucTeMbl PAA. J[uarHo3 mMokeT ObITh MOJTBEPKICH
HaJlMYMEM HU3KUX YpPOBHEM KOpTHU30y1a, NOBBIMIEHHBIX 3HaueHuit AKTD u
HOPMAaJIbHBIX — aKTUBHOCTH PEHUHA TJIa3Mbl U aJIbIOCTEPOHA.

Bapuant CAI'K 1 tuna Bkimouaer npumepHo 25% Bcex ciydyaeB U OObSICHSETCA
HHAKTUBHUPYIOIIECH MyTtanueil penenrtopa, cBssbiBatomiero AKTI (MC2R).
Bapuantr CAI'K tuna 2 — pesynsrar Mmytanuu rena MRAP, KOTOpbIi HHUITUUPYET
BHyTpUKJIeTOUHbIN TpaHcropt MC2R, ommcan B HEKOTOPBIX CeMbsAX. Tem He
menee, y 50% nanuentoB ¢ CAI'K ne oOHapyxens! mytaniuu MC2R nwin MRAP.
Bapuant C/AI'K, Ha3BaHHBIN TPOWHBIM A CUHAPOMOM WJIM CUHAPOMOM AJUITpOBa,

BKJIIOYAacCT Tpuangy. HaJAIMIOYCYHUKOBYIO HCOOCTAaTOYHOCTD BCJICACTBHC



pesucrentHocT K AKTT, axanasuto, anakpumuto. [IpuunHoil siBisieTcd MyTanus
rera AAAS, xotopsiit kogupyet ALADIN, nmpotenH komIuiekca s1epHbIX MOp.

MHorue accouuMupoBaHHBIE C HAANOYECYHUKOBOM HEIOCTATOYHOCTBIO

CUHJPOMHBIE HapYILICHMs, B OCHOBE KOTOPBIX JIEKAT MOJIEKYJISIPHO-TEHETHYECKUE
Ne(PEKThI, OCTAIOTCS HEPACTIO3HAHHBIMH.
Nudgexuun. WMudexknnonnsle 3a007€BaHMS  SBISIOTCA YacTOM  MPUYHMHOMN
MEPBUYHOTO THUMOKOPTHIIM3MA W BKJIIOYAIOT TyOepKyse3, rpuOKOBbIE WH(EKINU
(rucromnazMo3,  KPUOTOKOKKO3) M LIUTOMETAJIOBUPYCHYIO  HH(EKIHUIO.
[loBpexxeHre  HAAMNOYEUHUKOB  NPOUCXOJUT  TaKKe MpPU  CHHIPOME
MPUOOPETEHHOTO UMMYHOAE(DULIHUTA.

bonesns Anancona TyOepKyJie3HON 3THOJIOTUN Pa3BUBAETCS 3a CUET 3aHOCa
MHDEKIUMU U3 APYrHMX O0YaroB, KOTOpble OOBIYHO YAAETCS IHArHOCTHUPOBATH.
Haanoyeunuku B Hayalsie polecca YBEJIMUEHbI ¢ OOIIUPHBIMU 3MUTEIHOUIHBIMU
IpaHyJeMaMy U Ka3€OUIHBIMU HEKPO30M, MIOBPEKIAAIOTCA U KOPKOBBIN U MO3IOBOU
cinou. 3areM B pesyibrare (uOpo3a HaAMOYEHHHKH YMEHBIIAIOTCA B pa3Mepe,
npumepHo B 50% ciyuyaeB HaOJI01aeTCs BhIpRXKEHHAs KabLIU(UKALIKS.

[locne mnepeHECEHHOW UUTOMETAJOBUPYCHOM MH(PEKUMH M aTUIAYHOU
MUKOOAKTEPUN MOKET Pa3BUBATHCS aIpEHANINT.

[Tpumepro y 10% mamuentoB ¢ BUY npu ob6cnenoBaHuy BBISBISETCS
CyOHOpPMaJIbHBI OTBET KOPTH30JIa Ha CTUMYJIALMIO KopoTkoil (opmoit AKTT.
HaanoyeuHnkoBass HEIOCTaTOUYHOCTb MOXKET C(OPMHUPOBATHCS  BCIEICTBUE
MPUMEHEHUsI TpenaparoB KETOKOHAa30ja (KOTOPbIA MHTMOMpPYET  CHHTE3
KOpTH30Ji1a) uiu pudaMmnuimHa (yCKopseT MeTaboau3M KOPTU30Ja).

3a uckmoyeHHWeM TyOepKylie3a W ayTOMMMYHHOTO — TOBPEXKICHUS
HAJIOYECYHUKOB, JPYrue MNPUYMHBI O00JIe3HHM AJJMCOHA BCTPEUYAIOTCS PEIKO.
Metacrazpl HII (npenMyInecTBEHHO W3 NEPBUYHOM OIYXOJW JIETKUX WIIU
MOJIOYHOM KEJIe3bl) — YacTash HaX0JKa Ha ayTOIICHH, OJTHAKO OHH PEJIKO MPUBOJISAT
K Pa3BUTHIO TUIOKOPTUIM3MA, IOCKOJBbKY [Jisi KIMHUYECKOM MaHudecTtauuu

3a001€eBaHUs JOJKHO OBITH MOBPEXKACHO 0K0JI0 90% KOpBI HANIMIOYEUHUKOB.



Hexkpo3 HII BciencrBue BHYTPHMHAIIIOYEYHUKOBBIX T'€MOpPpPAaruid  MOKET
pa3BUBATBhCA y TSDKENO OOJBHBIX MAIMEHTOB Ha (poHE WMHGOEKINH, TPaBMbI WM
KOaryJionatuii. BeICOK pUCK BHYTPHUHAANOYEYHUKOBBIX T€MOPPAruil y MalueHTOB
C TSDKENOM cenTuleMued, OCOOCHHO Yy JeTel, Korja Npu4yuHa Ccercuca -
Pseudomonas aeruginosa. Korma mpuumba Hekposza HIT — MeHUMHrokokmemmus,
accouuanys € HaAIOYEUYHHMKOBOM HEAOCTATOYHOCTHIO M3BECTHA KaK CHHIIPOM
Yorepxayza-Opuaepuxcena.

[MNOKOPTUIIM3M MOKET SIBJISITBCA CJHEACTBUEM TEMOXPOMATO3a WIIU

CapKouna03a.

aTnonornd sBToPM4HOro rMnOKOPTULU3IMA
[Ipu4rHBI BTOPUYHOTO TUIOKOPTULIM3MA MPEICTABIICHBI B TabuLe 3.

Tabnuua 3. [IpuyuHb BTOPUYHOM HAMIOYEUHUKOBOM HEIOCTATOYHOCTH

BTopryHbIM rHIOKOPTHLM3M

OK30reHHas TCpalivs rIIFTOKOKOPTUKOUIaMHU

['unonutyutapusm

CenextuHoe ynanenne AKTI -cekperupyrorieit aaieHoMbl runodusa

Onyxonb runogusa Wi oNepaTuBHOE BMEIIATEIbCTBO, KpaHUO(paprUHIreoMa

Arnoriekcus runodusa

['panynemato3ssl (TyOepKyse3, capkou, 503uHOGUIbHAS TPaHyJIeMa)

BtopuuHast onyxoiib (Jerkue, OpoHxH)

[TocneponoBoii uHpapkt runodpuza (cunapom [lnxana)

O6nyuenue runopuza (3pPexT oTCpoUeH Ha HECKOJIBKO JIET)

N3onupoBanubiil uanonatudeckuit neguuut AKTI

JlumpouunTapHslii runopu3nuT

Myraruu rena TPIT (TBX19)

Myraruu rena PCSK1 (nedext npoaykuun [IOMC)

Myratuu rena POMC

MHOXeCTBEHHBIN Te(UITUT TOPMOHOB TUMO(DH3a:
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myTaiuu rena HESX1

MyTanuu rema LHX4

myTaiu rena SOX3

myTaiuu rena PROP1

IIproOpeTeHHbIH BTOPUYHBbIH THNOKOPTHLUM3M —  MEXKIUCHUIUIMHAPHAA
KJIMHUYEeCKass mpobiieMa, Hambojee wyacras MpUYMHA KOTOPOWM - BHE3AMHOE
INpEKpAIlEHUE Tepanuu TIIOKOKOpTUKonaamu. Ilpumenenue »sk3oreHHsix ['K
CYNPECCUPYET THUNOTAIaMO-TUIIO(U3aPHO-HAATIOYEYHUKOBYIO OCh U CIIOCOOCTBYET
dbopmupoBaHuio aTpoduM HAAMOYEUHUKOB, KOTOpas MOXET COXPaHSAThCA B
TEYEHUE HECKOJIBKUX MECSLEB Iocie MpeKkpamieHus Ttepanud. Heobxoaumo
MpEeABUAETh Pa3BUTHE aTpO(UU HAMOYEUHUKOB y MAI[MEHTOB, KOTOPHIE MOJIy4aIn
7103y TUJIPOKOPTU30HA 3KBHUBaJEeHTHYIO 30 Mr/cyTku (>7.5 MI/CyT MpeIHU30JI0HA
wi >0.75 mr/cyT nekcamerazoHa) JiHTenbHee, yeM 3 mecsia. Kpome BemnmuuHb
CYTOYHOM J03bl NIIOKOKOPTUKOUJOB, HA CTEIIEHDb AIPEHAIOBOM CYNIPECCUU BIUSET
BpeMs Ipuema mpenapata. boyiee BblpakeHHas cympeccus HaOJI0JaeTcs, eCiH,
HanpuMep, MPEIHU30JI0H NPUMEHSETCS TI0 CXeMe 2,5 MT YTPOM U 5 MI' BEUEpOM,
YeM 10 CXEME 5 MI' YTPOM U 2.5 MI Be4epoM, IOCKOJIbKY 0oJiee BbICOKAsi BEUEPHSIS
no3a 6mokupyet BoiOpoc AKTI B panHue yrpeHHUE Yachl.

BTOpUYHBIl TUNOKOPTUIIM3M MOXET pa3BUBAThCS W Yy TAIlMECHTOB,
MPUHUMAIOIIUX JUIMTEIbHYIO 3aMECTUTENIbHYIO0 TEpaluio, IMpU OTCYTCTBUHU
aJIeKBaTHOM JT03bI TIIFOKOKOPTUKOMAOB Ha (POHE MHTEPKYPPEHTHOrO 3a00JeBaHUs
WJIM CTpecca.

Jpyrue mpu4vHBI BTOPUYHOTO THMOKOPTUIM3MA (Tabiuia 3) OTpakaroT
HeanekBatHyto npoaykinuto AKTI nmepegnet moneit runodusa. B GonbIIMHCTBE
MEePEUYNCIICHHBIX COCTOSIHUN Habmomaercs JeUIUT TPOAYKIIMA W APYTHX
TPOMHBIX TOPMOHOB THUMNO(PHU3a, MOITOMY MALMEHTHl MMEIOT YaCTUYHBIA WU
MOJIHBIM TUHONUTYUTapu3M. KimHuueckue nposBIICHUs TMIIONUTYUTAapU3Ma AaroT

BO3MOKXHOCTb CPABHUTCIILHO JICTKO YCTAHOBUTH AUAT'HO3.
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NzomupoBannsiii  gepunut AKTI BcTpedaercs peaxko U €ro  CIOXKHO
AuarHocTupoBath. OHON U3 MPUUKH SBISETCS TUMGOIUTAPHBINA THIIO(U3HT.

B neckonbkux ciyyasx uzonupoBanHoro nedunmra AKTIT HeonartanbHOro
nmepuosa OBLTM  BBISIBICHBI MyTaruu reHa [BX19, mpomgykius KOTOpOro
perynupyet I[IOMC.

Hedext HopManmbHOrO mocT-TpaHciaanuoHHoro mpespamienus [IOMC B
AKTI 3a cyer HapymieHuss mporopMoHaibHOTO (epmeHTa kKouBeptassl (PCLl wu
PC2) — emie onHa penkas NpUYMHA TUIIOKOPTUIM3MA. Y MAIMEHTOB MOXET UMETh
MECTO T€HEPAIM30BAHHBIA JNE€(PEKT MpeBpalleHUusl MENTHIOB, B TOM YHCIE
MIPOUHCYJIMHA B MHCYJIMH ¢ MaHU(ecTalueil caxapHoro auaodera.

Jpyrue penkue BpOXKACHHBIE IPUYUHBI BTOPUYHOTO TMIIOKOPTULM3MA
BKJIIOYAIOT MYTAIllMd TEHOB, KOHTPOJMpYIOMUX pasButue runodmsa: HESXI,
LHX4, SOX3, u PROP1l. 3Otu nedexkTsl MNPOSBISIOTCS  BPOXKICHHBIM
TUIONUTYUTAPU3MOM C MHOKECTBEHHBIM J1€(ULIUTOM TPOMHBIX T'OPMOHOB:
nepuunt AKTI MoxkeT He NpOosIBIAATHCA K MOMEHTY MarHo3a, HO MPOrPECCUBHO
Pa3BUBAETCS C TECUECHUEM BPEMEHHU.

BTOpUYHBI THINOKOPTULM3M BBIABISIETCS Y NAUUEHTOB C OOJIE3HBIO
Kymnara nocne ycnemHoro cenektuBHoro ynanenuss AKTI'-cekperupyroiieit
aneHoMbl Tunodpuza. DyHKIUS TNPUISKAINIUX «HOPMAIbHBIX» KOPTHKOTPO(OB
CyNpeccUpoBaHa B TE€YEHUE OOJIE3HHM M €€ BOCCTAHOBJIECHHE BO3MOXKHO CITYCTS
MHOT'ME MECSLBI ITOCJIE OIEPaLUU.

I'mnokopTunusM Ha (pOHEe KPUTHYECKHMX COCTOSIHMH. [ 'MIIOKOPTHLIM3M MOKET
OCJIOXKHSTh KPUTHYECKUE COCTOSHUS, B TOM YHMCIIE U Y NALMEHTOB C MHTAKTHOM
paHee OChbIO THIOTAlaMyC-TUMO(PU3-HAANOYEYHUKN. Takoe COCTOSHHE Ha3BaHO
(yHKIMOHATBFHOM HAANOYEYHUKOBON HEIOCTATOYHOCTHIO, YTO MOJYEPKUBAET €0
TPAH3UTOPHOCTb W  OTCYTCTBUE CTPYKTYPHBIX TOBPEXIACHUN. OTHOJOTHA
(GYHKIIMOHATBPHOW HAJNOYEYHUKOBOM HEJOCTaTOYHOCTH TOYHO HEU3BECTHA.
3aTpyaHeHO W J1a0OpaTOpHOE  MOATBEPKACHHE  JAHHOTO  COCTOSIHUS.

HecnocobHocTs K anekBaTHOMY (KOJMYECTBEHHO M KayeCTBEHHO) OTBETY
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KOPTHU30J1a Ha YPE3BBIYAMHBIA CTpECC WM CENCUC JUMHUTUPYET 3(D(PEeKTHBHOCTH
WHTCHCUBHOW TEpaNuy U 3HAUYUTEIBHO MOBBIIIAET PUCK CMEPTH IMalieHTa Ha GoHe
ocTporo coctosiHusA. HecMoTpst Ha TO, YTO JUArHOCTHKA OCTAETCsl CLIOPHOM, €CIIH Y
MalMEHTa €CTh IMO0JI03pEHUE Ha CyOONTHMAalIbHBIA OTBET KOPTH30Ja, TEKYILIUE
PEKOMEHIallMU BEJICHUS, HApAly C JIEUEHUEM OCHOBHOTI'O 3a00JI€BaHUs, BKIIOYAIOT
Ha3HAYEHHE [NIFOKOKOPTUKOU/IOB:
1. runpokoptuzon 200 mr/cyt B 4 mpuema wiu, npeamnodrutensaee, 10 mr\uac B
Ka4yeCTBE JUIUTENbHON NH(DY31H, IS TAIIUEHTOB C CENTUYECKUM IIOKOM
2. METWINPEIHU30JIOH IMI/KI B CYTKM MJi1 MAllMEHTOB C TSDKEJIBIM PaHHUM
OCTPBIM PECIUPATOPHBIM TUCCTPECC-CUHIAPOMOM.

[IpumeHeHne  IVIFOKOKOPTUKOMAOB  NPEANIOYTUTEIbHEE  3aKaHYMBATh
MOCTENEHHBIM YMEHBLIEHUEM J03bl, Y€M OTMEHSITh OJJHOMOMEHTHO.

He pexoMeHayercsi Ha3HAauyeHUE [JEKCAMETa30HA B KadyeCTBE JICUCHHUS
HAJIIOYEYHUKOBOM HEJOCTAaTOYHOCTH, ACCOLUMHPOBAHHOM € KPUTUYECKUMU

COCTOSAHUAMMU.

KNMWHWYECKUE NPOABNEHUA HAONOYEYHUKOBOM
HEOOCTATO4YHOCTHU
VY marnueHToB ¢ MEPBUYHOM HAANOYCUHHKOBON HEIOCTATOYHOCTHIO OOBIYHO
HaOmonaercss JeUIUT U TIIOKOKOPTUKOWJAOB W  MHUHEPAJIOKOPTUKOUIOB, B
OTJIMYME OT BTOPUYHOI'O TMIIOKOPTHIIM3MA, Korjaa cuctema PAA He ctpamaer. B
ATOM 3aKJIF0YaeTCsl OCHOBHOE Pa3JInure B COCTOSTHUU COJIEBOTO M BOJHOTO OajlaHca
MAIMEHTOB, YTO B CBOKO OYEPEAb ONPENAECTACT PA3INUrs B KIMHUYECKON KapTUHE.
YacTtoTa BCTpEYaEMOCTH  KJIMHHUYECKHMX MPU3HAKOB W  CHMITOMOB
MIEPBUYHOTO TUIIOKOPTUIIM3MA OTpakeHa B Tabsuiie 4.
Ta6muma 4. Knuandyeckue nposBiICHUS IEPBUYHOTO THIIOKOPTHITM3MA B X

qacToTa.

nposBneHuns yacTtoTa (%)

CUMIMMOMBbI
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CnabocTtb, yTOMNSEMOCTb, YCTanocTb 100

aHopekcus 100
[[@CTPOUHTECTMHAlbHbIE CUMMTOMbI 92
TOLWHOTa 86
pBOTa 75
3anop 33
AbBgomMmunHanbHble 60mnm 31
anapes 16
YKenaHue nogcanueaTth 16
OpTocTaTtnyeckoe rosioBOKpYyKeHne 12
MblLE€YHbIE UMK CBA30YHbIE BONK 13

KnuHu4eckue npu3sHaku

[MoTepsi Beca 100
['vMnepnurmeHTauns 94
['MnoTeHaunsa (cuctonuyeckoe Al <110 mm pT. CT.) 88-94
Butunuro 10-20
YWHble KanbumukaTsl 5

Camoe sipKo€e MpOSIBJICHUE NMEPBUYHON HAANOYEYHUKOBOM HEJOCTATOYHOCTH
(MCKITIOYCHHE - KOPOTKHI CPOK 3a00JIEBaHUS) — ATO MIUTMEHTAIUS KOXH, KOTOPast
OTCYTCTBYET IIPU BTOPUYHOM THIOKOpTULIM3ME. [IurmenTanus Oonee 3aMeTHa IpU
MHCOJSILIMM, B MECTax CTapblX LApallvH, MOAMBIIICYHbIX BIIAJUHAX, HA COCKax,
JAJOHHBIX CKJaJKaxX, MECTax JaBJICHUS M CIM3UCTBIX 000J0YKax (IIEYHBIX,
BAarMHAJbHBIX, AHAJIBHBIX). lIpUYMHON NHIMEHTAUWH CYHMTAOT ITOBBIIIEHHYIO
CTUMYJIALIMIO  KOpTUKOoTponuHOM penentopa MCIR. TIlpu ayroumMmyHHOMH
ATUOJIOTHH TUITOKOPTULIM3MA MOKET HAOII0JaThCS BUTHIIUTO.

KimHnueckne nposBIEHHSI ONPEIENSIOTCS CKOPOCTBIO Hadalla M TAKECTBIO

ropMmoHanbHoro nedummura. Bo MHOrmx ciydasx 3a0ojeBaHHE pa3BUBAETCSA
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CKPHITO H JHWAarHo3 YCTAaHABIMBAeTCs, KOrma y TMamueHta Ha (oHe
HHTEPKYPPEHTHOTO 3a00JICBaHUS Pa3BUBACTCS OCTPBIA KPH3.

OcTpasi HaANMOYEHYHUKOBAsE HEJOCTATOYHOCTh (AIMCOHUYECKUN KpH3) —
KPUTUYECKOE COCTOSIHHE, KOTOPOE TIPOSBISCTCS THUIIOTEH3WEH UM  OCTPHIMHU
[UPKYJIATOPHBIMU HapymieHussMHA (Tabiuma 5). AHOpPEKCHsI MOXKET OBITh CaMbIM
paHHHM TMIPOSIBIICHHUEM, 3aTeM MPHUCOSAUHSIIOTCS TOIIHOTA, PBOTA, JHMApes H,
uHoT;a, Oomm B kuBOoTe. Takke MoryT HaOmomaTees — (eOpumTeT,

THITOTTIMKCMHYCCKUC COCTOAHMS.

Tabnuua 5. Knuaudeckue u 1abopaTopHbIe MPOSIBICHUS aIpE€HAI0OBOr0 KpH3a

I[GI‘I/IIIpaTaI_[HH, TUIIOTCH3UA UJIK HIOK, HCCOPA3MCPHBIC TAXKCCTHU

COMYTCTBYIOLIETO 3a001€BaHuUs

TomHoTa UM pPBOTa C aHAaMHC30M IIOTCPU BCCA NI aHOPCKCUU

bons B ZKHNBOTC, TaK Ha3bIBa€MbIH ((OCTpBIﬁ KHUBOT»

HeoObsscHMMAsA TUTIOTTIUKEMUS

HeoObsicHumblil pedpuanteT

['unonarpuemus, TUNEpKATUEMUs], a30TEeMHUS, TUIIEPKATBIIUEMHUS, Y03UHODUITUS

FI/IHepHHFMeHTaHI/IH WU BUTHUJIUTO

JIpyrue ayTOMMMYHHBIE SHAOKPUHHBIE HAPYIIEHUS, TAKUE KAK TUIIOTUPO3 WIH

THIIOI'OHaI13M

VY mamueHTOB C OCTPO Pa3BUBIICHCS HAAMOYECYHUKOBON HEIOCTATOYHOCTHIO
Ha ¢oHEe reMopparuii HaOIIOJAETCs TUIOTEH3HsS, OOJM B KUBOTE, OOKOBBIX
MOBEPXHOCTSAX WJIM HIKHUX OTJAeJIaX TPYTHOW KJICTKH, aHOPEKCHS, pBOTA.
CocrossHuEe TPYIHO AUATHOCTUPOBATh, HO TMPOSBICHUS CKPBITOIO KPOBOTCUCHUS
(6pICTpO MamarNMii YPOBEHb TEMOTIIOONHA), MMPOTPECCUPYIOIAs THIICPKATHEMHUSI
Y TIIOK TIO3BOJISTFOT KJIMHUITUCTAM 3aIl0I03PUTh THArHO3.

B xauecTBe anmbTepHAaTHBHI y TAaIlM€HTa MOTYT HAOJIOJAThCS HEUETKHE

IIPU3HAKHU XpOHHLIeCKOI;‘I HCOOCTAaTOYHOCTH  HAAIIOYCYHUKOB — CJ'I36OCTI),
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YTOMJIIEMOCTb, TIOTE€PsI BecCa, TONTHOTA, NMEPHOIUYECKHA PBOTA, OOIU B JKHUBOTE,
auapess WU 3amopbl, oOIee HEAOMOTaHWe, MBIIICYHbIE CIa3Mbl/CyIOpOTH,
apTpajrui W TPOSBICHHUS OPTOCTATUYECKOM TUIMOTEH3UH. Takke MOryT
HaOmroAaThCs CyO(heOpUINTET U KeTaHUE MOICOJIUTD THUIITY.

ApTepualibHOE JaBJICHUE B MOJOKEHHUM JieKa OOBIYHO HOpPMaJbHOE, HO B
MOJIO)KEHUW CTOSl JaBJIC€HUE HEU3MEHHO CHHUXAeTCs. YTOMIISIEMOCTh YacTo
BBIpa)KE€HA HACTOJIBKO, UTO MAIIMEHTHI TEPSIOT TPYIOCIOCOOHOCTD.

CHmkaercs NMpOAYKIMS aIpEeHATIOBBIX aHJIPOTEHOB, YTO KIMHHYECKH OoJiee
SPKO TIPOSIBISCTCS y JKCHIIWH IOTEPEH MOAMBINICYHBIX W JIOOKOBBIX BOJOC, a
TaK)Ke CyXOCTBIO U 3YJIOM KOXKH.

[Icuxo->MOIMOHANIBHBIA ~ CTaTyC HaApyIIAeTCs TMpU  JOJTOBPEMEHHOM
TEUEHUW 3a00JICBaHUS, YTO TPOSBISICTCS HAPYIICHUEM TaMsTH, JENpeccuei, B
TSOKETIBIX Clydasx - ncuxo3oM. dDopMmaibHOE HUCCIIEIOBAHME KayeCTBa >KU3HU C
MOMOIIIbIO OMPOCHUKOB TOKAa3bIBAET JOCTOBEPHBIC HAPYIICHUS Yy TAIMEHTOB U C
MEPBUYHBIM W BTOPUYHBIM THITOKOPTUIIA3MOM.

[Ipy BTOPUYHOM THUINOKOPTULIU3ME BCIEJACTBUE TUINOMUTYUTAPU3MA,
KIIMHAYECKHE TIPOSBICHUS MOTYT OBITh CBsI3aHBI C  ACHHUIIMTOM APYTHX
runoduzapueix ropmoHoB: JII/OCIT (mapymenue ¢GepTHIBHOCTH, OJUTO- U
ameHopesi, cHmwkenune ymbuno) wm TTI ( HapacTanue Beca, HEEPEHOCUMOCTh
X0JI0/1a, OTEKH).

TomrakoBasi TUMOTJIMKEMHUSI Pa3BUBACTCS KaK CJIEACTBUE MOTEPU JEHUCTBUS
KOPTH30J1a Ha TJIFOKOHEOTeHE3. | NITOTTIMKEeMUsT PEAKO BCTPEUYaeTCs y B3POCTBIX, 32
UCKITIOYCHHEM CHUTyallud CO 3J0yHNOTpeOJICHHEM aiKoToNsS WM  JehUIIUTOM
ropMoHa pocta. B TO ke BpeMsl THUIOTJIMKEMHUS — YacTO€ MPOSBIICHUE
AKTI /agpenanoBoro neduiura B 1eTckoM Bo3pacTe. Kpome Toro, y maiueHTOB ¢
nepunurom AKTID nHabmomaroTcss HemOMOraHue, TIOTeps Beca W JIpyrue
MPOSIBJICHUSI ~ XPOHUYECKOW  HENOCTATOYHOCTH  HAJIMOYCHYHHKOB.  Penmko
KIIMHUYECKasl KapTHHA MPOSBIACTCA OoJjiee SPKO Yy MAIMEHTOB C aloTUICKCHEn

runodusa.
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JANATHOCTHYECKAS ONEHKA 'NITOKOPTULIU3MA

CranpapTHoe OMoXMMHYECKOe 00C/IeJ0BAHNE.

Cpenu TanMEHTOB € TEPBUYHOM  HAJMOYEYHUKOBOW  HEJOCTATOYHOCTHIO
2unonampuemusn Habmogaetcs npumepHo B 90% ciydaeB. ['unonaTpuemus
MOXKET OBbITh KPUTUYECKON MpH AJJAMCOHUYECKOM Kpu3e, HO 00beM CBOOOIHOM
KHUJIKOCTA COXPAHSAETCSA 34 CUET IOBBIIMIEHUS YPOBHS Ba30NpPECCHHA. Y POBEHb
MO4eeuHbl KPOBU OOBIYHO TOBBINIEH. [Ipy BTOPUYHOM TUMOKOPTUIIM3ME MOXKET
HaOJI0/IaThCSl CHUKEHUE KOHIICHTPAIIMM HATPHsl MPU HOPMAIbHOM WM HU3KOM
YPOBHE MOYEBUHBI KPOBH.

T'unepkanuemua uarHoctTupyercs mnpumepHo y 65% mnamueHTOB C
MEPBUYHOM HAJIIOYEYHUKOBOW HEIOCTATOYHOCTHIO. ['MIiepkanuemMus pa3BUBaeTCA
BCIIE/ICTBUE JNePUIMTAa ajJbJOCTEPOHA U OTCYTCTBYET y MAllMEHTOB C BTOPUYHBIM
TUTIOKOPTUIIA3MOM.

YacTto OTMEHaroTCsi MPEXOIAIINE OTKIOHEHUS B 3HAYCHUM I€UYECHOYHBIX
TPaHCAMHUHA3.

T'unoznukemun nadbmonaercs B 6% Bcex cilydaeB U 0COOEHHO XapaKTepHa
JUISL TTIALMEHTOB C COMYTCTBYIOIUM TUPOTOKCUKO30M.

YacToTa BBISIBICHHS HapylUIeHUW JTA0OpAaTOPHBIX TOKazareled Mpu
MEPBUYHOM TUIIOKOPTUIIM3ME MPEICTaBICHA B TaOIHIE 5.

Tabnuna 5. VI3MeHeHus pyTUHHBIX JIAOOPATOPHBIX MOKa3aTesel, XapaKTepHbIe TS

ICPBUYIHOIO0 TMIIOKOPTUIIHU3MA

JlabopamopHbIe napamempsbi YactoTa, %
OnNEKTPONNTHbIE HapyLIEHUS 92
rmnoHaTpuemus 88
rmnepkanmemmsa 64
rmnepkanbumemMms 6
asotemuda 55
aHemus 40
303nHOPUNNSA 17
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3HaueHus CBOOOJHOTO THUPOKCHHA OOBIYHO HMU3KHE WM HOpPMajbHBIE, HO
ypoBHU TSH dacTto yMepeHHO MOBBIMIEHBL. JTO TpsMod 3ddexT nedurura
IJIFOKOKOPTUKOUIOB, YPOBEHb THUPOUIHBIX TOPMOHOB HOpMaM3yeTcss Ha (oHE
3aMECTUTEIIbHOM Tepanuu. YCTOWYMBOEe TOBbImIeHHe [SH B couetanum ¢
JUarHOCTUYECKUM ypPOBHEM AayTOAHTUTEN YKa3blBalOT Ha COUYETaHUE C

ayTOUMMYHHOU MATOJIOTUEN IIUTOBUIHOM KEIIE3bI.

MWHEPAINIOKOPTUKOUOHbLIA CTATYC
[Ipy  NEepBMYHOM  THUIOKOPTHLM3ME  OOBIYHO  OTMe4Yaerca  Jeduuur
MUHEPaJIOKOPTUKOUOB, KOTOPBIN MPOSIBIISIETCS MOBBIIIEHUEM aKTUBHOCTU PEHUHA
IJ1a3Mbl 1 HU3KUM WIA HU3KO-HOPMAJIbHBIM YPOBHEM IUIA3MEHHOTO aJIbJIOCTEPOHA.

OLEHKA AODEKBATHOCTU ®YHKLUUN OCU TUINMOTAJIAMYC-

rMMNoeoun3-HAANOYEYHUKA

Knunnueckoe mpenmnosiokeHWe AuarHo3a TpeOyeT — MOATBEPXKACHUS
JUAarHOCTUYECKUMU TECTaMH. ba3allbHBI YPOBEHb MJIAZMEHHO20 KOPpMU301A U
C60000H020 KOpmu301a 6 MoYe YacTO UMEIOT HU3KO-HOPMAJIbHBIE 3HAYEHUS,
II0ATOMY HE MOTYT HMCIIOJIB30BATHCS ISl UCKIIOUECHUS AUArfHosa. Tem He MeHee,
0azanbHBI ypOBeHb KOpTH30Ja Iuiasmbl Bbimie 400 Hmomb/n (14.5 mr/mn)
yKa3bIBa€T HA OTCYTCTBHE HapyueHui ocu ' TH.

B MuUpOBOW KIMHWYECKOW MPAKTUKE HAPSAAY C MaJOYyBCTBUTEIbHBIMU
0a3aJbHPIMU TECTaMM TAalMeHTaM C MPEeArnojaraéMblM TUIIOKOPTULIU3MOM
MPOBOJIUTCS crmumynayuonusiii mecm ¢ AKTI'.

Harpy3ouHblii TecT HET HEOOXOJMMOCTHM Ha3HayaTh MallMeHTaMm ¢
NEPBUYHBIM THIIOKOPTULIM3MOM, €CJIM Oblla aJeKBaTHO TMPOBEICHA OlEHKa
06azanpHbix ypoBHed AKTI kposu. Ilpu »stom 3Hauenuss AKTI Oynyt
HEIMPONOPLUOHAIIBHO BEBICOKUMHU OTHOCUTENBHO 3HAYEHHUI KOPTU30J1a MIa3MBl.

Harpy3ounsiii Tect ¢ AKTI' mpoTuBonoka3an B TMAarHOCTUKE BTOPUYHOIO
TUIOKOPTULIM3MA Y  TAlUMEHTOB C  HEJAaBHUM  HMHCYJbTOM  Tunodusa

(XMpypru4ecKuM BMEIIATEIbCTBOM, AMOTLIEKCUEH).
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Crumynsanuss ¢ AKTT He mokaszaHa manveHTaM C HNEPBUYHBIM JUATHO30M
6ose3nu Kyimara n3-3a upe3sMepHOro oTBeTa KOpTusoJa.

[Ipn AIIMCOHMYECKOM KpHU3€ Ha3HAUEHUE TEpaIliy MMOKa3aHO HEMEIJIEHHO,
a CTUMYJISILIMOHHBII TECT MPOBOJAT B 00JI€€ MO3THUE CPOKH.

Harpysounslii Tect ¢ AKTI" ocHOBaH Ha mpHUHIUIIE, YTO OTBET KOPTU30J1a Ha
sk3oreHHoe BBegeHue AKTI 00ycnoBieH TpopuuecKuM CTUMYJIUPOBAHUEM KOPBI
HaanmoyeyHukoB  sHAoreHHslM  AKTI. Hapymennas AKTIT  cexpeuus
azgeHorunogusa MNPUBOAUT K HAPYIICHHIO OTBETa KOPTU30Ja Ha SK30T€HHOE
BBeieHue npenapatoB AKTI .

Crumyrsanusa ¢ noMoupto Kopotkoro AKTI' Bkiatoyaer BHYyTpHMBIIIEUYHOE
WM BHyTpuUBEHHOE BBeneHue 250 Mr Tetpako3asuna, cuHternueckoro AKTI (1-
24), mnepBble 24 aMHHOKHUCIOTBI KOTOPOIO COOTBETCTBYIOT — 3HJIOT€HHO
cekperupyemomy AKTI (1-39). YpoBeHbs KOpTH30IIa MJIa3MbI OMPEACISIETCS 10 U
yepe3 30 munyt nocine BBenaeHuss AKTI. HopmaiibHbli OTBET COOTBETCTBYET
3HAYCHUIO KOPTH30Ja 1ia3Mel uepe3 30 MunHyT Bbimie 550 aMons/a (>20 mr/m).
Takoll ypoBEHb KOPTH30JIa COOTBETCTBYET 5-M INMEPUECHTWIA 3HAYECHHU OTBETA Y
3I0POBBIX JIMI], HO B 3HAYUTEIBbHON CTENEHU 3aBUCUT OT IPUMEHSAEMBIX PEareHTOB
JUISL ONIPEIeNIEHNs KOPTU30J1a.

TecT MOXeT ObITh MPOBEAEH B JII00OE BpeMs JHS, a TAKXKE Yy MALMEHTOB C
YK€ HA4YaBILICWCS 3aMECTUTEIIBHON TEPAIIUEH, €CIIN JICUCHUE ITPOBOJUTCS KOPOTKOE
BpeMs U HE BKJIIOYAET TMAPOKOPTHU30H, KOTOPBI MOXKET UMETh NEPEKPECTHYIO
PEaKIMIO C TMATHOCTUYECKUM HaOOPOM peareHTOB.

CtumynaiuoHHbl TecT ¢ npoioHrupoBanHbiM AKTI' Bkitouaer BBeneHuE
npenapara AKTT - neno wnu BuytpuBenHnoe BBegaenue AKTI (1-24) B Teuenue 24
- 48 4acoB c uenblo AUPPEpeHInanbHOr0 AUarHo3a MepBUYHOIO U BTOPUYHOTO
runokoptunrsMa. KoHleHTpauuu KOpTU30a IIa3Mbl ONPEnestoT yepes 4, 24 u
48 yacoB. Y 300pOBBIX JIMIl OTMEYAETCS MOBBIIICHUE YPOBHS KOPTHU30JIa IJIa3Mbl
Beimie 1000 amonw/n (36 mr/mm) yepe3 4 dvaca, majgee ypOBEHb KOPTH30Jia HE

MNOBBIIIACTCI. Y MagueHTOB C BTOPUYHBIM THUIIOKOPTHUIIMU3MOM TCECT BBIABIIACT
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3aMeJJIEHHBIN OTBET Ha CTUMYJISLIMIO, IPU KOTOPOM YPOBEHb KOpTHU30Ja uepe3 24
u 48 4YacoB MOCJE€ CTUMYJISIIMA MHOTOKPATHO BbIllle, 4yeM uepe3 4 yaca. Y
NAUEHTOB C TMEPBUYHBIM THIOKOPTULIU3MOM  OTCYTCTBYET TOBBIIICHUE
KOHLIEHTpAly KOPTH30JIa B OTBET HA CTUMYJIALIMIO.

bonee 40 ner Ha3zax B KauecTBE AUArHOCTHYECKOIO TECTA COXPAHHOCTH OCHU
rUnoTagaMyc-runodus-Haano4YeYHUuKu OBLIT IPEMJIOKEH UHCYIUH-
UHOYUUPOBAHHBII 2UNO2TUKEMUYECKUIl mecm WIA TECT TOJIEPAHTHOCTH K
UHCYJIMHY, KOTOPBIA OCTA€TCA «30JI0ThIM CTAaHAAPTOM» W B HACTOSILIEE BPEMSI.
Tect nporuBonokazan mamnueHtam ¢ MBC (mepen TectoM Bcerja BBIMOJHSIETCS
OKT'), sanunencueil v TSKeIbIM THIONMUTYUTApU3MOM (B 9 yTpa KOPTH30JI TIa3Mbl
<180 umomw/a [<6.5 mr/mi]). Tect BKIOYaeT BHYTPUBEHHOE BBEICHUE MPOCTOTO
nacyiuHa B go3e 0.1 - 0.15 EJ] Ha xr Beca Tena ¢ MCCIEAOBAHUEM KOPTH30Ja
masMmel Ha 0, 30, 45, 60, 90, u 120 muHyTax BBEACHUS.

OCHOBHOE YCJIOBHE TecTa — JOCTWKEHUE aJEKBATHOW T'MIIOTIMKEMUU
(rmukemust <2.2 mmol/L ¢ kKIMHWYECKHMMH MPOSIBICHUSIMH HEHPOTJIMKOIICHUNA —
MOTJIMBOCTh M TaxuKapiaus). Y 370POBBIX JIUI[ MUK 3HAYEHUN KOPTU30Ja TIa3Mbl
npesbimaeT 500 amMoinn/i (18 mr/m).

OmHako OTBET KOPTH30jJa Ha THUIOTJIUKEMHUIO MOXET OBbITh HaJIeKHO
cuporno3upoBan TectoM ¢ AKTIT — O6esomacHee, pemeBne, OwicTpee. B
KJIIMHUYECKON TPAKTHUKE, €CJIM MOJy4eH HOpMasbHbIM pe3ynbrar Tecta ¢ AKTI,
Harpy304HBIA TECT ¢ HHCYJIUHOM HET HEOOXOJAMMOCTU MPOBOAUTH B OOJBITUHCTBE
CJy4JaeB, UCKJIFoUas MallMeHTOB C HapYIICHUSMU TUNO(HU3a, KOT/Ia HyKHa OIICHKA
SHJOTEHHOTO pe3epBa FOPMOHA POCTA.

Ecnau y manudeHToB ¢ MOAO3PEHUEM HAa TMHOMUTYUTApPU3M OTBET KOPTU30Ja
Ha AKTI cyOHOpManbHbBIN, TPOBOJUTCS TECT C UHCYJIUHOM.

ToTanbHas TUNO(U3IKTOMHUS MPUBOAUT K HAPYIICHHOMY OTBETY KOPTH30Jia
B OTBET HAa MHCYJMHOBBIM TE€CT HEMOCPEJACTBEHHO MOCJE OINEpaluu, HO 4yepe3 2
HEJIeIM Kopa HAJAMOYEYHUKOB aJanTUpyeTcs K MoHux)eHHbIM ypoBHsIM AKTI u

MOXKCET Ha6J'HOI[aTI)C$I JIO’KHO-TIOJI0KUTEIbHBIM OTBET KOPTHU30J1a.
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Y HEKOTOPBIX NALMEHTOB C HEAJEKBATHBIM OTBETOM KOPTU30J1a HA BBEJECHUE
AKTI' BwisiBisieTcs HOpManbHasg peakuuss Ha runoraukemuro. Ilpm stom
IIPOBEICHUE 3aMECTUTENIbHAS Tepalnus He NoKa3aHo. HecMoTpst Ha peaKoCTh 3TUX
ciydaeB (<2%), Takas BO3MOXHOCTh CYIIECTBYET, OCOOCHHO y MAI[MEHTOB C
HAJIMYAEM KIMHUYECKUX CUMIITOMOB T'MIOKOPTHULIA3MA.

Jns ckpunuHra anexkBatHoctH ¢QyHkumu ocu I'TH mnpemyioxeH Husko-
no3oBbiii TecT ¢ 1 mr AKTI (1-24) ¢ mpeamosiokMTeabHO 00Jiee BBICOKOM
YyBCTBUTEIBHOCTBIO, 4YeM cTaHaapTHbeiii TecT ¢ 250 mr AKTI. Opnako 3t0
MPEANOJOKEHHEe TpeOdyeT JajdbHEWIIero MOATBEPKICHUS B  KIMHUYECKHX
UCCIIEIOBAHMSX.

CymectByet emie 2 tecta s uccienoBanus pynkuuu ocu I'T'H, HO nx
UCIIOJIb30BaHNE B COBPEMEHHON KIMHUYECKOU MPAKTUKE OTPAHUYEHO CIIOKHBIMU
JUArHOCTUYECKUMU CITy4YasiMHU.

Memupanonoswviit. mecm: 30 MI/Kr MeTHUpanoHa (MakCUMaJIbHO 3 T)
Ha3HayaeTcsl Ha HOub, a B 8.00 ciemyromiero yrpa npoBOAUTCS 3a00p KPOBH st
WCCIIEIOBAHNS YPOBHS KOPTH30Ja U |1-meokcukopTu3ona rmiasmel. Y ManueHTOB
6e3 napymenus ¢ynkiumu [TH ocu ypoBenr AKTI moBblmaercst BciencTBue
OJI0KaZbl METHPANIOHOM CHHTE3a KOPTH30Ja U BBI3BIBAET PE3KOE IOBBILICHUE
ypoBH# 1 1-1eokcukopTrzona — 6osee 7 Mr/i.

Tecm c¢ Kopmukonubdepunom B OTIMYHE OT METHUPANOHOBOTO TECTa
ucrnonb3yercs s AuddepeHuanbHON JUArHOCTUKYA MEPBUYHOTO U BTOPUYHOTO
runokopruunsMa. [lpy nmepBMYHOM THHOKOPTUIM3ME BBICOKHH ypoBeHb AKTI
emie Oojee HapacTaeT Mocie CTUMYJSIUU KopTukonubepunom. [Ipu BTOpHUHOM
TUIIOKOPTULM3ME HUCXOOHbIM Hu3kui ypoBeHb AKTIT He pearupyer Ha
CTUMYJISILAIO. Y NAUMEHTOB C TUIIOTAaJaMUYE€CKUMU HAPYLIEHUSMH OTMEYAETCs
croiikoe nosbiieHrne ypoBHsi AKTI' nociie BBeeHns: KOpTUKOTPOIIMHA.
UccaenoBanue ocu I'TH Ha ¢one kpuruyeckux cocrosauil. Ha ¢one
KPUTUYECKUX COCTOSIHUM wuccienoBanue coctossHus ocu [TH ocnoxusercs

MHOTMMH (paKkTopamMu. YpOBEHb KOPTHU30J1a IIUPOKO BAPbUPYET B 3aBUCUMOCTH OT
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TSYKECTU COCTOSIHUS, YTO JI€JIAeT 3aTPYJHUTEIBHBIM OLIEHKY aJI€KBAaTHOCTH OTBETA
Ha CTUMYJBILMIO. 3HAUYEHHUS KOPTU30J-CBA3BIBAIOLIEIO TIJIOOYJIMHA TJIABHBIM
o0pa3oM CHIKEHBI, 4YTO MPUBOJUT K YBEJIMYEHHIO KOJUYECTBA CBOOOIHBIX
bpakuii KOpTH30Jla MO OTHOUICHWIO K CBSA3aHHBIM. YYHTBIBas 3TO, TECT C
MHCYJIMHOM, KOTOpBIA OIIEHMBAe€T BCE CBs3W TIuno¢pusza, He OOOCHOBaH.
HccnenoBanus, TakuM 00pa3oM, OTrpaHUYMBAIOTCS ONPEICICHUEM Oa3albHbIX
ypoBHEN Koptu3oia u mnocie Harpy3ku AKTI. PekomeHnmanmuy ykas3bpIBarOT, 4TO
ypoBeHb KopTH3oJa MeHee 400 HMoIb/1 (<15Mr/m1) B CIIy9aifHBIX OMPEIEICHHIX
CBUJIETENBCTBYET O Ne(ULNTE KOPTUKOCTEPOUAOB, TOrJa KaK YPOBEHD BBIIIE, YEM
900 HMoIB/1 (>33 MI/IJ1) MaJIOBEPOSITEH Y MALMEHTOB ¢ HApYIIEHHON (hyHKLMEH
ocu ITH. ¥V nanueHTOoB C NMpOMEXYTOYHBIMH 3HAYECHHUSIMH KOPTH30J1a IUIA3MBI
onpasaaHo nposenenne tecra ¢ AKTI, mpu s3TOM mpHUpOCT ypOBHA KOPTH30Ja
MeHee, yeM Ha 250 HMomb/1 (<9 MI/mn) sSBIisieTCs He3aBUCUMBIM IMPOTHOCTUYECKUM
MapKepoM CMEpPTH y MAalHEHTOB B KPUTUYECKOM COCTOSIHUU, OOYCJIOBJICHHOM
OCHOBHBIM 3a00JIEBAHUEM.

B mepBoM  MyJIBTHIIEHTPOBOM  PAaHIOMHU3MPOBAHHOM  HCCIIEIOBAHUU
MAlMEHTOB C CENTUYECKUM IIOKOM M YBEIMYEHHEM 3HAUYCHHU KOPTH30JIa B XOJE
Tecta MeHee yeM Ha 250 HMoub/J, OBLJIO MOKa3aHO JOCTOBEPHOE CHUKEHHE
MoKaszaTesied CMepTHOCTH Ha (OHE Tepanmuu TIIOKOKOpTUKouaaMu. B Ooiee
CBEKHUX MCCJIEIOBAHMSIX TEPAIUs THIPOKOPTU30HOM YCKOPSET BBIXOJ U3 IIOKA, HO
HE YyJyyllaeT oOOIIyl0 BBDKHBAEMOCTh MAllMEHTOB C CENTHYECKUM IIOKOM.
B03MOHO, 4TO pa3nuuusi B pe3yJbTaTax 3TUX JABYX UCCIEIOBAHUNA OMPEACIIAIOTCS
pa3HbIMH KpPUTEpUSAMHU (POPMHUPOBAHUS IPyHN MAUEHTOB (TSXKECTh CEIcHuca), u
CKOPOCTBIO Ha3HAYEHUS TIIFOKOKOPTUKOUIOB.

YuuThiBasi NPOTHUBOPEUYUBBIE PE3YNIbTAThl, MOCIEAHUE PEKOMEHAAINU
MOJJICP)KUBAIOT HAa3HAYEHHE TUAPOKOPTHU30HA TIPH CENTHYECKOM IIOKE U
METUJIIPEIHU30JI0HA TIPU TSHKEJIOM PaHHEM OCTPOM PECIHMPATOPHOM JIHUCCTPECC

CUHPOME, OCOOEHHO MPH TJIOXOM OTBETE Ha MPECCOPHBIE areHThl U HH(Y3HUIO.
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Ponb rtoKOKOPTUKOUIOB B BEACHUU MAIIUEHTOB B KPUTUYECKOM COCTOSIHUU
Ha (oHe Apyrux 3adoyieBaHUi TpeOyeT NaTbHEUITNX UCCIICTOBAHUH.

Tect ¢ AKTI He ucnonb3yercst B MpakTUKE JIs1 MPOTHO3UPOBaHUs 3P deKTa
OT Ha3HAYEHHMSI TTTIOKOKOPTUKOUIOB.

JlonoJiHUTEIbHbIE UCCIE0BAHUSI.

Aymonmumena k anmuzeny 21-2udpoxcunazsl JOCTYIHBI ONPEACICHUIO
PaIMOMMMYHHBIM METOJOM Y MAI[UEHTOB C MEPBUYHBIM TMIOKOPTUIM3MOM. [Ipu
ayTOMMMYHHOM T€He3€ TMIOKOPTUIIM3MA TO BaXKHO JIJISl TIOMCKA JI0Ka3aTeIbCTBA
JIPYrUX ayTOMMMYHHBIX OpTaHOCIIENU(PUIECKUX 3a00JIEBaHHI.

C NoMOLIBI0 KOMNbIOMEPHOU MmoMmozpaghuu MOXKHO BBIIBUTH YBEIHYECHHE
WM  KanbUU(PUKAIKMI0 HAANOYECYHUKOB, CBUJIETEILCTBYIONUX 00 UHGEKIINH,
reMopparusix Uil MeTacTa3upoBaHUU.

[Ipyu momo3peHnr Ha  TYOEpKyJie3HO€  TOPaKEHHWE  BBIMOJIHSACTCS
peHTreHorpadgusi TPyIHOW KJIETKH, MpoObl € TyOEpKYJIMHOM U TIOCEBbI Ha
Mycobacterium tuberculosis mpo6 Mo4H, TOTYYSHHOH PaHO YTPOM.

buoncus Haano4euHUKoB, B3sATas nmoa koHtposeM KT, Moxer nmoaTBEpAUTH
OCHOBHOM JMArHo3 Mpy MOJI03PEHNUN HA METACTa3 B HA/IMOYEUHHUKAX.

AnpenonenkoaucTpodust NOJTBEPKAACTCS OIIPENETIEHUEM
nupkymupytonmx yposaeit VLCFA.

VY manueHToB ¢ MOAO3pPEHUEM Ha BTOPUYHBIM TMIIOKOPTUIIM3M, KOTOPhIE HE
Mojydyajad Tepanui KOPTHUKOCTepouaaMu, HeoOxoaumo mpoBeaeHue MPT

runodusa u ucciaeaoBaHue ero GyHKIINH.
NEYEHUE OCTPOU HAOMOYEYHUKOBOW HEQOCTATOYHOCTHU
OcTpass HaANMOYEUYHUKOBAS HENOCTATOYHOCTh — KpPUTHYECKas ISl KU3HU

MangueHTa CUTyalus, IMO3TOMY JICHCHUC HA3HAYACTCS HCMCIAJICHHO, 0e3 OXHMAaHHNA

YTOUHCHHUA JHArHo3a. Tem He MCHEC, B [JOIIOJJHCHHUC K OIIPCACICHUIO
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AIIEKTPOIUTOB U TIFOKO3BI TIJIa3MbI, HEOOXOAMMO TPOU3BECTH 3a00p MPOO KpOBU
Ha AKTI' u xopTH3071 10 Ha3HAYEHUS TTIIOKOKOPTUKOUIOB.

Ecnu manmueHT HaxoIWTCSd HE B KPUTUYECKOM JJIsl KU3HH COCTOSIHUU —
MOKET OBbITh MpoBeeH Harpy30uHblid TecT ¢ AKTI .

[Ipu ocTpoit HAAMOYEYHUKOBON HEJOCTATOYHOCTU I B3POCIBIX MOKA3aHO
BHYTPUBECHHOE BBEJICHUE TUIPOKOPTHU30HA B 03¢ 100 Mr kaxkabie 6-8 yacoB. Eciu
HET TaKOW BO3MOXKHOCTH — TMpenapar BBOJSAT BHYTpUMbIIIeUHO. [lanueHty c
IIOKOM B TEYEHHE TIEePBOIO0 4Yaca BBOJAT BHYTPUBEHHO CTpyihHOo 1 1
(dbusznonornyeckoro pactropa. Jiis npearoTBpaiieHuss BO3MOKHON TUIIOTJIMKEMUH B
¢dbuznonornyeckuit  pactBop  Jg00aBis0T 5%  nmekctpody. Ilocnemyromias
uH(py3rOHHas Tepanusi GU3HOJOTUYECKUM PACTBOPOM U JIEKCTPO30U 3aBUCHUT OT
COCTOSIHUS TAIlMEHTa M JIMHAMUKH OMOXMMHUYECKMX Tokazatenei. KnuHudeckoe
yIIydllleHHe, 0COOeHHO cTtabwimzarus AJl, TOKHO MpOSBUTHCS B TeueHue 4-6
4acoB, €CJIU IUarHo3 ObUT yCTaHOBJIEH MpaBuiibHO. CrycTs mepsbie 24 vaca jo03a
TUAPOKOPTU30HA  MOXKET OBITh CHI)KEHA, OOBIYHO /10 S0 MI' BHYTPHUMBIIICUYHO
Kaxnable 6 4acoB, a 3aTeM nepopanbHo 40 mr pano yrtpom u 20 mr B 18 yacoB
Beuepa. JTa 1032 JOKHA ObITh OBICTPO CHMJKEHA JI0 CTaHJApTHOMU
3amecturenbHO Tepanuu 20 wmr mnocine mnpoceimanus u 10 mMr B 18.00
(ITpunoxxenwue).

OdyeHp BaXHO HUIAECHTU(UIMPOBATH U JIEUYUTH JIFOOOE COMYTCTBYIOIIEE COCTOSIHHE

(nHMEKIHI0), KOTOPOE MOTJIO CIIOCOOCTBOBATH PA3BUTUIO aIPEHATIOBOTO KPH3a.

AOJNITOBPEMEHHAA 3AMECTUTEINbHAA TEPATMNWUA.

[lear 3amecTUTENBbHONW Tepanuu — TOAOOp J03bl THAPOKOPTHU30HA,
MMUTHPYIOIIEN HOPMAJBHYI CEKPELHUI0 KOpTu3oida. TpaguuuMoHHO 3Ta 1032
cocTtapiisiia mpuMepHo 25 — 30 Mr/cyT, HO HCCIeA0BaHUs YCTOMYMBO MOKA3bIBAIOT
0o0Jjiee HU3KME YPOBHU HOPMAJIBHOM MPOIYKLNUU KOPTU30Ja, COOTBETCTBYIOIINE 8-

15 mr/cyT. BoNBIIMHCTBO MAMEHTOB JOCTUTAIOT KOMIIEHCAIMH Ha /103¢ MeHee 30
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Mr/cyT - 00b14HO 15-25 mr/cyt B 2 mpuema. IlepBblil mpuem 0OBIYHO HAa3HAUYAIOT
cpa3y mocie npoOyKaeHus, ¢ HebombIoi modaBkoi k 18.00, oqHako HEKOTOpHIE
NaIMEHThl YyBCTBYIOT ce0sl JTydllie Ha 3-X pa30BOM IIpUEME TITIOKOKOPTUKOUIOB.

B cnyyae mepBHMYHOTO THUIOKOPTHUIIM3MA, CYTOYHAsh KpUBas KOPTHU30Ja C
0JIHOBpeMeHHbIM HuccienoBanueM ypoBHs AKTI' momoraeT olieHUTh aJIeKBaTHOCTh
3aMeCTUTENIbHOM Tepanuu. [Ipu BTOPUYHOM THUIOKOPTUIIM3ME AAHHBIM TECT HE
MIPUMEHUM.

Pemienue o no3ax 3aMecTUTENBHON Tepanuu B OOJbIIEH CTENIEHU OCHOBAHO
Ha OIICHKE BAXKHBIX KIMHUYECKUX KPUTEPUEB — JMHAMUKA BECa, CAMOYYBCTBHUE U
apTepHalbHOE JIaBJICHHE.

Y  nmauMeHToB,  MOJIyYalOIIMX  J03Y  3aMECTUTENIbHOM  Tepamuu
TUAPOKOPTU30HA Oosiee 25 wMr/cyr, HaOmOAaeTCs 10303aBUMOE CHHKEHUE
MUHEPAJIbHOW IUIOTHOCTH KOCTHOM TKaHH, 4YTO JUKTYEeT HE0OXOJIMMOCTb
CTPEMUTHCS K IPUMEHEHNIO MUHUMAIbHBIX 3()(PEKTUBHBIX U 0€30IaCHBIX J103.

VY nmanueHToB ¢ runonutyuTapusMoMm u aedunuroM ['P HeoOxonumas mo3a
ITIFOKOKOPTUKOUIOB HIDKE, YEM y MALMEHTOB C MEPBUYHBIM THIOKPTHULIU3MOM,
BO3MOKHO OJiaroiapsi OTCyTCTBUIO H3BecTHOro 3pdekra UPP — 1 moBbimath
KJIMPEHC KOPTHU30J1a.

[Tpu nmepBUYHOM THIOKOPTHIIM3ME HEOOXOAMMO BO3MEIIEHUE HApYIIEHHOU
MUHEPaJTOKOPTUKOUIHOW (PYHKIMH, 00bI9HO B popme dmynpoxoptuzona 0,05 —
0,2 mr/cyr. MuHepaloOKOPTUKOUHAS aKTUBHOCTh (UIyIApOKOpPTH30HA B 125 pas
BBIIIE, YeM THUIPOKOPTH30HA. AJIEKBAaTHOCTh 3aMECTHTEIBHOW  Tepanuu
OILICHMBAETCS TIO YPOBHIO AJIEKTPOJIUTOB, 3HAUYECHUSIM apTepUaIbHOTO JaBICHUS B
MOJIO’KEHUH JIeXkKa U CTOSI, YPOBHIO aKTUBHOCTH PEHUHA TUIa3MBbl.

Henocratounas nosa ¢ayapoKOpTH30HA TPUBOAMT K OPTOCTATHUYECKOM
TUIIOTEH3UM C TIOBBIIIEHHEM AaKTUBHOCTH PEHWHA IJIa3Mbl, B TO BpeMs Kak
CJIMIIIKOM BBICOKHE J03bI — K oOpaTHoMy d(ddexty. 3amecTuTenbHas Tepanus
MUHEPATOKOPTUKONIAMU 3a4acTyl0 TPOBOAUTCS HEAJCKBATHO Y MAI[MEHTOB C

THIIOKOPTULOHU3MOM.

25



[TanueHT Ha 3aMECTUTENBHOM TEpanmuy IOJKEH YABOUTH CBOK CYTOYHYIO
703y B Clydyae pa3BUTHUS MHTEPKYPPEHTHBIX 3a00JIeBaHUMN, COMPOBOXKIAOIIMXCS
cyOdeOpunnTeToM, TpaBMax, IMCUXO-3MOIIMOHATILHOM cTpecce (Aake TaKoM, Kak
Ba)KHBIN DK3aMEH).

Ecnim y mnanweHTta pBOoTa M OH HE MOXKET NPUHUMATh IPENapaThbl
EPOPAIIBHO, HE00X0AUMO CpPOYHOE Ha3HAYEHUE MapeHTEPaJIbHOIO
TUAPOKOPTU30HA.

[Ipu poBe€HNY MUHUMAJIBHBIX OMNEPAMi MAlUEHTY C TMIIOKOPTULIM3MOM
BBOIAT 50-100 Mr ruapoKOpTHU30HA TEMHUCYKIIMHATA BMECTE C IMPEMEIMKALUEH.
JUiss  OonbIIMX BMEWIATENBCTB Takas MpEeMEAUKalWs COMPOBOXKIAETCS B
JNANbHEMIIEM PEXUMOM BBEICHUS THIPOKOPTH30HA, PEKOMEHIOBAaHHBIM IpHU
OCTPOM HAJMOYECYHUKOBOW HEJOCTATOYHOCTH.

bepemeHHOCTP  OOBIYHO  NPOTEKAET  HOPMAlIbHO y  MAlMEHTOK,
IIPUHUMAIOIINX aJIeKBAaTHYI0 3aMECTUTENBbHYI0 Tepanutoo. OJHAKO B IOCIIEIHEM
TpUMecTpe OEpeMEHHOCTH CyTO4YHas J03a TUJIPOKOPTU30HA  YMEPEHHO
ITOBBIIIAETCS (Ha 5-10 MI/CYT). [Iporecrepon — AHTarOHUCT
MUHEPAJIOKOPTUKOMJOB M HApacTaHWE €ro ypoBHA B TEYEHUE OEpEeMEHHOCTU
MOXKET MOTpeOoBaTh MOBBILIEHUS A03bl (DIyIpOKOpTH30HA. B TeueHue pomaos,
NalUeHTKa JOJDKHA MojydaTh MH(Y3u0 (usnosioruueckoro pactsopa u 50 mr
TUAPOKOPTU30HA BHYTPUMBIIIEYHO KaXKAble 6 4acOB BIUIOTH 10 POAOPAZPELICHUSI.
3areMm J103a JoJIKHA OBITh OBICTPO CHIDKEHA K 3HAYEHUSIM JI0 OEPEMEHHOCTH.

KaxnoMy manueHTy, NPUHUMAIOMIEMY  3aMECTUTEIBHYIO  TEPAIUIO
TIIFOKOKOPTUKOMAAMH, PEKOMEHIYETCSl UMETh CUTHAJIBHBIN OpacieT Wik MeaalboH
U HOCUTb C COOOH «CTEpOMIHYIO KapTy», TIJ€ YKa3aH JuarHo3 M J03a
3aMECTUTEIILHOU TEPAINH.

C namyeHToM M, YTO OYEHb BaXXKHO, WIEHAMHU €ro CeMbH HEO0OXOIHMMO
PEryJIIpHO TPOBOJIUTH O00pa3zoBaTeNIbHbIE O€ceqpl O PEKHUME 3aMECTHTEIbHOU

Tepanuu Ha OHE CTpecca U APYTrUX HETaTUBHBIX COOBITUM.
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HeoOxoaumo Takxke Hanuuue Yy TAIMCHTAa MMapeHTEPATbHBIX (OopM
[IFOKOKOPTUKOMUIOB JUISI CAMOCTOSITEIBHOTO BBEICHHSI U OH JOJKEH OBITh 00y4YeH
NPUMEHEHUIO TMpenapaToB, OCOOCHHO €CIM OH >KMBET JIaJeKO OT MEIUIIUHCKOTO
YUPEXKIAECHUS WIH COOMPAETCS B MOE3IKY.

Y nanuMeHToB M C MEPBUYHBIM M C BTOPUYHBIM THIOKOPTUIIM3MOM,
OCOOEHHO Y JKEHILUH, OJaronpusaTHbIN 3(PQPeKT, KOTOPhI BKIIOYACT YIydlICHUE
CaMOYYBCTBHSI U CEKCYaTbHOW (DYHKIIMHM, OKa3bIBACT 3aMECTHTEIIbHASI Teparus
npernaparaMud JeTUIPOdINUaHIpocTepoHa cyibdata B ngo3e 25-50 mr/cytku. B
HacTosIIee BpeMs 3aMECTHUTEIIbHAS Tepanus npenapaTaMmu
JIETUIPO3NUAHIPOCTEPOHA CyJib(paTa HE BKIIOYEHA B CTAHAAPTHl JICUEHUS
MAIMEHTOB C TUIIOKOPTUITU3MOM.

AxtuBHBIH ompoc 1245 manmueHTOB ¢ TUNOKOPTUIM3MOM (M3 HHX
nepBu4HbI — 84%, BropuuHbii — 11%, HeyTouHEeHHBIH — 5%), MPUHUMAIOIINX
3aMECTHUTENIbHYIO TEpaNMi0 Pa3IMYHbIMU TpenapataMu (TUIPOKOPTU30H — /5%,
npenuu3onon/mpenan3on — 11%, koptru3oHa amerat — 6%, nexkcamerazoH — 4%) B
pazIMuHOM pekume (oauH pa3 B JeHb — 10%, aBaxasl — 42%, Tpwxasl — 32%,
npyroit pexxuM — 17%) BBISIBUIT OJJMHAKOBO HETATUBHOE BIIMSHUE 3a00JI€BaHUS Ha
KauecTBO >Kku3HU. CHIKeHHE (U3MYECKOW aKTUBHOCTH, CHIDKCHHE KauecTBa
COIMAJIbHOM, CeMeiHOM W mpodecCHUOHATBHOW CTOPOH >KM3HU OTMeTuiu 64%
MAIMEHTOB, OTCYTCTBUE Ha paboTe/mIKoIie B TeUeHHe nmocieaaux 3 mecsies — 40%
MalMeHTOB, MOOOYHBIC Y(PHEKTh 3aMECTUTEIbHOW Tepanuu — 76% MalueHToB
(octeonopos — 78%, oxupenue — 64%, CC3 — 46%). bbutn rociuTaIM3UPOBAHKI B
TedeHne mocienHero roga — 38% mamuentoB. Ha ocHOBaHWUM TpelCTaBICHHBIX
PE3YIBTATOB MOKHO CHEJIATh 3aKJIIOUCHHUE O TOM, YTO Ka4yeCTBO KM3HU TMAaIUCHTA C
TUIOKOPTULIM3MOM CHMKEHO, HE3aBUCHMO OT BbIOOpa Mpenapata M pexuma
3aMECTUTENIbHON Tepamnuu, WACAIbHOTO BapWaHTa HE CYIIECTBYeT. JlnurenpHas
3aMECTUTENIbHAsl Tepamus He sBiseTcs a0comoTHO Oe30macHo B IUIaHe
JOJITOBPEMEHHBIX ~ HETraTUBHBIX A(PQPEKTOB, UYTO JIUKTYeT HEO0OXOIUMOCTh

CTPCMUTBCA K KOMIICHCAIMKM HAa MHHHMAJIBHBIX 1O03aX TITIIOKOKOPTHKOHWIOB,
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KOHTPOJIMPOBATH JOCTAaTOYHOCTD J03bl MHUHCPAJIOKOPTUKONIOB, 06yanL
INarmucHTOB KOppCKIHNH J03bI 3aMECTUTEIILHOU TCpalunn Ha CI)OHC

UHTEPKYPPEHTHBIX 3a00JI€BaHUM U CTpecce.

[Tpunoxenue 1

JledyeHne o0CTPOii HAANMOYEYHUKOBOI HEJOCTATOYHOCTH (aIPEHATIOBOT0 KPH3a)
Y B3pPOCJIbIX

HeotJ10:kHBIE MEpONIPUATHS

1. YcTaHOBUTH BHYTPUBEHHBIN KaTETEP C UTJI0M KPYMTHOTO CEYEHUS

2. IlpousBectu 3a00p KpOBU JUIsi PYTUHHBIX MCCIEAOBAHUN: DICKTPOJMTHI,

rioko3a, koptuzon u AKTT. He oxxunates mabopaTopHBIX Pe3yIbTaTOB.
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3. BBoguth ctpyiino 2-3 mutpa dusnonorudeckoro pactopa NaCl (0.9%); npu
Hamnunu TanorymkemMun 50 v/m 5% pactBopa aexctpo3sl B 0,9% pactBope NaCl
HACTOJIbKO ~ OBICTPO, HACKOJIBKO 3TO BO3MOXHO. KOHTpoib mpU3HAKOB
NpEeBBIIICHUS] 00beMa KUAKOCTH — YPOBEHb LEHTPATIHLHOTO WK MepuepruuecKoro
BEHO3HOT'O JaBJCHUS, OTCYTCTBHUE XpHUIIOB B Jerkux. CHIKEHHE CKOpPOCTH
UH(Y3UU IPU BOCCTAHOBJICHUH 00beMa >KUJIKOCTH.
4. BBegeHue ruipokopTr30oHa BHYTpuBeHHO 100 MI HEMEIJIEHHO, 3aTeM Kaxbie 6
4acoB.
IHocae crabuan3anyuu NanueHTa B MOJAOCTPOM NepHoae
1. IIpomomkuTh BHYTpPUBEHHYIO HH(Y3uI0 (usnonoruueckoro pactsopa NaCl
nocnenywonme 24-48 4acoB B MEJJIEHHOM PEXUME
2. JIMarHOCTUYECKUA TOMCK BO3MOXKHBIX MH(PEKIMOHHBIX NPHYMH aJPEHAIOBOrO
KpH3a U UX JICUYCHHUE.
3. IIpoBecTr CTUMYJIALMOHHBIN TecT ¢ KOPOTKUM AKTI' ¢ 1enpro NoATBEPKACHUS
JIUarHo3a TMIOKOPTUIM3Ma (€Clid y MalMeHTa He ObLJIO YCTaHOBJIEHHOTO paHee
JIMarHo3a)
4. OnpenenuTs TUN TUNOKOPTULM3MA U €ro MPUYUHBI, €ClIM He ObUIo paHee
YCTaHOBJIEHO
5. TlocTeneHHO CHU3WTH W MPUBECTH CYTOYHYIO 03y TIJIIOKOKOPTUKOHUJIOB K
MOJJICPKUBAIONIEN 03€ B T€YEHUE 1-3 JHEH, €Cld MO3BOJSIOT COMYTCTBYIOIINE
3a00JieBaHUsA
6. CrapT 3aMeCTUTENbHON Tepanuu MUHEPAJIOKOPTUKOUIAMU ((PIIyJpOKOPTU30H)
0.1 Mr mepopajibHO B JIeHb NP HEOOXOAMMOCTH, KOTJla BHYTPUBEHHAsI MHQY3US
IpeKpalieHa
[Tpunoxenue 2

JleueHue XpoHHYECKON NEPBUYHON HAMOYEYHUKOBON HEIO0CTATOYHOCTH Y

B3POCJIBIX B NOA/ICPKUBAIOIIEM pesKuMe

I nrokoxkopmukoowt
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* I'uapokoptuzon 15-20 mMr mpu npodyxaenun u 5-10 Mr paHHUM BedepoM (10
18.00) mpu pexxume 2 paza B CyTKU

» KonTpons knuHndeckux nposisiaeHui u yposenb AKTI mazmel yrpom
Mumnepanokopmuxkouowl

» Gnyapoxoptuzon 0.1 (0.05-0.2) Mr nepopaibHO

* Conp 0€3 orpaHu4eHU

» KonTposnps ypoBHs A/l 1 4acCTOTHI ITyJibCa JIEKA U CTOs, OTEKOB, YPOBHS KAJIHs B
CBIBOPOTKE KPOBU ¥ aKTUBHOCTH PEHUHA IUIA3MBI

e (OOyueHue malMeHTa: CyTh 3a00J€BaHUS, TOBEACHUE MPU MHUHUMAIBHBIX
MH(DEKIUAX, CTpecce, BHyTPUMBIIIEYHOE BBEICHHE MTIOKOKOPTUKOUIOB

* IlpuoOperenue mpenynpexaaromIero MEIULUHCKOro  Opaciiera/KyloHa,
MH)OPMAIMOHHOW KapThl O JHMArHO3€, J03bl 3aMECTUTENIbHOM Tepamuu s

CBOCBPCMCHHOI'O OKa3aHHA aHCKBaTHOﬁ HEOTJIOKHOU IIOMOIIIH

[Ipunoxenue 3
Jleuenue npu HaIU4UM 3a0071eBaHuil ¢ PeOPUIBHOI TeMIepaTypol Ui
crpecca
e TloBpilieHUE 03Bl TNIFOKOKOPTUKOUAOB B 2-3 pa3a B TEUEHHUE HECKOIBKHX
JHEN 3a00JIeBaHMsl, 1032 MUHEPATOKOPTUKOUIOB HE MEHSIETCS
e (OOpaTUThCS K Bpauy, €cliv 3a00JI€BaHUE MPOrPECCUPYET WM MPOI0JKACTCS
Oosiee 3 gHEHN WM TOSBIISETCS PBOTA
He TpeOyercs  yBenmnuuBarh 703y TPU  HECIOXKHBIX  aMOyIaTOPHBIX
CTOMATOJIOTUYECKUX MAHUITYJISILIUSAX C MECTHOM aHECTE3UEH.
OO6mrasi aHecTe3usl WM BHYTPUBEHHBIM HAPKO3 JIOJHKHBI MPOBOJUTHCS TOJBKO B
YCJOBUSIX CTallMOHApA.
HeotJ10:kHas1 Tepanus TSAXKEJIOr0 CTPecca UM TPABMbI (IJIsl MALMEHTA)
e BHyTpuMbIlIeYHOE BBEJICHHE IeKCaMeTa30Ha 4 Mr

e OOpaTuThCs K CHEIUATIUCTY
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[Hoanep:xka rIIOKOKOPTUKOUAAMH XUPYPru4eCKOro BMeaTe1bCTBA UIN
HHTEPKYPPEHTHOI0 3200/ 1eBaHUS B CTALIUOHAPeE

* [Ipu 3a0osieBaHUM CpeAHEHN CTENeHU TshKecTH 50 Mr ruIpoKOpTH30HA 2 pa3a B
CYTKHU MEPOPAIHHO WU BHYTPUBEHHO. C y4ETOM COCTOSIHUS MAllUEHTa HACKOJIbKO
BO3MOJKHO OBICTpEE BEPHYTHCS K MOIJICPKUBAIOIIEH 103€.
* [Ipu tspxenom 3a6oneBanuu 100 Mr THAPOKOPTH30HA BHYTPUBEHHO KaXKible 8
yacoB. CHWXEHHUE [I03bl HAMOJIOBUHY €XKEIHEBHO K MOAJACPKUBAIOIICH.
PerynupoBaTh 103y € YyYE€TOM COCTOSIHHMS COMYTCTBYIOIIErOo 3a0o0JieBaHUs
MalyeHTa.
e Jlma mpoBeneHUS MHUHUMAIbHBIX MAHUMYJALMA IOJ MECTHOW aHECTe3Ueh |
PAaIMOJIOTUYECKUX HCCIEIOBAHUM YBEJIMYEHHUE JO3bl TJIIOKOKOPTUKOUJIOB HE
TpedyeTcs
o Jlusi mpoBeAeHUS CTPECCOBBIX JJIA MallMeHTa MAaHUIYJISAIUNA (PHIOCKOIHS,
OapueBas KiIM3Ma, aHruorpadwusi) HEMOCPEJACTBEHHO Iiepell HEH BBOIAT
omHOKpaTHO 100 MI ruIpPOKOPTU30HA BHYTPUBEHHO
e Ilpu Oonpmux omnepanusx BBOAAT 100 MIr THIPOKOPTH30HA BHYTPHUBEHHO
HEMOCPEACTBEHHO MEPEJ AHECTE3UEH M Jaliee KaxIble 8 4acOB IEPBBIE CYTKH.
Jlo3a cHmwkaeTcs OBICTPO, HAIOJOBUHY €XCEIHEBHO [I0 IOAJACPKUBAIOIINX

3HAYEHUU.
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