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IlpeaucnoBue

Yeaxaembie konnern!

Co BpeMeHn NepBoro KNaccMueckoro ONMCaHNa HaANOYEeYHUKOBOM HeO0-
CTaTo4HOCTN TOMacoM ALANCOHOM npotuno okono 150 net boneans Agaun-
CoHa, nnn bonee tUMPOKO — NEPBUYHAN HALNOYEHHMKOBAA HEAOCTATOYHOCTb,
ABNAETCA KnacCnieCknm 3IHOOKPUHHLIM 3360ﬂeBaHVIeM, C onncaHma KOoTo-
poro, No CyTH, M HaYanackL KINHNYeckas, a B gancHenem n pyHgaMmeHTanb-
Hag OHOOKpWMHONOrnAa Ha,D,HO‘-leLlHMKOBaﬂ HEeJoOCTaTO4HOCTbL HE ABNAETCH
yacTon naTtonornen, KOTopasa uMeeTt BoMbLLOE COLMANBHOE 3HAYEHNe, Kak,
HanpuMep, caxapHbi gnabet n 3a60neBaHnsa LIMTOBULHOM Xenesbl TeM He
MeHee, 370 3aboneBaHne umeeT BonblIOe 3HA4YEHNE B NPAKTUKE 3HAOKPU-
Honora OTHOCUTENbHAsA PEeAKOCTL ATOro 3ab0sieBaHNa ABUNACH NPUYMHON
TOro, 4TO K HACTOALLEeMY BDEMEHW, KaK B OTEYECTBEHHOW, Tak 1 B 3apybex-
HOW NnTepaType NpakTUiYeckn oTCYTCTBYIOT MOHOrpadguu tiMpoKo ocBeLa-
OLWNe COBPEMEHHGIE NpeacTaBnerHna ob aTon natonorun OTHOCUTENbHANA
pPeaKoCTh HAAMOUYEUYHNKOBOW HEAOCTATOYHOCTM onpeaenseT ewle u ToT QakT,
4To HOoNbLIAA YaCTb NALMEHTOB, Kak NPaBno, KOHLEHTPUPYIOTCA U Habno-
OAIOTCA B KPYMHbIX CNELNAaNM3NpPOBaHHbIX SHA0KPUHONOrMYECKUX yupexae-
HMAax TO eCTb NPakTU4ECKNA Bpay C TPYAOM MOXET HAKONMWUTe CKOJIbKO-HU-
6ynb 60nbLLOY ONbLIT MO paboTe ¢ TakMMK nauneHTamMn VIMeHHO aTo ABNSeT-
CS1 OCHOBHOW MPUYUHON ANArHOCTMYECKMX WU TepaneBTU4YeCKUX npobnem,
KOTOpPbLIE BOZHUKAIOT B KNIMHMYECKON NpakTuKe

[Mpepnaraemas BatleMy BHUMaHUIO METOAMYECKAA pa3paboTka KpaTko
CYMMUPYET COBPEMEHHbIE NpeacTaBsaeHns 00 9TMONOrnn, NaToreHese, KNu-
HUYECKOW KapTUHE WU IHEHNN NEPBUYHON XPOHNYECKON HAANOYEYHNKOBOM
HegOoCTaTO4YHOCTM bonee Wnpoko 1 nogpobHo 3TH npobnemMsl paccMoTpe-
Hbl B MOHOrpagdmm «HegocTaTouHoCTh HagrnouweyHukos» (U W Oenos, B B da-
gees, I A MeflbHU4YEHKO), KOTopada Boulwna B 2002 roay B udgarenscree  3Ha-
Hue-M” (Mockea)

Mvet xomum nobnazodapumse Ilabanuykuit Ppapmayesmuueckuit 3a600
“Polfa” 3a noodepiicky uzoanus ymux memooudeckux peKomMenoayuil.

ABTOpS!



CnMCOK HCNONB30BAHHBIX COKPALEHH I

1-24-AKTI (CVHAKTEH, CUHKOPMUH, KO3WHTPONKUH) — npenapar, COCToAWNnA

M3 nepBbiX 24 aMUHOKNCNOT uenon 39-aMMHOKUCIIOTHOW MO-
nekynbl AKTT, o6nagaiouimin BCeMn CBOMCTBAMU HATUBHOMO rop-
MOHa

NepBUYHANA XPOHUYECKas HAANOYEYHNKOBAs HEAO0CTAaTOYHOCTL
BTOPWYHAS HAAMOYEYHUKOBAA HEAOCTATOYHOCTL
ayTOUMMYHHbI TUPDEONANT

aapEeHOKOPTUKOTPONHLIA FOPMOH

agpeHonenkoancTpopus

AYTOMMMYHHbBIN NOANINAHAYNAPHBINA CMHAPOM 1-r0 TUNa
ayTOMMMYHHbIM MOAUIAAHAYAAPHBLIA CUHAPOM 2-r0 TUNa
AKTUBHOCTb PEHNHA MIa3Mbl

BonesHn MpetiBca-basenosa (andPysneit Tokcuyeckui 306)
runoTanamo-runogpu3apHo-HaaANoYeYHNKOBAsA CUCTEMA
rMIOKOKOPTUKONS,

ONIMHHOLLEMOYEYHbIE XUPHbIE KUCNOTI
KOPTUKOTPONNH-PUANSUHI FOPMOH, KOPTUKONMGepuH
KOpTHKOCTEPOUL

MUWHEPAaNnOKOPTUKOUSA,

HaAMOYEYHNKOBAA HEAOCTATOYHOCTL

cuuppom Yotepxayca-dpuieprkcena
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1. AnaTomust ¥ GU3HOJOIMSA KOPbI HANIOYEYHHKOB

Hapno4eunuk (glanctula suprarenahs, hypernephra) — napraa 3H40KpUH-
Has Xesie3a BHYTPEHHEN CeKpeLMn, PacnonoXeHHas B 3a0POLUMHHOM NPO-
CTpPaHCTBE Hah BEPXHUM NOMKOCOM NOYKW. HagnoyeuyHnku CoCToaT n3 ABYX
MOPDO-DYHKLUMOHANBHO CaMOCTOATENbHBIX SHOOKPUHHbLIX XeNe3 — MO3ro-
BOro BELWECTBA W KOPbI, UMEIOLNX Pa3nnNYHOEe 9MOPUOHANLHOE NPONCXOX-
nexve Kopkosoe BelecTBo andoepeHumnpyeTcs N3 nHTeppeHanoBon Tka-
HW, KOTOPaA npeacrasnseT cO60M 4acTb ME30AEPMbI, PACMONOXEHHON MEX-
Ay ABYMS NepBUYHbIMUK Noykamn MO3roBoe BeweCTBO MMeeT obuiee npo-
NCXOXAEHWE C HEPBHO CUCTEMOM, pa3BMBasach U3 cumnarobnacros Cum-
naTobnacTol, BLICENASICb U3 CUMNATUYECKOTO CTBONA, BHEAPAOTCHA B UHTEP-
peHanoBoeTeno.

B kope HaanouweyHnKa, Ha JoN KOTopon npmuxoantca 80-90% TkaHm BCe-
ro opraHa, BblAensaT Tpyu 30Hbl HenocpeacTBEHHO nog Kancynon pacno-
naraeTcs knyboukoBas 30Ha, CEKPETUPYIOLLAA MUHEPANOKOPTUKoUabl. K Hel
NPUNEXUT My4YKoBas 30HA, KOTOopas COCTOUT N3 paananbHO PACXOLALLNXCS
KNETOK, Pa3AeNeHHbIX KPOBEHOCHEIMUW COCYAAMK; GCHOBHBLIMUW €€ MPOZYKTa-
MU ABNAIOTCH FMIOKOKOPTUKOUAHLIE rOPMOHL!. Caman BHYyTpeHHAA 30Ha ~ CeT-
yaTtas, obpasoBanHan HecrnopagouHO pacnpeseneHHbLIMU KNeTkaMn, B oC-
HOBHOM CEKPEeTUPYyeT aHAPOTEHbI.

Koptukoctepouanl (KC), kak n gpyrve cTeponaHbie ropMOHbl, CUHTE3N-
PYIOTCA U3 XONECTEPNHA, KOTOPLIN B 3TEPN(ULMPOBAHHOM GOpMe Hakanmn-
BAeTCA B IMNUAHbLIX Kannsx B ocHoBe xumuueckomn cTpykTypbl KC nexunT cke-
net crepana (UMKnoneHTauneprnapodeHaHTpeH). lencramne KopTnkocTepo-
WAOB, K&k U ApYrMx CTEPONLHBLIX FOPMOHOB, @ TAKXEe TOPMOHOB LLNTOBUAHOMN
xenesbt ¥ BUTaMmnua [, onocpenoBaHHO BHYTPUKIETOYHbIMUW PDELLENnTOPHbI-
Mun 6enkamm, 06pasyioLMMm HAACEMENCTBO PELENTOPOB CTEPONIHBLIX N TU-
pPeonaHbLIX rOPMOHOB. OCHOBHBLIM MEXaHW3MOM, NeXatlnMm B 0CHoBe B1ono-
TUYECKOW aKTUBHOCTU KOPTUKOCTEPOUAOB, ABAETCA PENYNALINA 3KCAPECCcHn
reHoB Ha TPAHCKPUMUUOHHOM U NOCTTPAHCKPUMNUMOHHOM YPOBHAX. Pelen-
TOPbI K IMIOKOKOPTUKOMAAM UMEIKOTCA NpakTUYecKn BO BCEX kneTkax, Toraa
KaK anpf0CTepoH okadbiBaeT CBOM 3G dexThl NpenMyLLECTBEHHO Ha YPOBHE
ONCTaNbHbIX N3BUTLIX KaHanbLEeB HedpoHa.

Kopa HagnouyeuHnka aBnseTca XU3HeHHO HeOOXOONMbBIM OpIraHOM —
CMEPTb 3KCNEePUMEHTANbHBIX XNUBOTHLIX NMOCNE ABYCTOPOHHEN agpeHansk-
TOMUM HACTYMNaeT yepes3 HECKONbKO CyTOoK ABCONIOTHAN XU3HEHHAA HEO0b-
XOAMMOCTbL KOPTUKOCTEPONAOB, B NMEPBYIO o4epeab, onpelensierca AByMA
QCHOBHBIMUW DYHKLMAMU:

1. 3agepxka B OpraHnu3Me HaTpua n nogaepxaHne uanonorniyeckon oc-
MOSIAPHOCTN BHYTPEHHEN cpefbl. ITa QyHKkumMa obecneymBaeTca MuHepa-
nokoptukonaamm. OCHOBHBIM MUHEPANOKOPTUKOUAOM Y 4enoBeka ABngaeT-
CS anbAOCTEepPOH

2 ObecneuyeHne agantaumm OpraHM3mMa K CTpeCCOPHbLIM GpakTopaMm BHeLL-
Hen cpeabt [Mog CTPeCCoOpHbIMU GakTopamMmn NOHUMAKT BECb KOMMEKC BO3-
OEeNCTBUI Ha OPraHn3M OT NHPEKUMOHHBLIX U TPABMUPYIOWNX areHToB, 3a-
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KaHYMBaa 9MOLMOHanNbHbIMKM CcTpeccopamn. YkasaHHble adgekrtbl obecne-
YNBAKTCH MMIOKOKOPTUKONAEMMN, OCHOBHBIM NPEACTaBUTENEM KOTOPLIX Y Ye-
JI0BEKa SIBNSETCSH KOPTUSON.

Hagno4YeuHnkoBbIeaHAPOreHbl (0ernapoannaHapocTepoH, aHapoCcTeHamn-
OH) UMEIOT NPUHUMANANbLHOE GU3NONOrNYecKoe 3HayeHme, XOTA U He nMe-
10T OCTPOM XU3HEHHOW HeoBX0ANMOCTH.

Kopa HagnoueuyHmka B OYHKLMOHANLHOM r1aHe MOXET BbiTh pasaenexHa
Ha 2 yacTn Cekpelms anbaocTepoHa KNybo4KOBOW 30HOW KOPb! HaZnovey-
HUKOB PErYIMPYETCA CUCTEMON PEHUH-AHTMOTEH3NH-aNbA0CTEPOH, NPAKTU-
YeCku aBTOHOMHO OT adPpekToB AKTI ageHornnodpusa. AKTI okasbiBaeT BIn-
AHWE TONIbKO HA HAYaNbHLIE CTaAUK BUOCMHTE3A MUHEPANOKOPTMKOMAOB [pu
aeduumte AKTT (BTOPUYHBI MMMOKOPTULN3M) KNyBoukoBaa 30Ha, QyHKUM-
OHUPYIOWAA aBTOHOMHO, B OTIMYME OT My4KOBOM M cCeTyaTon, atpodun He
noagepraetcs. IMeHHO C 3TUM CBA3AHO, Kak npasuna, bonee MAarkoe Teue-

HWE BTOPUYHOWN HaaMno-
AT e Cmpeccoebu? qbaKmop ¥ YEYHWKOBOW HepocTa-
¥t MR ki “  TOYHOCTW MO CpaBHe-
U 3 O, HUIO C NEPBUYHOR, NPN

lonosnoi Moz > KOTOpPOW paspylanTca
BCE 30Hbl KOPbl HAANO-

. YeyHuKa.
Furniomanamyc § Lnsany4ykoBon n cet-
4aTOW 30HbLI, KOTOpPbLIE
Bofe A «  ABASAKOTCA 4aCTbio rn-

AT T IN 6
Poadtiat o HNE
ELEIV S LERNPI I NI

PO M

+ noranamo-runodu-
¥ 3apHO-HaZNo4YeyHn-
£+ KOBOW CUCTEMbI, OC-

HOBHbIM CEKPETOPHbLIM

ovobEs o n TpOoPUIEeCKUM CTn-
GBI I MYNAITOPOM AABNAETCH
Vo gnatr v AKTT, Bblgenexume Ko-

3 atE” Ly TOPOro,B CBOIO O4e-

PR S D xri,d t AKTr +

<N RS ey

penb, perynupyercsa
KPI. OTn ropMoOH®bI
CBA3aHbl Mexay Co-

OmpuuyamenpHan obpamHas ceasb

Fh taNBHEY Al B H0oW KNacCuyecknmMmn
Kopa HWHuxa F NeTnaMuU OTPULATENb-
™o fud T o HoW 0BpaTHON CBA3MK.

¢ I To 1Y £ B cooTteerctBUM C

. [l AN Kapmaon NPUHUUNOM OoTpuULa-

-p i 3k i1} i TenbHOW obOpaTHoOW

cBa3K, M3ObITOK KOP-

TM3ona nopasnaer

Tepugbepuqeckue mkaHu  npopykumio AKTE, a

aepnunTt - ee CTUMy-
nupyert (puc. 1).

-

Puc. 1. Orpunarensras o6paTHas CBsI3b B pery/siLiH
OPONYKUHH KOPTH30Ma



MniokokopTUKOMABI OKa3bIBAKDT MHOMOCTOPOHHEE BNMAHNE Ha OBMEH Be-
wecTs. C 0AHOW CTOPOHbLL, aKTUBUPYA NEYEHOYHbIT INIOKOHEeoreHes, a ¢ apy-
rov, CTUMYNNPYyN BLICBOBOXAEHME aMUHOKUCNOT — cyBCcTpaToB roKOHEOo-
reHesa n3 nepudepudecknx Tkaren (MbitiewHon, numbonaHomn) 3a CHeT yeun-
fleHna katabonnama 6enKkoB, MIOKOKOPTUKOUALI CMOCODBCTRYIOT Pa3BUTUIO
rUNepraMKeMnK, ABASIACL, TakMM 00Pa30M, KOHTPUHCYASPHBIMA ropMoHa-
Mn. KpoMe TOro, rimoKOKOPTUKONAb!I OKa3biBaAKT NEPMUCCUBHOE AEenCTBNE,
rno3sonniowlee 4pyrum ropMoHaM CTMMYAMpOoBaTh Kk4yeBble MeTabonvuec-
KME NPOLECCH, B TOM YUCNE MIOKOHEOoreHes, C MakcumanbtbiM a¢ddekTom.
3a cueT rnpespalLeHs HeakTUBHON GOPMbI IMUKOrEHCUHTETA3bI B aKTUBHYIO
rMIOKOKOPTMKOMALI YBEIMYMBAIOT 3anackl rukoreHa B neyeHyn. OQCHOBHbIE
3 PeKThl MIKOKOPTUKOUAOB HA XUPOBON 0BMeH 06yCnoBneHsl nx cnocob-
HOCTbLIO YCUNIMBATL NMNOINTUYECKOE AENCTBME KAaTEXONAMUHOB U FOPMOHA
pocTa. [MIOKOKOPTUKONAL! CHUXAKOT NOTPeGneHue 1 MCNOoNL30BaHUE MMIOKO-
3bl XXWPOBOW TKaHbIO. N36LITOYHOE KONMYECTBO MIOKOKOPTUKONA OB CTUMY~-
NPYET NMNOAN3 B O4HUX 4ACTAX Tena (KOHEYHOCTU) N NMNOoreHe3 B Apyrux
{(MMLL0, TYNOBULLE) U APUBOANT K BO3PACTAHNIO YPOBHA CBOBOAHbLIX XUPHbIX
KWUCNOT B nna3me. B uenoM, rMioKOKOPTUKOUAL! 0Ka3uiBaloT aHabonun4eckoe
pencrtsne Ha obmeH HenkoB 1 HYKNeuHOBLIX KUCNOT B NeYeHn n katabonv-
4yeCKoe B APYrnx opraHax, BKio4as Mulllubl, XXMPOBYIO, TMM@POUAHYIO TKaHu,
KOXY 1 KOCTWU. TOPMO39 pOCT 1 deneHne GudpobnacTos, a TaKke npoayk-
LMIO KONAareHa, rmioKoOKOPTUKONAbI HAPYLWAIOT perapaTtuBhyio ¢gpasy Bocna-
NNTENBHOro npouecca.

OCHOBHOW (pyHKUMEN CUCTEMbBI DEHUH-3HMOTEH3NH-aNbA0CTEPOH ABNA-
€TCA perynauuna roMeocrasa Boabl, 3N1eKTPOINTOB N NOJAEPXKAHNE CUCTEM-
HOro apTepmnanbHOro AasneHns 1 OCMONSPHOCTU. AHFMOTEH3MH, KOTOPbIA
cam no cebe aBnaeTca nanbonee MOUHLIM PU3NONOrNYECKUM BA3OKOHCT-
PUKTOPOM, CTUMYNNPYET KIyBOUKOBYIO 30HY ONOCPEAOBAHHO YePEe3 peLen-
TOPbI NAA3MaTNYECKON MeMBpaHbI KNEeTOK, KOTOpble CBA3aHbl ¢ hocdonm-
nason C. Kanui 3aMbikaeT oTpULaTeNbHYIO 06paTHyIo CBA3L B CUCTEME Pe-
HUH-AHIMOTEH3UH-ANbA0CTEPOH U OAHOBPEMEHHO ABNAETCA Hanbonee MolLLL-
HbIM CTUMYNATOPOM nocneaHen. Tak, konebaHne ypoBHa Kanusa nnasmbl Bce-
ro Ha 0,1 MMoNb/N NPUBOANT K UBMEHEHMIO KOHULEHTPALUN anbAOCTEPOHA, B
TY WM UHYIO CTOPORY, Ha 50% (puc. 2).

MaBHbIM OPTaHOM-MULLEHBIO 3NbA0CTEPOHA ABAAETCA NOYKA, IAE OH yCu-
JIMBaeT akKTUBHYIO peabcopbumio HaTPUA B AMCTANbHBIX N3BUTLIX KaHaNbLax
n cobupaTenbHbix TPyHoUKax NyTem CTUMynsumu sKkckpeunn resa Na+/K+-
ATdaszbl. KpoMe Toro, MMHEPANOKOPTUMKONAL! CrnOoCOBCTBYIOT BbIAENEHNIO
nodkamun K+, H+, NH4+. [1pn gednumnte MnHepanokopTUKoNaoB Npoucxo-
4T NOTeps OpraHM3MOM HATPUS, 3aaepXKa kanusa n metabonuyecknii aumn-
003. CxofHbiM 06pa3om anb4oCcTepoH BAUAET HA NOTOBbLIE, CNIOHHLIE U K-
WeYHbie Xenes.l.

naBHbLIMU HAANOYEYHNKOBBIMK aHaporeHamu (C19-crepouabt) ABNAIOT-
ca gernapoannanapoctepoH (A3A, npacTepoH) n aHgpoCcTeHanoH. 1o CBo-
e aHQPOreHHOM aKTUBHOCTM TECTOCTEPOH NPEBOCXOANT NX COOTBETCTBEH-
Ho B 20 n 10 pas. MNepepn cekpeunen 39% NIA cynsdatupyercsa go A I3A-C.
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PDusunonornyeckoe 3HaveHre J3A 0CTaeTCs OKOHYaTe1bHO HEBLISCHEHHbIM.
TeM He MEHee, Ha OCHOBAHUY MHOMOYUCIEHHbIX 9KCNEPUMEHTASNbHbIX U K-
HUYECKNX NCCReAoBaHNin, MOXHO 3aKAI0YNTb, YTO HU3KWIA ypoBEHbL JOA ac-
COLMUPOBAH C NOBbILWEHHLIM PUCKOM 3a60n1€BaRNi 1 COCTOSIHNIA, KOTOPbIE
pas3BMBAIOTCS B MOXUSOM BO3PACTE, B YACTHOCTU CO CHKEHNEM UMMYHO-
NOrNYecKkon PEaKTNBHOCTU, NOBbILUEHNEM CMEPTHOCTH, NOBbLILLEHNEM PUC-
Ka pa3BuUTUS HOBOODPA30BaHWUN, aTepoCKNePO30oM, BECCOHRNLIENR, OCTEOono-
PO30M ¥ 1EenPEeCCUBHbLIMU COCTOSHUAMMN.

ﬂperMM HAANOYEe4YHUKOBLIMU aHapOreHaMmm aBagaiTCaS aHgpocTeHanoH
W 3TUOXONAHONOH. Mocneanuia, NO-BUAUMOMY, UFPAET ONPEAENEHRYIO POSib
B NpoLeccax TepMoperynsaumn. TeECTOCTEPOH U 3CTPOreHbl B Hopme B 3Ha-
YNMbIX KOTMYECTBAX HAAMOHEYHNKAMN HE MPOAYLMPYIOTCS.

2. Onpenenenue

HagrnoyedHnkoBas HEQOCTATOYHOCTh (HEOOCTATOYHOCTL KOPLI HaANOYey-
HUKOB, TNokopTULUn3m, HH) — kinHuyecknin cuHapom, obycnoBAEeHHbIN He-
DOCTAaTOMHOWN CEKPELVEN TOPMOHOB KOPb! HAAN0YEYHUKOB B pe3ynbraTe Ha-
pyweHns GyHKUMOHNPOBAHUS OAHOMO MU HECKONbKUX 3BEHLEB rmnoTana-
MO-rurodn3apHO-HALNOYEYHUKOBOW CUCTEMBI. [ToaYepKHEM, Y4TO CMHOHU-
MOM TEPMUWHA HAAMOYEYHMKOBAS HELOCTATOUHOCTL ABASETCA rnnoKopTuU-
UM3M, TO €CTb AeDUUNT TOPMOHOB MO3rOBOro BELLLECTBA HAAMOYEYHUKOB B
natoreHese HH, no nMeoimnmMcs Ha CEroAHAIWHUA A€Hb NPEACTABNEHUSAM,
3HAYEHUS HE UMEET.

3. Knaccuukanus

Kak n He goCTaToO4HOCTL APYrux runodun33aBNCUMBbIX SHAOKPUHHBLIX XENe3
(wMToBMAHAA Xenesa, ronagn), HH knaccudunuympyerTcs cornacHo Havanb-
HOW noKanunaaummn naTonornyeckoro npouecca. Npu nepsuYHON Haanovey-
HUKOBOW HepocTaTodHoCcTu (1-HH) geduunt kopTukocTepomnaos passusa-
€TCA B pe3ynbrare pecTpykuun Camoi KOpPbl HaanoyewHukos. BrtopuuHana
Ha/NOYEYHMKOBASA HEJOCTATOYHOCT (2-HH) pa3BuBaeTcs B pe3ynbrare ae-
duumra AKTT, a TpeTudHas — B pesynbrarte aepuumra KPI™ runoranamyca.
DunddeperHumancHas AMArHOCTUKA BTOPUUHON 1 TPETUYHOW HAANOYEUHWKO-
BOM HE4OCTATOYHOCTU B KSIMHUYECKOM NPaKTUKe 3aTpyAHEHA, NO3TOMY O4EHb
4acTo 3TW gse GopmMbl ODLEAMHSIOTCSH TEPMUHOM LieHTPaNbHas Haanovyey-
HUKOBASt HEQOCTATOYHOCTb. TEPMWH BTOpWUYHAA npumMmerntTensho kK HH yka-
3bIBAGT UMEHHO HAa ee rmnoTanaMmo-runodusapHslin reHes, a He obo3Havaer
TOT QaKT, 4TO NTMNOKOPTULIM3M PA3BUIICS BTOPUYHO NO OTHOLWIEHWIO K BO34eN-
CTBUWIO HA OPraHW3M Kakoro-To naTonormdeckoro Gakropa uam npu Kakom-
TO ApyroM 3abosieBaHum.

Knaccunpuxauma Hagnove4HMKOBOMA HEQOCTATOYHOCTHN
1. MepBuYyHas HAANOYEYHNKOBASA HEJOCTATOYHOCTSL
1.1. AyTOUMMYHHAaA AECTPYKUNSA KOPbl HAAMOYEYHUKOB
1.1.1. isonuposanHaa 1-HH

10



1.1.2. AyTOUMMYHHbIA NONVUIAaHOYNRPHLIA CUHAPOM 1 Tuna
1.1.3. AyTOMMMYHHbIN NOAUINAHAYAAPHBIA CUHAPOM 2 TUna
2. Tybepkynes Haano4eyHuKoB
3. AapeHonekogucTpodus n
4. AvporeHHas 1-HH (ABYCTOPOHHAS afPeHaNaKToOMuUA)
5. MeTtacrartuyeckoe n onyxoneBoe NopaXKeHue Haano4eyHnKoB
6. Tfemopparuyeckuin nndapkr Hagnovyedrnkos (ABC-curapom, cnhg-
om YoTtepxayca-dpugepukceHa)
.7. Pefikue npuyuHbl: amunongos, rpubkossie MHbeKUMW, cuunmc,
BWY-accoummpoBaHHbIi KOMINEKC U 4p.

2. UenTpansrnas (runoranamo-runogun3sapHas) Hagnod4eyHnKoBas He-
AOCTaroO4YHOCThb
2.1. BropuyHasa HH
2.1.1. Tepanus npenaparamu rmoKOKOPTUKOWNIOB
2.1.2. B pamkax runononutyurapuama
2.1.3. 3onmnposaHHbit geduumt AKTI
2.2. TpetuyHas HH (nospexaenns runoranamyca passmyHoro reHes3a)
Knuuuueckan xaptuna 3abonesanns, CBA3aHHOMO C AeCTPyKUMEn Hag-
NO4YEe4HUKOB MaTONOMMYECKNUM NPOLECCOM, BNEPsbie U AOCTATOYHO NOMHO
Bbina onucaka B 1855 . anrnuitckum Bpayom TomacoM AgamcoHom (1793-
1860). TepmnHom GonesHbL AAANCOHA B HacTosLLEe BpeMa npuHato 060-
3Ha4aTh NEePBUYRYIO XPOHUYECKYIO HAANMOYEYHUKOBYIO HE4OCTAaTOYHOCTb TY-
HEepPKYNe3HOro U ayTOMMMYHHOIO (WAMONATUHECKOro) reHes3a, To ecTb Te
BapuaHTtel 1-HH, koTtopbie onncan Tomac ApancoH. PacnpocTpanaTtb 3ToT
TepMun Ha 1-XHH apyron atnonornu unu 2-HH He npasunbHo. B nurepa-
TYpPE MOXHO BCTPETUTb TEPMUH “Benbitt agancoHnam”. Ero uenecoobpas-
HO UCnonL3oBaThb B caydae BecnurmenTHoi Gopmbl Bonesnn Agancona,
HO He NPU BTOPUYHOM rMNOKOPTULIMZME, NPU KOTOPOM rMinNeprnurMeHTaLmns
KOXHbIX NOKPOBOB 3aKOHOMEPHO OTCYTCTBYET.
1-XHH aBnaeTcsa 0THOCUTEABLHO pexum 3abonesaHnem. HYactora HOBbIX
cny4yaes cocrtasnsiet ot 40-60 go 100-110 HoBbIX Cityyaes Ha 1 MAH. B3POC-
AbiX B rog. McTurraa 4actoTa uerntpanehuix Gopm HH HenseectHa, HO ee
Haubonee 4acTon NPUYMHON ABASETCS NogasieHne runoTanamo-runodm-
3apHo-Hagno4yeyHnkoson cuctemst ([THC) Ha poHE XpOHUYECKOW Tepanuu
rIOKOKOPpTUKOUZamu. BTopnyuHas Haano4e4HMKoBas HenoCTaTouyHOCTb, B
NpakTuKe 3HAOKPURONOra, Kak Npaswusio, BCTPEYaeTCs B paMKax naHrmnonu-
Tyntapuama. Cpeaun NnaumeHTos C runodusapHon HegOCTATOMHOCTLIO, KO-
TOpas yallle BCero sABnaeTCa NapLmansHoi, TO €CTh C BbiMaaeHneM He BCeX,
a HeCKONbKMX GYHKUMN agerorunodunda, BTOPMHHLIA TMnoKopTULM3M BCTPe-
4aeTCs OTHOCUTENbHO PEAKO.



4. ITHOJIOTHst MIEPBHYHOIO THIIOKOPTHIHM3MA

4.1. AyTOUMMYHHOE nOPaXxeHne Kopbl HaRMno4Ye4yHNKoB
AYyTOMMMYHHas AECTPYKUMS KOPbI HAANOYEUYHUKOB (ayTONMMYHHbIR agpe-
HINT) B HACTOSLLIEE BPEMS SIBASETCSH OCHOBHOMW npuynHoit 1-XHH. Ha ee gonio
B pa3suTbixX CTpaHax npuxoaures oo 90% u 6onee cnyyaes 1-XHH (puc 3).

AnpeHonenkoaucTpocmn

Opyrve npnuphb

10%

Y A
TyBepkynea
‘ AyTOMMMYHHAA
AECTPYKUMS KOPbE
. HaLNOMEYHNKOB
80%

Puc. 3. DTHONOrHYECKas CTPYKTYpa NMEPBUIHON XPOHHUYECKOH HaAIIO4eYHHKO-
BOM HEJOCTATOYHOCTH (IO JaHHBIM PA3HBIX aBTOPOB)

Cnepnyert 0TMeTUTL, 4TO €Cnv BO BTOPOM nonosuHe XIX n ravane XX Beka Ha
0710 ayTOMMMYHHOM AeCTPpYKUMM npuxoannocs He bonee 15-20% o1 BCex
cnyyaes 6onesnu Agamcona, To Ha npoTsxkeHun 20 cToneTus CoOoTHoeHne
3TUONOrNYECcKMX HGaKToPOB NEPBUYHOMO rMNOKOPTUUN3MA NOCTENEHHO N3Me-
HSIOCH B CTOPOHY npeobnagaHnsa ayTOMMMYHHON OeCTPYKUMU Haa Tybepky-
ne3rHon. Tak, No [AaHHbIM Halen PeTpocnekTuBHOM padoTsl, B 40-50-e roas!
Ha gono Tybepkynesa Hagnoye4yHnKoB npunock 48% cnyuvaes 1-HH, Toraa
kak B 80-90-e roabl 3T0T Nokazartens ymeHbluwaca o 15% ( puc. 4).

PaboTtamu Hauana 90-x rogos 6610 Nokal3aHo, 470 CneunduiecKumm M-
MYHOIOrM4ecKMMu Mapkepamm ayTOUMMYHHOM 4eCTPYKUMU KOPbI H3ANo4ey-
HUKOB sIBASIIOTCA aHTUTENa K pepMeHTamM HaarnoyeyHnKoBOro crepongore-
He3a 21-rngpokcunase (P450c21), 17a-ruapokcunase (P450c17) n depmen-
Ty oTwennenus 6okoson uenu (P450scc). Mpu nsonuposanHoli 1-XHH Hau-
fonbllee ANArHOCTUYECKOE 3HavYeHue umeloT aHtutena Kk P450c21. Ecnn
3HaYeHWEe yKa3aHHbIX aHTUTEN KaK Ceposiormyeckoro mapkepa 1-XHH ayro-
UMMYHHOIO reHe3a B HACTOSILLEE BPEMS HE BbI3biBAET COMHEHWNN, TO UX Na-
TOreHEeTUYeCKas POJib B A8CTPYKUMMN KOPbI HAANOYEYHUKOB OCTAETCH A0 KOH-
L2 HEU3BECTHOMN.

Matoredes 1-XHH ayTouMMyHHOr 0O resesa, BePOsSTHO, BO MHOMOM CXOXe
TakOBbIM A5 APYrUX OpraHocneundUIecknx ayTouMMyHHbIX 3ab0sieBaHuA.
B HopmMme T- u B-numdountol anddepeHumpyioTcsa N3 CTBOMOBON KNeTKU re-
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Monoazasko- 100
CTHOM Mo3re.
B panbHen-
LweM B TuMyce
ayropeakTuBs-
Hble TUMOUU-
Tbl nornbaioT
npu anonro-
3e. Y naumnen-
108 C 1-XHH,
Ha ¢OHEe BO3- |
hencTena re- FOILI
HETUYECKUX 1 Beero 1939-1958  1959-1978 1979-1997

3K30reHHbIX
dakTopos, T-

85%

15%; 7

Hamonatuseckas (8cpoaTHO ayTonmsytnas) Soaeinn Axancona

KNeTKyu, pea- E:l Bonesus Asncona TyGeprysesnoil »tuonorun

rmp6>yrou_|,|/|e ¢ Puc. 4. J[uHaMHKa STHONOIHYECKOH CTPYKTYpHl 60Je3HH

SO g;BeHHO” Annucona. Perpocnextusnstit ananus 426 cnygaes 3a nepuos
opou Haano 1939-1997 rr. (Danees B.B. u ap., 1998)

YEUYHWUKOB, NO-
nagaioT B nepudepruyeckuin KpoBoToK, rae pacnosHaT cRov creumduyec-
K1E ayToaHTUreHbl U MHULMMPYIOT AeCTPYKLMIO KOPbl Haanodednuka. Kpome
TOr0, T-KNeTKU CTUMYNUPYIOT ayTOpeaKkTUBHLIE B-kneTtkn, KoTopsie HaumrHa-
10T NPOAYUMPOBATE CrieunduuecKkme ayToaHTuTena.

4.2. AYyTOUMMYHHbBIE NONUrNaHaYASIPHBIE CUHAPOMbI

MpUHUMNKAJIbHLIM ACNEKTOM B pamkax obcyxaenua atuonornm 1-XHH,
ABNRIOTCH QyTOMMMYHHbIE NOAUMAHAYASPHbe curdpombt {AMC). ATIC npea-
cTaBAAOT coBON NEepBUYHOE NOPaXEHUE aYTOUMMMYHHBLIM NPOUECCOM [IBYX
n bonee nepndepnuecknx 3HAOKPUHHLBIX Xenes, npueoasuiee, Kak npasu-
10, K UX HeZOCTAaTOHMHOCTKM, HAaCcTO CoYeTalolleecs C pas3MiyHbiMKU OPraHo-
cneunbduyeckUMN HE3HAOKPUHHBIMK 3aD0NEBAHUSMU ayTOUMMYHHOIO re-
Hes3a. B HacTosiuee BpeMs Ha OCHOBAHUUN KIIMHUMYECKUX N MMMYHOTEeHeTU-
yeckux ocobeHHocTen soiaensioT ANC 1 n 2 Tunos (cm. 1abn. 1).

AYTOUMMYHHBI? MTOMTAAHAYASPHBIA CUHAPOM 2 Tuna (AMNC-2) — nanbo-
Jlee PacnpoCcTPaHEeHHbIN, HO MEHee U3yyYeHHbIn BapuanT ATC. B cBoio o4e-
pefb, CaMbiM 4aCTbIM BapuaHToM AfMC-2 aBRsieTcs coveTaHue CaxapHoro
Anabera 1-ro TMna n ayToMMMYHHOro Tupeonauta (AUT). Hanbonee nssec-
THbIM BapuaHToM ATC-2 asnsierca cuHapom LUmunara, npeacrasnsiowmii
cobon coderanmne 1-XHH n ayTouMMyHHbIX Tupeonatuii (AVUT nan 6onesHb
[peneca-basenosa {(bI'B)). Pexe sctpevaercs covertanne 1-XHH ¢ caxap-
HbiM anabeToM 1-ro Tuna (cuHapom Kapnentepa).

Mrorue u3 3abonesaHuii, BCTpeYasiCb B pamkax AlNC-2, accouumpoBaHb
¢ ransiotunamun — HLA-BS8, -DR3, -DR4, -DR5. TeM He meHee, B HacTosLlee
BPEMSA HE BbISBAEHO Kakux-inbo CyLLeCTBEHHbBIX UMMYHOME€HETUHECKMX Pa3-
NNYNin Mexxay N30aANPoBaHHbLIM ayTOUMMYHHBIMKW 9HAOKPUHONATUAMU U Ta-
KOBbIMUW B pamkax ANC-2. B bonslinHeTee caydaes AlC-2 scTpedaeTcd Cno-
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Tabruya 1

KomnoHeHnTsl AYTOUMMYHHBIX NOJTHIVIAHAYJIAPHBIX CHHIPOMOB

ANC 1-ro tuna

ANC 2-ro mna

lvnonapatupeo3 76-96%
CRnancTo—koxHblit kanonpo3 17—100%
HannoyeyHnkosas HeROCTAaTOYHOCTL 72—100%

Hapnodeunukosas HepoctatoyHocTs 80—100%
AyTouMMyHHLIA TupeonauT / BTB 69~-97%
CaxapHbit anabet 1 na 35-52%

lepeuyHbIA runoroxaauam 26-45% Butuanro 5-50% it

Anoneums 30% MNepenunbiit runorokapmam 3,5-16% ¢y 4 g *

ManbaScopuus 23% lephuLiro3hasn aHemus 16% o ¢

MNephuumosras aHemna 14% S,
XpOHU4ECKMiA aKTUBHBIA renatut 12% b e ¢
AYTOUMMYHHA TupeonpyT / BI'6 10% . o SPCL BT

Butunuro 4% RN

Caxaptbit gnabet 1 tuna 2—-5%

pagndeckn, ogHaKo, ONUCaHO HeEMano Cnyyaes CeMeitHbIX GOopM, NPU KOTO-
pbix 3aboneBaHne HabRIDAAETCH Y PA3HLIX YIEHOB CEMbU B HECKOBLKMX NO-
konennax AMNC-2 npymepHo B 8 pas vaile BCTPEYAETCS Y XEHLWMH, MaHN-
dectupyet B cpesHeM B so3pacte mexay 20 u 50 rogpamn, npyn STOM UHTEP-
Bas MeXAy KINHNYeCckuM AeBI0TOM ero 0T/e/1bHbIX KOMNOHEHTOB MOXET CO-
ctaButk Honee 20 net. ¥ 40-50% 601bHLIX C NCXOLHO U30AUPOBaHHON 1-XHH
paHo UNM NO3AHO PAa3BUBAETCS APYyras ayTOUMMYHHAa SHAOKPUHONATUA
1-XHH scTpevaeTca npu oboux Bapuantax Al1C u, kak npaBusio, ABAseTCs
Hanbosnee 3HAYUMbBIM NX KOMNOHEHTOM B KIMHWYECKOM NaaHe [TpuHumnu-
anbHbIM oTAnyuem ATMC-1 ot ATIC-2 asnsetcsa codeTtanune 1-XHH ¢ runona-
paTupeo3oM N OTHOCUTENBLHAA PEAKOCTL ayTOMMMYHHBIX TUpeonaTuin. Kpo-
Me TOro, B KJITaCCUYECKYIO Tpnaay KoMnoHeHToB AT1C-1 Tuna BXxoguT camaun-
CTO-KOXHbIN KaHANMAO3 (cM Tabn. 2).
Tabruya 2
CpasHuTe/bHasA XapakTepucruka AIIC

ANC 2-ro Tuna

3abonepasme C HaCneNCTBEHHON
NPEAPACNONOXEHHOCTHIO (MORNreHHoe)

ANC 1-ro Tuna

MoHoreHHas, ayToCOMHO-peLeccusHoe
(Merfienupylowee) 3abonesatne ¢ RORHOM

MEHETPAHTHOCTHIO
[pu cemeitbix Gpopmax NposiBaseTcs Ipy cemeittbix GopMax MOXET NPOSIBARTLCH
TONILKO Y CHOCOB B HECKONbKUX NOKONEHNSIX

Muk manugectauun 30 net
H1A -88, -Dw3, -Dr3, -Drd

luk mauudectauuu 12 net

OtcyTcTBMe accouuaunu ¢ ranjotunamn HLA,
myTaums B rese AIRE Ha 21g22 3 xpomocome
[Mnonapatmpeos, CAM3NCTO-KOXHbIA KaHONEO3,
XPOHUHECKMN ayTOYMMYHHbBIA renaru,
Manbabeopbuus OTHOCUTENBHAS PEOKOCTb
AYTOMMMYHHBIX TUpEOnaTuii
CaxapHbiit puabet 1 tuna ~ 2-5%
Myxuubbl XeHWuH = 1,4 1
Xapakrephoe otanume 1-XHH 8 pamxkax ANC-1 —

OTHOCMTENHHO BHICOKAs 4aCTOTa 0BHAPYXEHUs
antuten K P450¢17 u P450sce

YkazanHbie 3abonesanus He HabnogaloTen
AyTOMMMYHHbIE THPEONATUIA — NPAKTUYECKM
NOCTOSHHBIA KOMNIOHEHT

CaxapHblit auabet 1 Tuna — 52 %
MyX4mHbl XeHUWWHE = 8 1

Mpn 1-XHH B pamkax AfC-2 ~ oTHOCHTEALHO
penko BLIABNANOTCS aHTuTena k P450c17 n P450scc,
C BbLICOKOW 4aCTOTOM aHTuTena K P450c21
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AYyTOUMMYHHBIN noAUrIaHaynsapHein cuHgpom 1 tuna (ANC-1, APECED-
Autoimmune polyendocrinopathy-candidiasis-ectodermal-dystrophy,
MEDAC-Multiple Endocrine Deficiency Autoimmune Candidiasis, kaHawnno-
NOANSHOOKPUHHLIN CURAPOM) — peakoe 3aboseBaHne C ayToCOMHO-peLec-
CUBHBLIM TUMOM HACNELOBAHUEM NN PEXE BCTPEYAIOLLEECS CNOPAANYECKH,
ANa KOTOPOro XxapakrepHa knaccuyeckas Tpuana, onucanHas Yantkepom
CNM3UCTO-KOXHBIN KaHAWA03, runonapatupeos, 1-XHH AMNC-1 pebioTtupy-
€T, Kak NpaBuo, B LETCKOM Bo3pacTe B nogasnsouiem 601bunMHCTBE Cy-
yaes, nepsuiv npossneHnem AINC-1 9BnseTca CAN3NCTO-KOXHbIM KaHANA03,
passuBaowniics B nepeblie 10 neT XM3HK, Yalle B BO3pacTe OKONo 2 ner,
npwv 3TOM HabNAAETCA NOPAXEHUE CAM3UCTbIX 0BON0HEK NOAOCTU PTa, re-
HUTaNKN, & TAKXKE KOX1, HOTTEBbLIX BAAIMKOB, HOFTE, pexe BCTPEYaeTCR No-
paxenue XKT, gbixaTenbHbix Nnytein. Ha GoHe CAU3UCTO-KOXHOrO Karanao-
3ay 84% nauneHTOB Pa3BMBAETCH FMNONApPaTUPEeo3, KoTopslity 88% 60s1b-
HbIX pa3sueaeTcs B nepsble 10 net xn3Hu. Hanbonee cywecTBEHHbLIM OT-
KpbITUEeM NocNegHuX net B obnactn nccnegosanusa AlNC asnaeTca oTKpbl-
TUE FeHa, MyTaumm B KOTOPOM npuBoaaT k pazsutuio ANC-1 3ToT reH pac-
nonoxeH Ha 21q22.3 xpoMocome u noaydusn HaszsaHue AIRE-1 (ot
autormmune regulator). OtkpbeiTne reHa AIRE nmeet sBaxHoe obwemean-
LMHCKOE 3Havenne. [eHeTUYeckuii KOMNOHEHT NPeaNncAaraeTcs B kKa4ecTse
OOHOro U3 NPUHUMNMANBHLIX GaKkTOPOB B Pa3BUTUN BOMLLUMHCTBA ayTOUM-
MyHHbIX 3abonesanunit. OgHaKO C MO3ULMK FEHETUKM ayTOUMMYHHbIE 3360-
JIEBAHUSA OTHOCATCA K NOSIMFEHHLIM UNU 3aD0SIEBAHUSM C HACNEACTBEHHOM
NpeApacnoioXeHHOCTbIO. B oTHoweHun AMNC-1 Mbl nMeem Oeno C eAnH-
CTBEHHbIM U3BECTHBIM B NATONOrMKM Yenoseka (!) ayrouMmyHHbIM 3abonesa-
HWEM C MOHOMEeHHbIM, TO €CTb MEH/E/IEBCKUM XapaKTepoM HaCnen0BaHUs,
KOrga ayTOMMMYHHbBIZ NPOLECC B GOMbLIMHCTBE SHAOKPUHHbLIX XE1E3 U MHO-
rUx opyrux opraHax obycsoBieH MmyTaumein 0AHOro eAMHCTBEHHOrO reHa

B npoBeaeHHOM HaMu uccnenoBaHnn Npu GUHAMUHECKOM OUEHKE COOT-
HOLLEHUS HacToTbl ndoanposaHHon 1-XHH n 1-XHH B pamkax AMNC 66110 Bbl-
ABJIeHO, 470 ecav B 30-x—50-x rogax 20 sexa 1-XHH B pamkax AMNC Bctpeya-
nace B 13% cnyvaes, To k 80-mM-90-M rogam 3107 nokaszaTens Buipoc A0 34%,
B CBA3M C 4EM, MOXHO CAenaTh BbiBOA 06 o4epegHOM aTane natoMmopdo3a
6one3nun ALONCOHA, KOTOPLIN 3aKA0HAETCH B NOCTENEHHOM Nepexoie 3Ton
naTtonorum B paspsg ANC, s nepsyto ouepenb AMNC-2.

4.3. Tyb6epkyne3 Haano4e4HNKoB

Kak y>xe roBopunocs, AeCTpyKUms KOPKOBOroO BEWLECTBa HAAMOYEYHUKOB Ty-
6epKynesHbIM NPOoLECCOM 3aHMMAaeT BTOPOE MECTO B PSIY 3TUOI0rMYeckux ¢ak-
Topos 1-XHH. TyGepKynes Haano4e4HUKOB PA3BUBAETCS BCASACTBUE reMaToreH-
HOro pacnpocTpaHeHus MukobakTepuit. OBLIMHO B MPOUECC BOBMEKAETCH Kak
KOPKOBOE, Tak 1 MO3roBOE BELLIECTBO (MOCneAHNN HEHOMER KITMHUYECKOrO 3Ha-
YEeHUs, 1o-BUAMMOMY, NPAKTUYECKM HE nMeeT). Kak 1 B cnydyae ayronMMyHHOO
nopaxenus, npu TybepkyneaHom npouecce 1-XHH knnHmuyeckn manmupecTupy-
eT ToNILKO Npu paspylleHnn 90% KopKOBOro BeLLecTBa 000Mx HAANOYEYHNKOB
Mpu TyBepkynese HaanoHeHHNKOB B BONLLUMHCTBE Ciy4YaeB y 605bHbIX UMEIOTCH
cnefpl paHee nepeHeCeHHoro TybepKynesa Uav akTUBHbIK NPOUECC
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d 4.4. Aapedoneiikoaucrpopust

AgpenonenkoancTtpodusa (AS14, 6one3Hb 3umepnuHra-Kponudenbaa,
MenaHogepmMuyeckas nenkogmuctpodus) — sabonesanmne ¢ X-CUENIEHHbIM
PEeLECCUBHLIM TUNOM HACNELOBAHUSA, OCHOBHBIMU NPOABAEHUSAMU KOTOPO-
ro ABAsieTC NopaxeHwe H@N0ro BeLEeCTBA LEHTPANBHOR HEPBHOW CUCTEMBI
M KOpbl HaANOYEYHUKOB. [pynna neinkoanctpoduin obbeanHsieT Hacnes-
CTBEHHbIE HeNpoaereHepaTuBHbLIe 3a00neBaHKs, NPU KOTOPLIX NPOUCXOANT
[Ae3uHTEerpauust MUENNHOBbIX BOAOKOH LeHTpansHon (LLHC) n nepudepuyec-
KO HepBHOM CUCTEMBI. BOoNeaHbL 06ycnoBneHa geneumeis rena ALD Ha AnvH-
HOM naeyve X-xpoMocoMbl (X(q28), Npoasasiowencs HegoCTaToYHOCTLIO Anr-
Houepoun-KoA-cuHTeTassl. 370, B CBOK O4epeb, BEAET K HAapyLeHuo B-
OKMCNEHUS HACILEHHBIX AIMBHOUENOYEYHbIX XUPHLIX kKncnot (XK, nme-
owme 24-32 yrnepoaHbiX aToMa) B NePOKCUCOMAX U NOCASAYIOWEMY UX HA-
KOM/IEHMIO BMECTE C aunpamMm xonecTepuHa B KNETKaxX HEPBHOW CUCTEMBI U
KOPKOBOIO BEWLECTBA HAANOYEYHWKOB. [1peanonoxuTenbHasa pacnpocrpa-
HEeHHOCTb 3abonesaHusa coctasnsaeT 1 Ha 100.000-150.000 MyxHuH.

Buigenserca, no MeHbluen mepe, 6 knnHnyeckux derotunos AJ14, KOTO-
pble BAPbUPYIOT OT TAXENO0N geTCKon uepebpansHoi hpopmbl 4o beccumn-
TOMHOro TeveHusi. B 0aHoN 1 Tol xe ceMbe, Kak NpaBwuio, BCTPEYalnTCa pas-
nwynble GeHoTunel AJ14. JeTtckas yepebpanbHas ¢popma ssnaeTcs GeHo-
TUNUMYEeCckn Hanbonee TAXENLIM BapuaHTOM TedeHus AJ14. MauneHTsl npak-
TUYECKU 300P0BbI A0 Bo3pacTa 2—-10 net, Koraa ManndecTupyeT Hagnoyes-
HMKOBAsi HE4OCTATOYHOCTb U TSXENas NPOrpecCUpyoLas HeBpPOIornyeckasn
avcohyHkums. Nocne ManudecTaunn cumnToMaTuka beIcTPo Nporpeccupy-
€T W 3aKaHuMBaeTCs CMEpPTLIO NaumenHTa Yepes 2—4 rofa. AHaNOrMyYHbIM 00-
pa3oM, HO B Bonee NO3AHEM BO3pacTe, NPOTEKAINT 104POCTKOBas Lepeob-
panbHas v B3pocnas LepebpasnsHas Gopma. Hanbonslinia untepec A1s SH-
AOKPUHONOroB NpeacTaBnatoT cnegyowme 2 dopmel. MNpu agpesommeno-
HelponaTtum (35% cnyyaes AJ111), koTopasi, Kak rnpasnno, MaHngeCcTMpyeT 8
3-4 gekape Xn3Hu Ha HOHE NPOrpecCrpyIoLLEn HEBPONOrM4EeCKON CUMNTO-
MaTKKK (CNacTUYECKUIN Napanapes HOr, HapyLleHue BUDPAaLUMOHHON YyBCTBN-
TENLHOCTW, HapyLLEHNE JeaTenbHOCTN COUHKTEPOB), ¥ 2/3 NnauneHTos pas-
Busaerca 1-XHH. U, nakoHeu, 8 10-20% cnyyaes AJ1[} eanHCTBEHHbIM po-
sBneHviem 3abonesars ssnsercsa 1-XHH 6e3 kakmx-1mbo npu3Hakos HEBPO-
norudeckot anchyHkumuun. Bonee NONOBUHLI XEHLUMH-HOCUTEEH MyTaumn
reqa AJ1, UMeIoT Te NN NHbIE HEBPOJIOTMYECKME NPOsiBNEHUs 3abonesanus,
YTO CBA32HO C HEPABHOMEPHOI M NPEUMYILLLEECTBEHHOW NHaKTUBaLMEN X-Xpo-
MOCOMBbI, HE UMEIOLLLEI MYTaHTHOro reHa. OCHOBHBLIMY MeTO4aMK ANarnoc-
Tnku AJ11 sisnsietcs onpepenexne yposHa KK B nnazme, MPT roanosHOro
Mo3ra v NpaMon reHeTuyeckuin aHanus (puc. 5).

JlabopatopHbiM Mapkepom AJ1[i ssnseTcs nosbiweHune yposnsa OXK 8
BMoNorM4ecKMxX XnakocTax. B nnaame nposoguTca nccnenoBaHne yposHs
Tetapko3aHoeBol (C24:0), nenrakosaHoesoit (C25:0) u rekcako3aHoesoi
(C26:0) kucnoT, a Takke OTHOWEHME UX YPOBHA K DereHoBol KucnoTe
(C22:0). MNpu nogospennn Ha AJ1[1 obsizaTenbHbIM UCCAef0BaHnEM ABAS-
eTca MPT ronosHOro mo3sra. llpouecc aeMnenmHn3aummn s ronosBHOM mMo3-
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AJL: LepebpansHas Hpyrue !
l AJII ner - alpCHOMUENIOHEHPOTIaTHA dopma AJIJ nefxoancTpodun

- u3oupoBanHas HH
- Beccumnromuas dpopma

-HccleNoBaHue QYHKUHH HANOUEYHHKOB
e - Hefipodusnonoruyeckoe obcneosanue
- FEHETHYECKUi aHANH3

Puc. 5. Cxema gquarnocruueckoro noucka npu AJIJ] [Gartner J., et al., 1998]

re 0Obl4HO HAYMHAETCS C BasiMKa MO30SIMCTOrO Tena, pexe C ero KoneHa
WU Tena, BHYTPEHHEN Kancynsl Uiu CTBOMA FO/I0BHOMO MO3ra U Nporpec-
cupyeT, Yauie Bcero, Ha npotaxerun 1-10 net. Mpu aapeHoMUenoHenpo-
natun MPT suigBnsieT aTpoduio CNIMHROIo Mo3ra Bes Hapylerus remarto-
aHuedanuueckoro 6apsepa. TunnyHo MP-ToMorpaduyeckon KapTuHon
ana AJ1 asnsieTcs NOpaxeHue C aCUMMETPUYHBLIM pacnpegeneHuem, 3ax-
BaTbLIBAIOLLIEE MO30JICTOE TEJIO U NEPUBEHTPUKYNSPHOE NAapUeTo-OKUNN-
TanebHoe Henoe BewecTso.

Haunbonee TOHHbIM METOAOM ANArHOCTUKU, KOTOPLIA UMeeT OCHOBHOEe
3HAYEHNE 0J19 BbIIBJIEHMS reTOPO3UroTHBIX hopM AJTL y XEHLLUH, ABNseTCs
NpAMON reseTudecknin anama. Mpn AJ1 n36eiTouHoe Hakonnenne KK B
TKAHAX U BUONOrMHECKUX XNAKOCTIX OTMEYaeTCs yXe BHYyTPUyTpobHO. Boi-
coknit yposenb J)KK MoxeT 6biTb 06HapyXeH B aMHUOTUHECKOMN XUAKOCTU
B BOPCUHAX XOPUOHA.

Panee cuyuranocs, uto 1-XHH, seiaBaHHas AJ1[0, BCTpedaeTcs KpaiHe pea-
KO. PykoBoacTsa 1 y4ebHUKM MO SHAOKPUHOMOrUKN Npoleawnx necarune-
TU BOOOLLE He ynoMuHann 06 A1, MpuunHoi 3TOro, BEPOSTHO, AB/sSIACh
BbICOKAst CMEPTHOCTb B0sibHbIX AJ1[ B €TCKOM BO3PACTE, @ TAKKE CIIOXKHO-
CcTu anardoctukn AJ1, Kotopas nposiBaseTcs u3onuposanHoit 1-XHH. Kpo-
Me TOro, cama aTuonoruyeckas guarHoctuka 1-XHH ctpounace avub Ha
KOCBEHHbIX AaHHbIX (Hanuymne nnm oTCyTCTBME NeroyHoro Tybepkynesa). o
COBPEMEHHBLIM npeacTasneHnsm, AJ1 8bIXOAUT U3 pas3psaia peakux NPUUnH
1-HH. 370 cTano o4eBUAHLIM NOCHE NOABNEHNS BO3MOXHOCTU onpejene-
HMA B KPoBU BoNbHbIX 1-XHH yposHsa XK.
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MepBuyHbIN rMnokopTUUM3M, passuswinica npn AJl, umeer nanbosnee
TAXeNbIA NPOrHO3 No cpaBHenuto ¢ 1-XHH gpyroro rexesa, 41o onpegens-
€TCA CONyTCTBYIOLWEN HEBPONOrNYECKon natonornen. Kak ykassisanocs,
nocne ayTouMMyHHOW AeCTpykuuu u Tybepkynesa, AJ1 B HacToswee Bpe-
M$S CHUTAETCS TPETbEeN NO YacToTe NPUHUHONK NMEePBUYHOIro MNOKOPTUUM3Ma
(no cpegHum oueHkam 6—-10% scex cityqaes 1-HH).

HYem MOAOXe MyXuyumHa Ha MOMeRT MaHudecTaunn 1-XHH, Tem 6onblie
BEPOSITHOCTb TOr0, 4TO OHa cBsdaHa ¢ AJ14. MoMUMO Kopbl HaA104E4HUKOB
npu AN He peaxo rnponcxoanT NopaxeHue auyek ¢ pasBUTNEM NepBUYHO-
ro rmnoroHagmamMa. YuntbiBas CKa3aHHOEe Bbllle, MOXHO BblAEAWUTL rpynnbl
NauUMEHTOB, Y KOTOPLIX C HOMbLIER BEPOATHOCTLIO MOXHO NOA03peBaTsL B
KayeCTBe NPUYNHLI HAANOYEYHNKOBOM HegocTaTouHocTy AJ1A:

- Monogple MyxuuHbi (Bo3pacTt MarudecTtauumn 1-XHH go 30 neT)

—  MyxuuHbl ¢ 1-XHH, uMmetotme Hesponornyeckue HapyleHusa

—  MyxuunHsl ¢ 1-XHH 1 nepBUYHLIM runoroHagn3mom

— bBonbHele 1-XHH, umeiowme B cCeMENHOM aHaMHe3e Criyyaun paHHen

LETCKON CMepTU, POACTBEHHWKOB (MYXHUH U XEHLWIUH) C HEBPOAOrn-
yeckumu 3abonesanusimu n/unum 1-XHH

Ecnu Hagno4YedHUuKoBas HEeAOCTaTOMHOCTL Nnpu AJ1] 6Gbi1a BOBpemMs auar-
HOCTUPOBaHa U BOBPeMs Obina Ha3HaYeHa 3aMeCcTUTeNbHAs Tepanns npe-
napataMun KOPTUKOCTEPOUAOB, Cam No cede rMnoKOPTULU3M B KANHUYEC-
KOM NJiaHe OTXOAUT Ha BTOPOW rnaH. Kputnieckoe 3HadeHve npuobperaer
NPOrpeccupyowmin 1eMUAMHN3UPYIOLLNMA NPOUECC C NPOIPEONEHTHBIM He-
BPOSIOrNYECKUM e GUUMUTOM.

B HacTosulee BpeMma cneundu4eckoe naTtoreHeTU4eckoe nedeqne AJl
He paapaboraHo. OueTta npu AJ1[ nogpasymesaeT MakCuUManbHOe orpaHu-
yenne nuuin, cogepxaten IKK. OTHocuTensHo 6onee adhdekTnBHbIM Me-
ToaoM nevenns AJ1[] aBasieTca TPaHCMAaHTaUMA KOCTHOro moara. Cyte me-
TOAAa OCHOBAHA Ha NPeAnoNOXEHUN O TOM, Y4TO KNETKM MOHOUNTAPHO-MaK-
podaranbHON CUCTEMBI CNOCODOHLI KONIoHU3npoeaTeca B LIHC, TpaHcdop-
MUPYACH B KIETKM Mukpornuu. Takum obpasom, ecnu fOHOPCKUE KAeTkn
6yayT cnocobHbl MeTabonuauposate KK, TpaHCcnnaHTauns CMOXeT npu-
BECTU K NPEAOTBPALLEHMIO AanbHeENWEen gemuenuHnsaunn. Cuutaercs, 4To
TpaHcnNaHTauusa uenecoodbpasHa Ha CTaauu paHHUX NPOsSBAEHUsAX ueped-
panbHOM ANCHYHKLUMK NPU HAUYUU NOAXOLAALLEro AOHOPA, a TakxXe y naumn-
€HTOB C afipeHOMUENoHenponaTuen, y NoAOBUHbLI KOTOPLIX B AaflbHENLLEM
BEPOATHO BOBIEYEHME B NPOLECC CNUHHOMO MO3ra. BonblWMHCTBO BONLHbIX,
y KOTOPbIX TpAHCNIaHTAUWs KOCTHOrO MO3ra oka3anach YCNewHon, AnarHo3
AJ1]] 6bIA YyCTAHOBAEH NPU CEMENHOM CKPUHUHIE Wiy 3TO Bbl/Iv NauMeHTh! C
nsonupoBaHHoi 1-XHH wau Anb ¢ HaYanbHbIMU NPOABAEHUAMNU HEBPOO-
ruyeckon AncyHKUMK. ATO B O4EPEIHOM pas NnoaYepkuBaeT HeobxoAMMocCTb
paHHen auarHocTuku AJ14, koTopas LOCTAaTO4HO HacTo ManudecTupyeT Haa-
NOYEYHUKOBON HEAOCTATOYHOCTHIO.

4.5. Meracrarn4yeckoe nopaxeHvue Hagrno4e4HnKos
Camo no cebe nopaxeHue Haano4YevyHUKOB MeTacTa3amm onyxosnen BCcTpe-
yaeTcd foCTtaTo4HO 4acTo. MeTacTtasb! pPaka MOIOYHOM Xenesbl nopaxaioTr
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HaAno4YeqHnKN NpUMepPHO B 58% cnyvyaes, BPOHXOrEHHOr O paka nerkcro — B
36-40%, menanombl — 8 33% cny4aes. BmecTte ¢ tem, 1-XHH npu atom paz-
BWBAETCS O4EeHb PEAKO, NOCKObKY, Kak yKa3blBanoCh, 519 3TOro Heobxoam-
Mo paspyteHue 90% kopbl 06o0ux HaanoveyHukos. Hanbonee 4acTo onyxo-
JbI0, METAcTa3bl KOTOPOW Bbi3blBAKDT PA3BUTUE KIIMHWUYECKUN BbIPAXKEHHOrO
rMNOKOPTULNEMA, ABJSIETCA HEXOAKKMHCKAS KDYNHOKAGTOYHAs fiMmaboMa,
HECKOJILKO pexe NpuuMHon 3aboneBaHns aBASIOTCS MeTacTasbl OPOHXOoreH-
HOIO paka Nerkoro.

4.6. MopaxeHne HagMoOYeYHNKOB Npu nHgdekymnn BUY

NaTtenTHo NpoTekaowas 1-XHH suiasasetcs y 8—12% 6onbHbix BAY-n-
dekumnein. Hanbonee 4acTo OHa Pa3BMBAETCS B PE3Y/ILTATE NOPaXeHUsa TKa-
HW HaANOYEYHUKOB NHOUNLTPATUBHLIM NPOLECCOM C NOCAeAyowWen ee ae-
CTpykumeir (umTomMeranosmpycHas uHbekums, rpnbkosble nHdekumun, cap-
koma Kanowu, numpoma 1 T.4.). NpuMeHerne pasanyHbiX MeaukameHTo3-
HbIX NPenapaTos, BAUSIOWMX HA CTEPOUAOreHes (KeToKOHa3os, pudamMnuH,
GEHUTOMH), TaKKe MOXET cTaTb NpuunHon 1-XHH.

4.7. Cuugpom Yorepxayca-DPpugepukceHa

Peakon, HO XOpOoLLO N3BECTHOM NPUYNHON pa3snutua HH, asnaetca cuHa-
pom Yotepxayca-OpugepukceHa (CYD), KOTOPLIM B HACTOALLLEE BPEMSA MOX -
HO 0603HaYUTL OCTPYIO HAAMNOHYEYHUKOBYIO HEAOCTATOMHOCTL, PA3BUBLLYIO-
€A B peaysbrare reMopparmyeckoro uHdapkra Hafno4YeyHuKkoB, B natore-
He3e KoToporo Hambosbliee 3HaYeRne NPUAAETCS CUHAPOMY AUCCEMUHW-
POBAHHOIO BHYTPUCOCYANCTOro CBepThiBaHms kposu (ABC-cuHgpom) Ha
¢ OHe OCTPbIX CENTUYECKUX COCTOSIHMIA. femopparnyecknin MHhapKT HagnNo-
4YEeYHMKOB, KOTOPbIA pa3dBnBaeTcs Npu aHTUGochoNUnULHOM CUuRapomMe
(ADC) 1 Ha PpoHe Tepanumn aHTUKOAryasHTamMm (CM. HUXE), no NaToreHesy
BO MHOIOM Cx0x ¢ CY®, Ho kK NocAeAgHeEMY HE oTHOCUTCA. PazsButune Bo Bcex
3TUX CRYYASX reMopparnyeckoro nhdapkTa cBasaHO ¢ 0COBEHHOCTAMU aH-
TMOAPXUTEKTOHNKN HAAMOYEYHUNKOB, KX AbIA N3 KOTOPbLIX NOy4aeT KPOBb NO
25-30 apTepuam, umesi Npu STOM TONLKO OfIHY LEHTPasibHYIO BEHY. TPOM-
603 UEeHTPaNILHOW BeHbI HAANOYEYHUKA BEALT K 3HAYUTENbHOMY NOSIHOKPO-
BUIO U KPOBOUSIINAHUIO.

Haubonee 4acTo npuunHon passutus CYD a8a9e7ca MEHNHIOKOKLEMUS,
TO €CTb MEHUHIOKOKKOBBIN cencuc. MMeHHO C 3TuM CcBA3aH TOT ¢GakT, 4To B
foAaBnsicLeM BONLILMHCTBE Cy4aes, 3TOT CUHAPOM Pa3BUBAETCS y feTei.
Mocne nonapganus Neisseria meningitidis B CUCTEMHbIN KPOBOTOK, MUKPOD,
B OTCYTCTBUU cneunduyeckmx aHTuten, BeICTPO pacnpoCcTpaHaeTcs No Bce-
MYy OpraHu3Mmy. B BonbliMx KOAUMYECTBAX MEHUHIOKOKK OBHapyxuBaercs B
3HAOTENNANbHBIX KEeTKax U HeNTPOMUNax, UHOUALTPUPYIOLLUX DHAO0TENUN
cocyaos. MMNepnpoaykuns Takux BOCHaNUTEAbHbLIX MEANATOPOB Kak Npo-
CTarnaHAnHbl, 1ERKOTPUEHLI M BakTopa akTuasaumm TPoMboUUTOB OKa3biBa-
€7 Kak npamMoe NoppexjaioLuee JeNCTe1ue Ha 9HA0TEANA COCYAOB, Tak 1 3a
CYET aKTNBaUUN MHOUABTPUPYIOLLNX SHAOTENUA MPaHYAOUNTOB, B PE3Yib-
TaTe 4ero NPOUCXoAUT reHepana3oBaHHoe 0bpa3oBanue COCYAUCTbLIX TPOM-
608 (ABC-cnHapoM) ¢ dopMUpoOBaHUEM remMopparuieckmue M3MeHeHns, Ko-
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Topble OBHAPYXMBAIOTCA HA KOXE (Nypnypa) U BHYTPEHHUX OpraHax, B TOM
Yncsie HagnNoYeYHMKax.

Bropsim no yacrote Bo3byauteneMm MHGEKUMAN, KOTOPAS OCNOXHABTCA
cencucom u CY®D, aenaerca Haemophiius influenzae. MNpw ananuade nutepa-
TYPbl, BbIACHUIOCH, 4TO CEpbe3HbLIM (aKTOPOM PUCKa Pa3BUTUSE cencuca,
ocnoxneHHoro CY®, aenserca cMHAPOM runocniielndma. OCHOBHbLIMU NPU-
YMHAMU FUNOCNIEHU3MA (aCNIEHU3MA) ABNSIOTCA CNAEHIKTOMUSA, BPOXAEH-
HOE OTCYTCTBUE CeNe3eHKN, CEPNOBUAHO-KNETOYHAsA aHEMUS C ABNEHUAMU
ayToCNIEHIKTOMUMN, OBYCNOBIEHHON NOBTOPHLIMU MHapKkTamu. MNonaraioT,
YTO TSXKeCTb 3ab0neBaHns 06yCNOBNEHA CHUXEHMEM UMW OTCYTCTBUEM hUITb-
Tpylowen GyHKUMN Cene3deHkn, HanpaBneHHOW Ha SNUMUHALIMIO NOKPbLITbIX
aHTuTEeNaMu BakTepuit, a Takke CHXKEHNEM NPoayKUMM paaa aHTuTen. Yka-
3aHHOe COCTOSiHMe Nonyunno HassaHme cuHapoma OPSI (overwhelming
postsplenectomy infection — cMHAPOM NOCTCNAEHIKTOMMYECKON UHDEKLNN).

4.8. AHTnpoconunugHeii CUHAPOM U APYyrne Koarynonarnm

TepMuH anTudochonunuaHelh cuHapom (ADC) 6bin npuHsT B 1994 roay.
On Takke obo3HavaeTcs kak cUHAPoM Hughes, B 4ecTb aHmuiACkoro pes-
MaTonora, Bnepsble onucasutero ero B 1986 roay. MepBuyHbIi runokopTun-
UuM3M SIBNSETCH peakum ocnoxHennem AQC 1 pa3suBaeTcs, Kak Npasuo, B
pesynbrarte ABYCTOPOHHEro TpomB03a HaaNo4YeYHNKOBbIX BeH. HaanoyeyHmn-
KOBasi HEAOCTATOYHOCTb MOXET BblTb NEPBbLIM NPOSIBNIEHUEM NEPBUHHOIO
ADC. Opyroit peaxoit npuumHoi pa3eutua 1-XHH, B natoreHese KOTopoit
OCHOBHOE 3HaueHue npuaaercsa JABC-cuHapomy ¢ pa3sBuTnem remopparu-
4yeckoro nHdapkTa 06omnx HaANOYEUHMKOB, ABSIOTCS KOarynonartum Ha GoHe
Tepanuu aHTMKOArynsHTamMu 1 aHTHarperaHTamu.

4.9. NpnbkoBbie nHpekynn

pubkosas UHdEKUNS SBNSETCS OAHON N3 CaMblx peakmx npuunH 1-XHH.
Haunbonee 4acTo HaANOYEYHMKN NOPAXaOTCA NPU TakUX CUCTEMHbIX MUKO-
3ax, Kak KOKUMONOMNKO3, NapaKoKLIMANOMMKOS, PeXe — NPU CUCTEMHOM KaH-
anno3se, 61acTOMMKO3€e, T’MCTONIa3Mo3e, KpUNTokokkoase. Hepeako 1-XHH,
BbI3BaHHAA rPUBKOBLIM NOPAXeHUEM HaANOYEYHUKOB, Pa3BMBARTCA B paM-
Kax BUY-accoummnpoBaHHoro komnnekca. [1apakokumamoMmnkos (IoXHO-ame-
pukaHckuin bnactoMunkos, Bo3byautens — Paracoccidioides brasiliensis) aB-
nsetcs Hanbonee yacTon rpnubKOBO UHD EKLMEN, NPUBOAALLLEN K pa3BUTUIO
1-XHH. 370 cncTEMHBIA MUKO3, pacNPOCTPaHEHHbIN B cTpaHax JIaTUHCKoR
Amepuku, 119 Hero xapakTepHO NepBUYHOE NOPAXEHUE NErKUX C pa3BuTn-
€M B HUX FPaHyfieM, OKpPYXaIOLLMX y4aCTKM Ka3€03HOT0 HEKPO3a UM MUKPO-
abcueccoB, a Takke MMMGaTUYECKUX Y310B, CIMIUCTON 0B0N0UKK pTa u Bep-
XHUX OblXaTesbHbIX NYTEeMn.
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5. IlaToreHes u KJIMHUYECKHE MPOSIBJICHUA
- HaJANOYE€YHUKOBOH HEJOCTATOYHOCTHU

5. 1. MNepBuyHas XPoHU4YeCKasn Hagno4eyHUKoBast
HefQoCTaro4YHoOCTh

B ocHoBe naTtoreHeda 1-XHH nexuTt abCcontoTHbI Ae PULMT KOPTUKOCTE-
pounnos. Hanbonee Taxensle MeTabonnyeckme CABUIM pa3BUBAIOTCH BCeA,-
cTBUE AeduULMTa OCHOBHOIO MUHEPANOKOPTUKONAA ~ anbAoCTePOHA. ITOT
AeduunT NPUBOAUT K NOTEPE HATPUA 1 BOAbI YEPES MOYKN U XKENYA0HHO-KU -
LeYHbld TpakT. Pe3ynsratom 9Toro siBnsetcs 06e3BOXUBAHNE OpraHuama,
rMNOTOHUSA U XKeNyA04HO-KULLEYHbIe PACCTPORCTBA. B Takenbix cnyyasx, npu
PA3BUTUM BbIPAKEHHOW rMNOHATPUEMUN N TUMOOCMONSPHOCTU, MPOUCXOANT
HapyLleHne TpaHCMeMBpaHHOro FroMeocTasa, C NOCNeAyLWNM Pa3BUTUEM
KneTouHon pervaparaumm. Hanbonee Taxenble B 9TOM MniaHe U3MeHeHUs
Pa3BMBAIOTCSA CO CTOPOHbI LLIEHTPasbHbBIM HEPBHOW CUCTEMBI, KOTOPLIE Mpo-
SABASIOTCS NPOrpeccupytoLLeil notepeit Co3HaHUs, KOMo U rmbenslo 6onb-
Horo. MapannensHO ¢ nNoTepen HaTpPUsS M BOAbl, NPONCXOANT 3anepXka B
opraHuame kanus. B Hanbonee asHoR dpopmMe, rmnepkanmeMmns NposBseT-
cs HapyleHveM paboTsl Cepala v runepkanmeMmyeCckon MMoKapamoamcT-
podureit. MocKobKy HEKOTOPO R MUHEPANTOKOPTUKONAHON aKTUBHOCTLIO 06-
nagaeT n KOpTU30J1, NATOreHes NepeynCneHHbIX HapyLweHUn OT4acTn cea-
3aH 1 ¢ ero pedpuumTom (CM. puc. 6).

dedununt kopTn3ona — OCHOBHOFO aAanTOreHHOro roOpMOHa YenoBeYyec-
KOFO OpraHnama — rnpuBoaUT K CHUXEHNIO CONMPOTUBNSEMOCTU K PA3INYHbIM
9HA0- M 9K30TEeHHBIM CTPECCOopaMm, Ha GOoHe KOTOpLIX (YalLe BCero Ha GoHe
nHdEeKUMA) n NpoMCcxoaunT gekomneHcauma HH. MpuHumnuansHoe 3HaveHmne
MMEEeT BbinaAeHne Takon GyHKLUM KOPTU30Na, Kak ero CTUMYNALMS ITHOKO-
HeoreHe3a u MUKOreHoIM3a B NeYEHU, a TaKKe NePMUCCUBHBIE 3D deKTbI
KOpTU30Na B OTHOWEHUN TUPEOUAHBLIX TOPMOHOB U KaTEXO0NAMUHOB,

KnunHuyeckas kaptuHa 1-XHH, kak yka3biBanocs, Obina 40cTaTtouHO NOo-
HO M KPaCoYHO onucaHa camum Tomacom AgaMcoHOM. B 9TOM nnakHe 3a noc-
nenHue 150 neT K 9TOMY ONUCAHUIO NOSBUAUCH NULLIL HE3HAYUTENbHEIE 00-
nonHeHnusi. bonesHb AgANCOHA, Kak Npasuno, MasndecTupyeT B Bo3pacTe
mexay 20 n 50 ropamu. B HacTosawee Bpems, 3abonesaHne 0OCTOBEPHO
yalie BCTpeYaeTCs y XeHLWWH, 4To CBA3bIBaloT ¢ NpeobnagaHnem 1-XHH
ayTOUMMYHHOrO reHesa. boneansto AoancoHa Tybepkynes3Hon aTmonornum
MY>XUMHBI U XEHLLMHEl BONEI0T 0AMHAKOBO YacTo. K kaccuyecknm cumnro-
mam 1-XHH oTHocsTCS:

1. TunepnurMeHTauus KOXu 1 cAM3NCTeIX 060no4ex
© 2. Moxynanue

3. O6uwasa cnabocTb, acTeHus aenpeccus

4. ApTtepuansHasa runoTeH3ns

5. [ucnencuyeckue pacctponcTsa (pasnutbie 601U B XMBOTE, TOLIHO-
Ta, pBOTA, aHOPEKCUA, NOHOCKI, 3anopbl) )

6. [llpucTtpacTtue K ConeHon nuue

7. [Mpuctynbl FIMNOrMMKeMnmn

B
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Pnc. 6. CxeMa natoreHesa [IEpBAYHOTO MHIIOKOPTHIA3MA
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funepnurMeHTaums KOXu i CAM3ncTbix — Handonee N3BeCTHLIN U TUNUY-
Hblh cumMnTOM Bone3HWM ALONCOHA, KOTOPLIN NATOTEHETUYECKN CBS3aH G TEM,
410 npu 1-XHH nmeeTcs rmnepcekpeuns He Tonbko AKTT, HO ero npeawe-
CTBEHHUKA — npoonnomenanokoptTuHa (MOMK), n3a kotoporo nomumo AKTI
B M36bITKe 06pasdyeTcs MENaHoOUMTCTUMYIUPYIOWNA FTOPMOH

Bblpﬁ)KeHHOCTb TMNepnNUIrMeHTauum COOTBeTCTBYET THXEeCTH M AAaBHOCTN
npouecca. B Hayane TeMHEIOT OTKPLITHIE YacTy Tena, Hambonee NoABEPXEH-
Hble AeRCTBUIO COMHUA: MU0, Wen, PYKK, 2 TaKXKe MecTa, KOTOPLIE U B HOP-
Me Bonee CUNBbHO MUIMEHTUPOBAHHbI: COCKMW, MOLLICHKE, HApYXXHbIE NON0BbLIE
OpraHel. BonAblYI0 ANArHOCTUYECKYIO LEHHOCTb UMEET TMNepnurMenTaums
MEeCT TPEeHUS N BUAUMBIX CIN3NCTLIX. XapakTepHa runepnurMmeHTauus na-
OOHHbIX ANHWA, KOTOPbLIE BRIAEASIOTCA HR OTHOCUTENLHO CBETAOM BOHE OK-
PY>KAIOLLLEN KOXM, NOTEMHEHNE MECT TPEHUA OAEXKA0W, BOPOTHMKOM, NOSCOM.
OTTEHOK KOXM MOXET BapPbMPOBaTh OT ALIMYATOIO, BPOH30BOro (6poH30BAas
BonesHb), LBeTa 3arapa, rpA3HON KOXMU, BNIOTb 10 BEIPAXKEHHOR Anddy3-
HOM runepnurmeHTauum. JocratouHo crneumbduyna, HO He BCeraa Bbipaxe-
Ha runepnurMeHTaumsa CAM3ucTon ryd, neceH, WeK, Markoro u Teepaocro
HebBa. BonblUYD ANarHOCTUYECKYIO LLEHHOCTE OHA NpuobpeTaeT nNpu Bbipa-
XXEHHOM HaUMOHANBHOM NN PACCOBON NMUFMEHTaLVN.

XoTa oTcyTCcTBME MenaHoaepmun (becnurmeHTHas gpopma), 0CoBeHHo Npu
OTCYTCTBUM APYTMX CUMMITOMOB U XapakTepHbIX 1aB0PaTOPHbLIX AAHHbLIX, ABJISA-
€TCA A0CTATO4HO Cepbe3HbIM A0BOAOM NPOTUB AnarHo3a Bone3Hn ALancoHa,
B nuTepatype nmeerca H0bLIoe YACO ONUCAHWI Taknx cny4aes (0o 5-8%).
Mpu 0BHapyXeHuu y naumeHTa MenaHoaepMmm, HeobxoaMM akTUBHbLIA NOWCK
APYrUX KMIMHUYECKNX Y Nab0opaTopHbIX PU3HAKOB MMNOKopTUUM3Ma.

B npouecce neyeHmnsa BObHBLIX NO U3MEHEHUIO UHTEHCUBHOCT NUTMEH-
Taumu MOXHO COCTaBuTh TpyBoe npeacTaeneHe ob anekBaTHOCTU 3amMec-
TUTENBLHOM TePanum KOPTUKOCTEPOMAAMMN: KOXa HAYNHAET CBETNETb TpUMep-
HO Yepes Heaesito OT Ha4asa 1eYeHUs U TeMHeeT NPY eKOMNeHcaunn. Bax-
HO MOMHUTb, HTO MeNaHoAepPMUA KaK OTAENLHO B3ATLIM CMMNTOM BCTpeYa-
eTCH NPU MHOTUX COCTOSIHUSIX,

Ha done runepnurmeHTaumum y 6051bHbIX 4acTo obHapyxuBaoTes Gecnwr-
MEHTHbIe NATHA (BUTUAKNIO). Pazmep ux konebaercs oT Menknx, easa 3aMeT-
HbIX, 10 KPYNHbIX C HENPAaBUIbHLIMU KOHTYPaMMU, SIPKO BbIASNSIOWMXCS Ha 00-
weM TeMHoM ¢oHe. Kakon-niubo namobneHHoR nokanuaaumm y BUTUAUIo HeT.
Cuuraercs, 4TO NOSBNEHUE BUTUAUIO XapakKTepHO UCKAIOYMTENBHO ANS Nep-
BUYHOM HAANOYEYHUKOBOW HEJOCTATOYHOCTU ayTOMMMYHHOIO reHesa.

lMoxypeHyne TnnnyHeblid cumnTom 1-XHH; nporpeccupyowee ygennyenne
BECA NALMEHTA HA NPOTSKEHUM NPEANONaraeMoro aHaMmHesa NpaxKTn4eckn
MCKIoYaeT ANarHo3d. [1oTepsa Beca, Kak NpaBuio, 3HaunuTeNbHas -g4ocTuraeT
5-20 kr. ObLyas vt MbilueyHasi c1abocTs — B Havane 3aboneBaHUsa MOXeT BbiTb
BbIpaXeHa yMepeHHo (CHUXeHWe paboToCrnocoBHOCTU) U ZOCTUraeT 3HAYU-
Te/bHbIX CTENEHeN Npy AeKoMNeHcauny (BNaoTe A0 aguHaMmumn). Xapakrep-
HbiM cumnTOoMoM 1-XHH aBnaerca ncuxuyeckasn aenpeccus. Kak npasuno,
60MbHbIe NOAABNEHbI, BASbl, HE 9MOLMOHANBHbI, Pa3APaXKUTEbHbI, Y M0N0~
BUWHbBI U3 HUX AUATHOCTUPYIOTCA SBHbIE AENPEeCCUBHbIE PACCTPOMUCTRA.
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KapaunnaneHbiii cumntoM 1-XHH — aprepuansHas rurnoreH3dus. BeipaxeH-
Has cucTonuueckas 1 AMacTonnyeckas runepTeHsns, B 60bLLIMHCTBE Cny-
yaes, NO3BOMSET UCKTIOYUTL ANArHo3. Tol Mnu UHON BbIPAXEHHOCTN AMNC-
rercn4yeckue paccTPocTBa UMETCS NPakTUYeckn Bceraa. Yawe aro nno-
X0l anneTuT U TOWHOTA, NEPUOAMYECKU BO3HMKAOLWME pasnuteie 6oam B
XUBOTE, Ppexe — PBOTA, PACCTPONCTBO CTyNa. XapakTepHuit cumMnTom 1-XHH,
NaToreHeTUYeCKU CBA3AHHbLIN C BbIPAXEHHOW NoTepen HaTpus — npucrTpac-
THe K coneHod nuwge. B pane cnyvaes mel Habmoaanm ynorpebnenune nauu-
eHTaMW CoAn B YNCTOM Buae. Tem He MeHee, MHorve nauyeHTbl 9TON Xano-
661 BOOOLWLE HE NpeabsBaany. MNornMkeMuyeckmne NPUCTYNb — PeAKUi CUM-
nTom 1-XHH, yawe oHM BO3HMKAOT Npu 2-HH, B CBA3KN C HE3HAUYNTENLHOW
BbIPaXEHHOCTHIO APYrUX CUMNTOMOB.

Yaute Bcero 60n1e3Hb HAYMHAET NPOSABNSATLCA NEerkon yTOMISEMOCTBIO,
acteHveit. Ha nocTeneHHoe NOTEMHEHNE KOXHbIX NOKPOBOB caMyt DOnbHbIe
BHUMAaHUS, KaK NpasBusio, He 0B6pallaloT, XXanytTcs Ha ronoBHbIe 6onun, NNo-
XOW anneTuT, TepsaioT B Bece. TMNNYHAsa KnnHnyeckas kapTuHa GopMmupyer-
CS NOCTENEHHO, HO Yallie Ha KAKOM-TO 3Tane NPOUCXOAUT pe3kas AeKOMNEH-
caums. B 25% cnyuaes 1-XHH anarHoctupyercs, koraa naumeHT HaxoauTes
B KPUTUYECKOM MM KOMATO3HOM GOCTOSAHUK. DakTopamu aekoMneHcaummn
Yalie BCero 0kasblBAOTCA NPOCTyAHble U Ntobble Apyrve UHGEKUNOHHbIe
3aboneBaHuns, aKkcTPakuma 3yba, TSxXenblit ctpecc, 6epemMeHHoCcTs. Npu apy-
rom Honee peaKkoM BapuaHTe A0 BO3AeiCTBUS ntoboro U3 NnepeqncneHHbix
$akTopoB BonbHbIe cunTalnT cebs npakTUYeckn 3a0poBLIMM, 3abonesaloT
OCTPO, CMMNTOMATMKA ranonupyeT 1 HAaNOMMHAET OCTPYIO HAANOYEYHUKO-
BOW HEQOCTATOYHOCTU, TOMLKO PACTSIHYTA HA HECKOJ/IbKO MECSLIEB.

BaXHO OTMETUTB, Y4TO HM OOUVH U3 OTAENLHO B3AThIX NEPEYUCTIEHHbIX CUM-
nToMmoB 1-XHH He aBnaeTcs cneunduyHsiM 415 aToro 3abonesaHns. 3Have-
HVE VMEEeT NNLLb COYETAHME 3TUX CUMATOMOB.

B knuHuyeckoi kapTuHe y 6onbHbix ¢ AMC-2, kak npaBuno, npesannpytor
npoasnenuna 1-XHH. MnepnurmenTaumsa npn 9ToM MOXET ObITh BeipaXkeHa
cnabo, ocobeHHo npu coveTalnn 1-XHH u runorupeosa. TunuyHoh owmnod-
KO SBASETCH UHTEpNpPEeTaUnsa yMEPEHHOro NoBbilLieHns yposHa TTT B dpase
AekomneHcauwn 1-XHH kak npossAeHns nepBuYHOro runoTnpeoda. Takoe
noBbitweHue ypoBHA TTI ceA3biBaeTCA ¢ BbinaaeHmeM cnaboro uirnbupyto-
Wwero BO34eNCTBUSA KopTudona Ha cekpeuunto TTT apeHorunopudom. Tecr
HeoHx0aMMO NOBTOPUTL NMNOCHE AOCTUXEHUS KomneHcauuu 1-XHH, nonon-
HVIB €ro UCCnefoBaHUeM YPOBHS aHTUTUPEOUARbBIX aHTuTen n Y3U wntosua-
HOW xenesabt. TUNUYHBIMK NpU3Hakamu passuTna 1-XHH Ha doHe caxapHoro
anabeTa 1 Tmuna aBAfeTCcs CHUXEHME HeoBX0ANMOW ANs NauneHTa 403bl UH-
CYNMHA U CKIIOHHOCTb K FTMAOTANKEMUAM, COYETAIOLWMECH, HE CMOTPS Ha, Ka-
3as0cb 6o, Honee nerkoe redyexne auadera, ¢ noxygaHueMm, Aucnencumyec-
KMMU paccTpoONCTBAMW, TMNOTOHUER (CM. Tabn.3).

5.2. CoBpemeHHbiyi NaToMopg03 NepBUIHOIO rurnmoKOPTULN3MA

3a nocnegHve AeCATUNETUS NOSBUINCE HOBbLIE AAHHLIE O KIIMHWYECKO
kapTure 1-XHH 1 natonornyeckux 3MeHeHUaX CUCTEM 1 OPTAHOB MPU STOM
3abonesarHnn. BO MHOFOM STO CBA3aHO C YBENUYEHUEM NPOAOIKUTENBHOC
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R - : s ce . Tabnuya 3
5 KauHHYecKHE CHMITOMBY H AafopaTopHbIe CABHIN HA MOMEHT MaHnpeCTannm
XPOHM4ECKOK HAXN0YEeUHHKOBOH HE0CTATOYHOCTH
(O6veounennvie dannvie Thorn G. W., 1951, Jarvis J.L., et al, 1954, Dunlop D., 1963;
Irvine W.J., Barnes E. W., 1972, Nerup J., 1974; Burke C. W., 1985;
yumuposano no Orth D.N., Kovacs W.J., 1998)

CumnToMmbl U nabopaTtopHble caBurn YacTora BoisBnenmns (%)
Xanobsi
CnabocTb, yTOMNSEMOCTb 100
Aropexcua 100
['aCTPONHTECTUHANbHAS CUMITOMATIKA 92
Towkota 86
Psora 7%
3anopul 33
Bonu B xuBoTe 31
Duapes 16
IpucTpacTue K coneHomy 16
TlocTypansHOe ronoBOKpYXeHue 12
Bonu 8 MbliLLax ¥ cycTaBax 6-13
Cumnromsi
{Toxynanvie 100
[unepnurmeHTaums 94
Aprepuanbtas runoTensus {cuctonnueckoe Al < 110 mmHg) 88-94
Butunuro 10-20
KanbipHaTst 8 ylIHbIX PaKOBUHAX 5
Jla6opartopHbie gaHHbie
INEKTPOAUTHHIE HApYILEHUS 92
['vnonarpyemus 88
['unepkanvemus 64
ynepkanbuuemms 6
AsoTemus 55
Axemus 40
So3unodunms 17

TV XU3HN 60MbHLIX Bnaronaps BO3MOXHOCTAM COBPEMEHHOM 3aMECTUTENb-
HOM Tepanuu.

Haunbonee BaxHbiM naTomopgo3om 1-XHH B HacToawee Bpems cnegyet
NpU3HaTL yBENUYeHne pacnpoctpaHeHHocTu 1-XHH B pamkax ayTouMMyH-
HbIX NOMNIMAHAYNAPHBLIX CUHAPOMOB. JIpyruM BaxkHbIM GakTOpOM, KOTOPbIA
MOXET CYLLECTBEHHbLIM 06Pa30M AONONHUTL KITMHUYECKY KapTuHY 1-XHH
SBASETCS OTKPbITUE PONN aapeHONenKoaucTpodun B 3TMONOrUYECKOM
CTPYKTYype 3aboneBaHus.

Eute oaHa BaxHas 0COBEHHOCTb COBPEMEHHOM KIMHUYECKOW KapTUHBLI
1-XHH, cocTouT B TOM, 4T0 cerogHsaiwHne naumeHtol ¢ 1-XHH Ha npoTsxe-
HUU MHOTUX OeCATUNETUN NoNy4aloT 3aMecTuTenbHylo Tepanuio 1-XHH, ko-
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TOPAs C OQHON CTOPOHbLI — XKM3HEHHO HeoBX0ANUMA, a C APYron — MOXeT UMEeTb
XapakTepHbIe ANS Hee OTAANEHHbIe NOCNeACTBUS, Hanbonee Cepbe3HbLIM U3
KOTOPBIX ABNSETCH CUHAPOM OCTEONEHUM.

Ha doHe AnntensHON 3aMEecTUTENbHOW Tepannu KopTukoctTepovaamm
NauneHTbl He PeaKo A0XVBAIT A0 «BO3PACTHON» apTepuansHOn rmnNepTeH-
3UK, KOTOpas MoXeT NOTPeboBaTs UBMEHEHUS CXeMbl 3aMECTUTENBHON Te-
panuu nnm gaxe cneunansHOn MeANKaMeHTO3HON KOPPEKUNK.

5.3. OCOOGEHHOCTYN KTMHNYECKOM KapTHUHbI BTOPUYHOI O ruroKop-
TMLN3MA

BaxHenwmnm natoreHeTUHECKUM oTanymem 2-HH aBnsaeTcs oTcyTCTBUE
npv Hel geduumta anbgoctepoHa. Jepvumt AKTT, 8 gaHHOM cnydyae, npn-
BOAMT K HEQOCTaTOMHOCTU KOPTM30na v aHAPOreHoB, HO He 3arparvsaer
NPaKTU4eCKN He3aBUCUMYIO OT aAeHOrMNOGU3aPHLIX BANSHUR MPOOYKLUMIO
anbOoCTEPOHA, CeKpeums KOTOPOro PeryinpyeTca CUCTEMON PEHUH-aHIN-
OTEH3WH-HaTpUii-kanuit. B aToi ceaaun, cumntomaTmka 2-HH 6yner nocra-
To4HO 6eaHo. He OyayT BbIpaXEHb! Takne CUMMNTOMBbI, Kak apTepuansHas
TMNOTEH3UNA, ANCNencuYeckne paccTponcTBa, NPUCTPACTME K CONEHON
nuue. TTpuHUMNMaNsBHBIM KITMHUYECKUM OThandmnem 2-HH sisnseTcs oTcyT-
CTBME TnMnepnmurMeHTaumm KOXu n CiM3ncTelx. Ha nepastii nnaH B KnIMHUYeC-
KoM kapTure 2-HH BuicTynaoT obuias cnabocTb, NoXyaaHue, pexe runornm-
KeMuueckue anmaoapl. ObneryaeT AMarHOCTUKY HAaNNYMe aHaMHECTUYECKU
VAN KIMHNYECKUX AGHHBIX O r’Mnodn3apHon NnaTonormm, onepaunsax Ha rm-
noduse, ASINTENLHOM NPUEME KOPTUKOCTEPOUAOB.

5.4. OcTpsbIii rUNoOKOPTULN3M

OcTtpas HagnouseynukoBas HenoCTaTouHoCTs (OHH) -ypreHTHbIR KIuHK-
4Yeckuit CMHAPOM, 0BYCNOBNEHHbLIN BHE3anHbIM /UMW 3HAYUTENBHBLIM CHU-
XeHnem ¢GyHKUMOHAsbHBIX PE3EPBOB KOPHI HAANoYeYHunKos. Hanbonee yac-
TeiMu ApuunHamu OHH aBnsoTCs:

1. Jekomnencaums paznmiuHelix gopm XHH

2. CMHAPOM OTMEHbI MIIOKOKOPTUKONA0B

3. NepsuuHo-ocTpas (ocTpenLuas) HaANOYEeYHNKOBAS HEAOCTATOYHOCTb!

a) [1BycTOpoHHEEe KpOBOU3NNAHUE B HAAMOYEYHUKMN
6) AnpeHanakromus

4, OcTpas rmnodusapHas HeaoCTaTOYHOCTb

5. JekoMneHcaums BPOXAEHHON AMChYHKUNK KOPLI HAANoYeYHNKos Haun-
fonee 4acTol NPUYUHOM OCTPOro rMNOKOPTUUM3MA SBASIETCH A8KOMNEHca-
LMs nnm octpas MaHmdecTaums xpoHudeckux ¢opm 1-HH, svnonorns koto-
poW pazobpaHa Boile. Takum 06pasom, npakTmyeckun sceraa byner onpene-
NIATLCA BLIPXKEHHAA CUMNTOMATKKA, xapakTepHast ansa 1-XHH. Pexe peyb nget
0 remMopparvyeckomM nHbaApPKTe HAAMOYEHHUKOB, B OCHOBE NaToreHesa KoTo-
poro nexut ABC-cunapom npu CentTuyeckmx COCTOSAHUNAX (CMHAPOM YoTep-
xayca-PpuaepuKceHa) u pasnnynbix Koarynonatusax. B cBaau ¢ Wnpokum Knn-
HUYECKUM UCMOML30BAHUEM TIIOKOKOPTUKOMAOB AOCTATOYHO 4acTo OCTpas
HaArNo4YeYHMKOBas HeQOCTATOYHOCTb PA3BUBAETCA B PAMKaX THXENOro CUHA-
pomMa oTMeHb!. [10 naroreHedy ocTpas HaANOYeYHUKOBas HeAO0CTATOHYHOCTL
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npu cunapome oTMerbl FK 6a13Ka K oCTpoit rmnoduaapHoi HeaoCTaTOYHOC-
Tn. B nepBom cny4ae afeKkBaTHbii CTPeCCopHOMY dakTopy Buibpoc AKTT He
NPOUCXOONT BCAEACTBUE OMTENbHON0 MEANKAMEHTO3HOTO NOAABNEHUS ero
cekpeuuun, BO BTOPOM — B Pe3yAbTaTe OPraHnyeckoro nopaxenns runodusa.

Beaywmnm nposienennem nobdoit dopmbl OHH aensercs kputndeckas ump-
KynsaTopHast HeoCTaro4HOCTh BCASACTBUE NENCTBUSA Ha OpraHin3m BCEBO3-
MOXHbIX CTPECCOPHBIX GAKTOPOB Ha HOHE OTCYTCTBUS afanTuBHbix addex-
TOB KOpTUKOCcTEponaoB. B cnyyae npeacywectsyowen 1-XHH, korna yxe
3anyLLeHbl ee NaToreHeTMYecKue 3eeHbs, 3ToT GakTop MOXeT BbITh BeCbMa
HE3HAYUTEIbHBLIM — pecnNUpaTopHas MHOEKUUS B YCNOBUSIX COXPAHEHUS NLLL
MUHUMAaIbHOW NOAAEPXMUBAIOLLEN 03l KOPTUKOCTepOouAoB. MNpu OHH onu-
CaHOo A0CTAaTO4YHO MHOIMO PAa3finyHbIX BAPUAHTOB HapyLLeHUA reMoanHamm-
KM, B 4aCTHOCTU KaK r’MNOBOSIEMUYECKNI (CHUXKEHME NpeAHArpYy3KU U COKpa-
TUTENBHOM aKTUBHOCTU MUOKapAa B COYETAHUM C NOBLILLEHUEM CUCTEMHOM
BEHO3HOW PE3UCTEHTHOCTUW), TaK U rTMNepaANHaMUYeCKUA LLIOK (BbICOKNIA cep-
AeyHbll BbIOPOC M CHUXEHKe Nepudepruyeckon COCYaANCTol Pe3NCTEHTHO-
CTY), KOTOPbIN aHaNnorn4eH CeNTU4YeCKoMY LLUOKY.

BblaensiioT Tpy OCHOBHbIE knnHnyeckune popmbl OHH.

1. CepaeywHo-cocyauncras. B nasHom criyyae, BOMUHUPYIOT ABNEHUS KO-
fanca v 0CTPoi CepaeyHo-coCyancTom HeaoCTaTouHOCTU.

2. lacTpounHTecTnHansHasi. JOMURMPYIOT OUCNENCUYECKNE CUMITTOMBI!

BbIPAXXEHHAS PBOTA, MOHOC. ITY hopMy Heobxoanmo AnddepeHumMpoBaTh
C NULLLEBLIMN TOKCUKOUHPEKUNAMMA.

3. UepebpanbHasn popma (Mennro-sHuepanmtnieckas). NauneHTs B Npo-
cTpaumm, HepPEeAKo AeNUPUO3HOM COCTOSHNM, BbiPaXeHa HeBPOSIOrMHeckas
cuMnTOMaTUKa.

Kak npasuno, UMeeT MeCcTO COYeTaHue BCEX TPex rpynn CUMNTOMOB TOMR
WAn MHOWM BblpaXXeHHoCTU. [AnarHos octpoit HH, kak npaBuno, 6asupyercsa
NPenMyLLLeCTBEHHO Ha AAHHbLIX KIIMHUYECKOW KapTUHbI; ONpeaeneHHoe 3Ha-
YeHUe OTBOAUTCS BLISBIGHUIO XapaKTEPHOTO HAPYLLIEHUS! YPOBHS 9NeKTPO-
SINTOB C NOMOLLBIO 9KCNPECC MeTOAO0B. 10 TeYEHUIO OCTPYIO HAAMOYEYHUKO-
BYIO HEAOCTATOYHOCTb LieniecoobpasHo NoApa3aenuTsL Ha ABe HOPMBbI:

1. MepBUYHO-0CTpas (ocTpelilias) HAANo4Ye4YHNKOBAaS HeAOCTATOYHOCTb

2. JekoMneHcauus XpOHNYeCKON HaANOYeYHUKOBOM HEQOCTATOYHOCTH B
epPBOM CRy4ae KIMHNYECKasn KapTuHa passepTbiBaeTCA 40CTaTOYHO BHE3an-
HO, Horaa 6e3 kaknx-nubo NPoAPOManbHLIX ABEHUIA, NO3BOSIIOLINX 3aN0-
L03PUTb HAANOYEUYHUKOBYIO HEAOCTATOYHOCTL. Takan CUTyaums XxapakrepHa
A1 OBYCTODOHHEro KPOBOUS/MSAHNS B H3AMOYEYHNKM PA3IMYHOrO reHesa,
pexe ans TAHXKeN0ro CUHAPOMA OTMEHbB! ITIOKOKOPTUKONAOB Y PN OTCYTCTBUN
Kakux-nmbo aHaMHeCTUYeCKUX AaHHbIX YaCTO MOXET PACLEHNBaTLCS Kak
OCTPas UMPKYIATOPHAS HEeAOCTATOYHOCTL (COCYAUCTHIA KOAnanc). 3Ha4m-
TesIbHO pexe Tak MaHudectTnpyet 60/1e3Hb ALANCOHa (MOIHMEeHOoCHasa hop-
Ma), NCKIHOUYUTENIBHO PeaKo LEHTPanbHbie GOPMbl HAANOYEYHNKOBOM HEAO-
CTATOYHOCTH.

OHH, ssuBlasca pedynsbratoM aekomneHcaumun 1-XHH vawe passusa-
eTcs MeJIeHHO, B TRYEHUE HeCKONbKUX OHEN, HeAenb. 33 3TO BPEMS NOMM-

N
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MO CepheYHO-COCYANCTOI yeneBaeT Pa3BUThCS xapakrepHas XenyaouHo-
KnuieyHasa n HepBHO-NMcuxmnyeckaa CUMNTomMaTuka, 4170 3Ha4YnTeNbHO obner-
yaeT AMarHocTuky Tak ans 60ne3Hn ALAUCOHA XapakTepHO NOCTENeHHoe,
Ha NPOTSHKEHUW Heaenu, a To 1 Bonee yeuneHue nurMeHTauum KOXHbIX No-
KpPOBOB, ycuneHue obuteit cnadocTu, notTeps anneTuTa, TOWHOTA, y4awao-
wasacsa psora, fonun B XusoTte, NOCTENEHHO pa3BMBaeTCs aAHaAMNSA, Bbipa-
XeHHasa Aenpeccus, NpocTpauusa 1 BOILHOR BnaaaeT B KOMY NpU ABREHUAX
HapacrawlLel cepae4Ho-coCyancTONn HeaocTaTto4HOCTU. JInxopaaka Hexa-
pakTepHa — BCTPEYAETCs TONMbKO NPU CONYTCTBYIOWEH MHPEeKumMn nnmn npu
BbIpaXXeHHOM 06e3B0XUBAHUN.

6. /InarnocTnka HAANMOUEYHUKOBOH HEJ0CTATOUHOCTH

Kak ykasbiBanocCb B onpeaenenun, 1-XHH asnsetca kamHuyeckum cuHi-
POMOM, Pa3BMBAIOLIMMCS NPU eCTPYKTUBHLIX NPOLIECCAX B KOpe Haanoyey-
HUKOB Pa3finyHo’ aTnonorum. JuarHoctuyecknii nouck npu 1-XHH Bxova-
eT crnefyoume atansi;

1. KnuHuyeckas auarHocTuka (Ha OCHOBaHUM AaHHbLIX KTUHUYECKOW Kap-

TUHbI BbICKAa3blBAeTCA NpeanonoxerHune o Hannuum 1-XHH);

2. NaBopaTtopHoe noaATBepXAEHNE CURAPOMA MUMITOKOPTULN3MA (Ha 3TOM
aTane, NPY NOMOLLM FOPMOHAJIbHBLIX UCCREA0BAHUR, 0ObeM KOTOPbIX ON-
pefensieTcsi KOHKPETHOW KIIMHNYeCcKon cutyaumen, HeobxoaMmo aoka-
3aTb UM OTBEPrHYTL HANMuMe AeduunTta KOPTUKOCTEPOUAOB);

3. OTronornyeckas amarHocTmuka, KoTopas noapasyMeBaeT BbiSCHEHUNE
NPUYUHBL, NPUBEALLEN K 8CTPYKUMN KOPbI HAANOYEYHUKA.

OTx0XpeHne OT YyKa3aHHOro anropuTMa He peaxko nNpuBoanT K ANarHoc-
TUYECKUM oLimnbKam nnm NnpoBeaeHnio 6onbWOoro ynucna HeoBOCHOBAHHBIX
nccneaoBaHun,

6.1. Hecneynpunueckne naboparopHsie casnru
Ona 1-XHH xapakrepHbl runepkannemus u, pexe, rmnoHarpuemms. Kpo-
ME TOF0, HaCTO OTMEYAIOTCH HOPMOXPOMHAESA U TMNOXPOMHas aHeMus, yme-
peHHas NeikoneHnsa, OTHOCUTENbHLIN NUMGOUNTO3 U 203nHOGUNNA. ITU
OaHHble UMEIOT OFPaHNYEHHOE 3HaYEeHNE B KITIMHUYECKON NpakTuke.

6.2. lopMoHanbHbie nccnenoBaHus

TeCTOM NepBOro ypoOBHA B ANArHOCTMKE HAANO4E4HUKOBOW HeaocTa-
TOYHOCTU ABNSETCH oNpeaeneHne CyTOYHOM 3KCKpeuumn ceoBoaHOro Kop-
TU30”a ¢ Mmoyoi. Takue uccnenoBaHUA Kak onpeaeneHue akckpeuum
17-okcnkopTukoctpeongos (17-0OKC), 11-oxcukopTukocrepougos
(11-OKC) n 17-keToctepongos (17-KC) cuutaorca yctapeBlIuMH,
ManouHPOpMaTUBHBIMU U He AO0J/KHbI UCAONbL30BATLCA HU ANa an-
arHocTukm HH, HU B KNIMHNMYECKON MeAMLNHEe B LLe1IOM.

Onpenenexve ypoBHS KOPTU30aa KPOBU UMEET OrpaHMyeHHoe AnarHocTu-
yeckoe 3Ha4eHue, NOCKONbKY Y MHOrMx 60/bHbIX HH OH He peako okasbiBaeT-
CS Ha HWXKHe rpaHnue HopMbl. TeM He MeHee, 3Ha4YeHNEe MOXeT UMETb Bhbipa-
KEHHOE CHVKEHWE 3TOr0 NOKA3aTensl — yTpeHHU ypoBEeHb KOPTU301a MeHee
80 HMOIB/ /1, NPY COOTBETCTBYIOWINX AaHHbBIX KIMHUYECKON KapTUHb!, B N0AaB-
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na0Wwem BonsWKUHCTBE Cnydaes cauaetenscteyeT 0 HH. Mpu paseepryToi
KIMHMYECKOM KapTUHE MEPBUYHOIO TMNOKOPTULM3MA OOHAPYXKEHUE 3HAYM-
TENBHOIrO CHUXEHUS CYTOYHOWM 9KCKpeuun cBoBoaHOro KopTnaona ¢ Moyoi
NoO3BONSAET NOATBEPAUTE AMArHO3 U NPUCTYNATL K IBHEHUIO (pUC. 7).

Npu crepron knnHndeckon kaptnHe 1-XHH, a Takke npu norpaHnyHbeIX nnm
COMHUTESbHbIX Pe3dyfibTaTtax onpefeneHns 3KCKpeymm KopTnsona, naumeH-
Tam NoKa3aHo nNpoBedeHue Tecra ¢ 1-24-AKTI (nepBbie 24 aMUHOKUCOThI
39-amuHokmcnoTHo monekynet AKTI). Mposenenmne Tectac 1-14-AKTT ue-
necoobpazHo B noBON cuTyaumn, Koraa Bpay He UMeeT ofnkiTa paboTwl ¢
6onbHbIMK 1-XHH 1nn y naumeHTa oTCyTCTBYET XOTS Obl OOUH U3 TAKNX CUM-
NTOMOB, KaK BbIpaXXEHHAA MenaHogepmus, noxygaHue, aprepranbHas rmno-
Tepsusa n gucnencus,

1-24-AKTT BbINYCKAETCA B BUAE NPENnapatoB CMHAKTEH, CUHKOPNUH, KOp-
TPO3UH. CTUMYNSALMOHHBI TECT C UCCNEA0BaHUEM YPOBHS KOpTU3ona nnas-
Mot 4epes 30 n 60 MUHYT nocne BHyTpUBEHHOTO BBeAeHua 250 mkr (25 Ep)
1-24-AKTT Ha 5 M GM3NONOIMYEecKoro pacTeopa — Knaccuyeckoe ncene-
[OBaHMeE B ANarHOCTMKE NePBUYHOIo rmnokopTuumama. MNosbileHne ypos-
He kopTuaona 6onee 500-550 Hmonb/n HapexHo uckmoyaet 1-XHH. Mo co-
BpEeMeHHLIM NpeACTaBAeHnaM, BCe apyrue Mmoandukaumm tecta ¢ 1-24-AKTT
UMEIOT 3HAUUTESIBHO MEeHbLUYIO UEHHOCTb.

PaHee 3HaveHne NpnaaBanochk Kak NMKOBOMY YPOBHIO KOPTU30/a nocne
BBeneHna 1-24-AKTT, Tak 1 ero 0THOCUTENLHOMY NPUPOCTY OT UCXOOQHOFO.
Kak 66110 NOKa3aHo B AanbHereM, OTHOCUTENbHBIR NPUPOCT YPOBHSA KOP-
TM30na nna3mel (TO eCTb B NPOLEHTaxX 0T 6a3anLHOro), Nnokasarens He BrnoJ-
He HaAexHblit. B CBA3U C TeM, 4TO OTHOCUTENBHBIR NPUPOCT KOPTU30Na 06-

PaseepHyTast knnHnyeckas kaptuua 1-XHH
(MenaHonepmusa, NoxyaaHue, rmnoTOHUS, AMCNENCUS U PO )

) 4
] Onpenenenie CyToO4HOM 9KCKPELMM KOPTU301a C MOYON '

A4 h 4
3HaunTensHo YMEPEHHO CHKEHA, HOpMA
CHUXEHa W COMHUTENbHBIN pesynsTar

J v

YpoBeHb KopTuaona oA
MeHee 550 HMont/n 4—-| Npo6a ¢ 1-24-AKTT (cUHakTeH) J
A

\ 4 \ 4
Hagno4e4yHrkosas He4deTkne knnHnyeckme aadusie 3a 1-XHH
Hed4oCTaTO4YHOCTh nB ]‘HO6bIX COMHUTEJIbHLIX CAy4asXx

Puc. 7. Cxema naboparopnoit nmarnocruku 1-XHH
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PaTHO NPONOPUMOHANeEH ero Ha3anbHOMY YPOBHIO, YTPOM, KOMLA YPOBHUW 3H-
porexHoro AKTIT ¥ KOPTU30na MakCUMaSbHbI, 3TOT NPUPOCT MOXET ObIThb
HeBGoNbLLINM.

KopoTtkuii Tect ¢ 1-24-AKTI npocT, TpebyeT BCero Heckobkux 4acoB, ero
YA06HO NPOBOAUTHL aMOYIATOPHO W UHTEPNPeTauUms ero peayisTaToB NPoCTa,
NPaKTUHECKK OOHO3HAYHE U MMEET XOPOLIne TUTEPATYPHbLIE MOLTBEDXAEHUS.

B HacTosILLEE BPEMS MPAKTUYECKME BPAUM OHEHb HACTO CTAIKUBAKOTCH C CU-
Tyaumen HegOCTyNHOCTU Npenapatos 1-24-AKTI ans BHYTPUBEHHOIO BBEAE-
HUS. B UX pacnopsaxeHunn Hatile oka3niBaloTca geno-dopmsl npenaparta («Cu-
HakTeH-aeno»), cogepxaiwme 250-1000 mkr 1-24-AKTT B 1 amnyne. U3 aToh
CUTYaLMM MOXET BbITb APEANOXEH CeaYIoLUmNA AOCTATOUHO NPOCTOM BLIXOA.

250 unu gaxe 1000 mkr 1-24-AKTT — 370 cynpadusnonoruieckas no3sa
npenapara, Toraa Kak A5 MakcyManbHOR CTUMYAALMN HAANOYEYHVKOB B0
Obl AOCTATONHO B COTHM pas MeHbLu e 4036 {1 Mkr). [0 coBpeMeHHbiM Npea-
CTaBneHuUsIM 3T0T PAKT HE MMEET 3HAYEHWS, eClU pPeYb UAET O AMArHOCTUKe
1-XHH. Opyrumu cnosamu, ecnu Beectu 250 mkr (v gaxe 1 mr) «CuHakreHa-
0eno» BHYTPUMBILLIEYHO, MOXHO ObiTb YBEPEHHbIM 4TO Yeped 8—12 yacos v
LOfblE, He3aBUCUMO OT BO3MOXHbIX HANBUAYANbHBIX KONEOaHUA KuHe-
TUKU npenapaTta, Kopa HaanoyeyHukoB ByaeT HaxoguTbCs Mo BO34eN-
CTBWEM OYeHb BbICOKOW A03bl AKTT 1 npu otcytcTeun 1-HH ypoBeHb Kop-
TK30Ma NOBBLICUTCS BblWwe NpuHATOro nopora B 550 Hmons/n. To ecTs Npu
orcyTcTBuM npenapartoB 1-24-AKTI gna BHYTPUBEHHOIrO BBEAEHUS, KO-
POTKUA CUHAKTEHOBbIN TECT MOXHO MOAUDUUMPOBRATL CAeAyIoWMM obpa-
30M. B 8-9 yacos yTpa 1-ro gHS naumeHTy uccnenyerTcs ypoBeHb KOPTU-
30712 KPOBU (B NPUHLMME, 3TO UcCnefoBaHne He 0ba3aTenbHO, MOCKONb-
KY, KaK yKa3blBanNoChb, B&XEH HE OTHOCUTENbHbBIA MPUPOCT, & MUKOBbIY YPO-
BEHb KOPTU30Na); B 21-22 yaca nauneHTy rny00oKOo BHYTPWUMbILLIEYHO BBO-
outca amnyna «CuHakteH-geno» (250-1000 mkr npenaparta). Ha 2-o#
Aerb B 8-9 4acos yTpa uccneayeTcs ypoBeHb KOPTU30na Nnasme! 1 eCnun oH
npeBbiwaet 500-550 Hmonb/n, 1-XHH moxeT ObiTb UckoyeHa. YkasaHHas
MOANGUKALMA TECTA ACIDKHA PACCMATPUBATLCA ANLLb Kak NPaKTUYECKUiA Bbl-
X0f, U3 NOJSIOXEeHUs1, B KOTOpom oTcyTeTeyeT 1-24-AKTI ana BHYTPUBEHHOTO
BBEL4EHUS, NOCKOJIbKY NPUBEAEHHbIN NPOTOKO/ TECTA He aBnseTcs oduenpu-
HATBIM. T0 COBCTBEHHOMY OIMbITY, TAKOW BapuaHT TeCTa 3HaYNTensHo Bonee
nrdopMaTUBEH U NPOCT 418 UHTEPMPeTaUMu, YeM ero aHanory ¢ onpeaene-
HUEM YPOBHS 3KCKpeuuy CBoHOAHOM0 KOPTU30a, He roBopsa yXe 0 MeTabo-
AWTax kopTukoctTepounioe. MoayepkHeM, 4TO 3TU NPEACTABAEHUS HENb3S
3KCTPanoAnpoBaTh Ha guarHocTuky 2-HH v ncnonn3oearts A9 AMarHo-
cTukm 2-HH cTtaHpapTHbIi BbICOKOA03UPOBaHHbIA TecTe 1-24-AKTT, B
TOM YNUCAE 1 B NPeANIOXXEeHHON moaudukaummn. B cutyauny HeaocTynHoc-
T mobblx npenapatoB AKTT, gaxe gna anarHoctuky 1-XHH, tectc 1-24-AKTT
MOXET ObITb 3aMEHEH TECTOM C UHCYNMHOBON runornvkemuen (TWIF) B cove-
TaHWUK ¢ ornpegeneHvem 6azansHoro yposHs AKTT.

CrnepnyeT OTMETUTb, YTO HEPEOKO BO3HUKAIOT CUTYaLMU, KOTAZ KOPTUKOCTE-
POUbI OLIAK HA3HA4EHBI MALMEHTY 40 TOT0, Kak AMarHo3 1-XHH 6uin nogresep-
XAEH B CTUMYAAUMOHHBLIX TecTax. B 310l cutyaumm, ana o6bekTuBHOIro 04~
TBEPXAEHUA AMarHo3a, nauueHTa uenecoobpasHo Ha HECKONBKO AHel ne-
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peBecTu Ha Tepanuio Hebonblnmu posamm (0,25 - 0,5 Mr/cyT) nekcamera-
30Ha (UCKIIOYABTCS NePeKPecTHOE pearnpoBaHne C 3HAOrE€HHbLIM KOPTU30-
foM), 2 3aTEM MPOBECTM CTAHAAPTHLIA BICOKOAO3UPOBAHHbIN TECT ¢ 250 MKr
1-24-AKTl yepes 24 yaca nocrne oTMeHbl Npenapara n nHTepnpeTnpoBaTh
pesynbTaThl TeCTa B COOTBETCTBUM C OOLUENPUHSATHIMU PEKOMEROALIUSIMMA.

B knMHWYeCKOM NpaKTUKe Ype3BbIUYANHO PeAKO BO3HMKAET HEOOXOLUMOCTb
onddeperumporats 1-HH u 2-HH ¢ nomoLupio nabopaTtopHbix MeToa0B. [ns
3TOro MOXeT OblTb UCNOAL30BAHO onpeaenenne yposHs AKTT, KoTopbin By-
LeT noBbiweH npu 1-HH (6onee 100 nr/mn) n cHuxex npu 2-HH. Cnepyer
OTMEeTUTb, 4TO onpeaenenune yposHa AKTT cobBcTBeRHO Ana AnarHocTnku HH,
CaMOCTOSATENBHOTO 3HAYEHUSA HE UMEET, 8 MOXET MCNONL30BATLCS NULLL AAA
anddepeHumnansHon guardioctuku 1-HH m 2-HH.

Kpome Toro, ans 1-XHH 6yneT xapakTepHo NoBbILLEeHNE aKTUBHOCTH PEHUHA
nnasmsl {MN NOBbILIEHWE YPOBHS PEHWHA), YTO CBA3AHO C Pa3BMBAIOLLIMMCH NP
1-HH peduumtom anbpocTepora, KoTopbiv He HabmopaeTcsa npu 2-HH.

Moaxoabl K N1adopaTopHOM ANArHOCTUKE BTOPUYHOTO MMNOKOPTULN3MA
HECKONbKO OTANYaloTcs. «3010TbIM CTAHAAPTOM» ANArHoCTuKn 2-HH as-
NNETCA TECT C UHCYAUHOBOW rMnornnkemMunen. B recre ¢ uHCy1ImHOBOM rv-
NoMKeMUer NHCYNUH KOPOTKOTO OEeNCTBUS BBOAWTCS BHYTPUBEHHO B
nose 0,1-0,15 Ep/kr. Ang pocTuxeHnsa runornmkeMmun Moxet notpebo-
BaTbCA U 60NbWAA 4032 MHCYANHA. TecT ByaeT MMeTb ANAarHoCTUYECKOe
3HauYeHne, ecnum y nauneHTa NpoucCxoanmT CHUXEHNE YPOBHA MMUKEMUN
MeHee 2,2 MMOJIb/N M PAa3BUBAETCS MMNOrNMKeMMYECcKas CUMNTOMAaTHKA.
Ecnu Ha 9ToM doHe ypOBEeHb KOPTU30Nna KpoBu npesbicuT 550 HMONbL/N,
MOXHO roBOpuTL 06 oTcyTcTBUm HH. TecT npoTuBOoNOKa3ax NnaumerTam ¢
TSXXEION CepaeyHon 1 APyron NaTtonoruen, apuTMuammn, anunencuen.

6.3. Ornonornyeckas anarHoctuka 1-XHH

JTnonoruyeckas omMarHoCTuKa noapasymMeBaeT BblACHEHWe NpuynHbl 1-
XHH n gonxHa chenosath 3a Bepudukaumein camoro dakra Hanuyma 1-XHH
NPy AOMOLLIY FOPMOHANBLHOTO UCCNEA0BaHUS, KOTOPOE 0OCYXAanoch Buille.
XoTtenocsb Bbl 3aMeTUTb, Y4TO 3a NOoCNedHne 4ecATUIETUS STUOJIOrnYecKas
Avardoctuka 1-XHH cyuwecTBenHo warHyna snepeg. Ha nporaxeHun MHO-
rUX NET B KNMHWUYECKOA NPaKTUKe CyLLeCTBOBaN0 NPaBuio, YTo npv OTCyT-
CTBUU NPU3HAKOB TYBEPKYNE3HOM0 NPOoLECCa, BbISBAEHHbIX AOCTYNHbIMW UH-
CTPYMEHTaNbHbLIMMK 1 NAB0OPaATOPHbLIMU MeToAaMU (peHTreHorpadus, Noces
MOKPOTbI U MOYU Ha MuKoGakTepuv Tybepkynesa) ycTaHaBimsanacb ayro-
nmmyHHasa atuonorust 1-XHH. Eue 6onee K 3ToMy CKNOHANO oBHapyxeHne y
601bHOro CONYTCTBYIOLLIEA ayTOUMMMYHHOI NaTonorun. Bo3aMoxHo, C 4nCTO
NPaKTNYECKMUX KIMHNUYECKMX NOSULMIA 3TO BbiNo onpasaaHo, NOCKObKY Mano
0TpaxanocChb Ha 3aMecTUTeNbHO Tepanu n MporHoae 3abonesanua. OpHa-
KO TAKOW NOAX0J HE OTBEYaeT COBPEMEHHLIM TPEB0BaHUAM U BO3MOXHOC-
TAM 3TUOIOMMYECKOM ANarHoCTuku. M3BeCTHO, HTO aMarHocTuydeckas UeH-
HOCTb PEHTIEHOMNOrMYECKOro NCCNenoBaHUsa B AMArHOCTUKe OpraHHoro Ty-
Gepkynesa He abcomoTtHa. dpyrumm cnosamu, 1-XHH Moxet umeTs TyGep-
KynesHsin reHes u 6e3 BUAMMOro neroyHoro nopaxenus. Ceivac donee
cnpaseannBo o6paTHoe yTeepxaeHue — obHapyxXeHue cTaporo Kanbumdu-
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KaTa uWiv NepBMU4HOrO KOMAJIEKCA HEe MOXeT JOCTOBEPHO CBUAETENLCTBOBATD
0 TOM, yto HH He aBRgeTCa pe3ynbraToM ayTOUMMYHHOIO NopaxeHnsa Hag-
NoYEYHUKOB N aapeHonenkoancTpodum. Ham HeoaHOKPATHO BCTpPE4annch
cny4damn coveranua 1-XHH ¢ ayToMMMyHHbIM TUPEOUANTOM MPY O4HOBPEMEH-
HOM Hanuuu cTapbix TYOEPKYNE3HbIX 04aroB. B nurepartype Takxe onmcaHbl
crnyyaun akTUBHOro TyBepkyneaHoro npouecca B nerkux n 1-XHH, BoiasarHHoM
ux atpodueit, MeTactTatmiyeckumM nopaxeHuem, a rakke passutue ANC-2y
60MbHbIX, UMEIOLLIXX B aHaMHe3e TyOepKynes pasnnuHon 1oKanusaumnn.

CospemeHHas aTuonorudeckasa auarsoctuka 1-XHH, B 6onbluvHCTBE Ciy-
yaes, nogpasymesaet anddepeHumnancHbli AnarHod Tybepkynesa, agpeHo-
nekoamncTpoduu U ayTOMMMYHHON AECTPYKUUN KOPbI HAANOYEYHWKOB, a-
rOpUTMbE KOTOPOTO Mbl NPUBOAMM Janee.

6.3.1. JtabopaTopHbie MeToAbI

B aTonoruyeckoh guarHocrmke 1-XHH ocHoBHOe MeCTO OTBOAWTCH
MMEHHO AaHHbLIM 1a60opaTopHbIX MccnegoBanmii. Kak ykaselBanoch, naéopa-
TOpPHbIM Mapkepom 1-XHH ayTouMMMyHHOr0 reHesa no COBPEeMEHHbIM npes-
CTaBNeHUsIM ABASAIOTCS aHTutena Kk GpepmMenHTy Hagno4eyHNUKOBOro CTepou-
poreresa P450c21, a Mapkepom agpenonenkognctpodun — SINHHOLENo-
YeyHbie XupHsle kucnotoel (AXK). S. Laureti u coasTopamu {1998}, ha ocHo-
sarnm 0606weHHoro aHanusa 6onbluoro yucna cnydaes 1-XHH no cob6creen-
HbIM 1 INTEPaTYPHLIM 4aHHbIM, Bbln paspaborar AnarHoCTUHECKUi anro-
PUTM, BIIOHE NPUEMIIEMbIV ARSI KIMHUYECKOM NPaKTUKK (CM. puc. 8).

KomOuHauus onpegenenunsa anvturen K P450¢21 v yposra JKK no3sons-
eT yCTaHoBUTbL 3THonornio 1-XHH npumMepHo B 97% cny4aes. YuuTbiBas, 4To

I NabopaTopHO NOATBEPXAEHHBIA NEPBUHHLIA MNOKOPTULUAM ]

'

{ Onpeaenenve astuten k P450c21 ]

f 1-XHH ayToumMmyHHoro reHesa ] [ Onpenenesie yposns [DKK J
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Puc. 8. Cxema atuosnornueckoii guarnoctuks 1-XHH [S. Laureti et al, 1998]
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Haubonee yacTo BcTpevaercs 1-XHH ayTouMMyHHOR 9TMON0Ornu, HaYmHaThb
PEKOMEHAYeTCA UMEHHO C onpedenexua antuten k P450c21. 3to gocrartou-
HO NPOCTOE ¥ OTHOCWUTENBLHO HEQOPOroe UCCAENO0BAHWUE (OAUH TECT CTOUT
okosio 10$ CLUA), BbINOMIHEHME KOTOPOro OCYLLECTBUMO B Miob0Mi UMMYHO-
NOrNYecKoi unu ropmoHansHoli naboparopun. B HacTosiuiee Bpemsa Havu-
HaeT NoaBAATLCA BCe DoNnblle KOMMepyecknx HabopoB Ans onpeaeneHus
anTutenk P450c21. Ecany nauveHTta obHapyxxeHbl aHTuTena k P450c21, He-
obxoaumocTu nposoanTb onpeaenexdune JXK n KT (uan MPT) HagnoveuHu-
KoB HeT. C apyroi CTopoHsl, Npu abHapyxerun antnten k P450¢c21, y nauy-
eHTa HeoBXOANMO UCKTIOYUTL HANUYMe APYrX ayTOUMMYHHbBIX 9HAOKPUHO-
naTuii, B nepBylo o4yepeab 3aDoneBaHnA LMTOBUAHON Xenesbl.

Mpur OTCYTCTBAM Y NAUMEHTA UMPKYMPYIOWmx antuten k P450c21 Heob-
xoAumo onpegenexmne yposrsa JKK ansa ncknouenns y donsroro A4, Npw
oBHapyXeHnn Bbicokoro yposrsa KKy 6osnbHoro ¢ 1-XHH cnepytowmnm ata-
nom aensieTcs nposegersne MPT ronoBHOMO 1 CAMHHOMO MO3Ia 419 YTO4HEe-
HWA KOHKPETHON KnnHuteckow popmbl AN, MapannenbHo Heobxoanmmo npo-
BeAeHne reHeTMYecKkoro o6cneaoBanns poACTBEHHUKOB NauneHTa, B TOM
YUCITIE U XEHLLWH, KOTOPbIe MOryT 6blTb reTepo3uroTHbIMKU HOCUTENAMU reHa
AN, Mpu BepeMeHHOCTH Y HUX MOXeT ObiTb MpoBeAeHa npeHaTansHasa an-
artocTuka. MNpu cemMenHom reHeTUHECKOM CKPUHIME MOTyYT BbiThb BbiSIBAIEHbI
NnauMeHTsl, B MEPBYIO ouepeab AeTH, Y KOTOPbIX OTCYTCTBYIOT Kak HEBPOMO-
rM4ecKmne, Tak 1 SHLOKPUHHbBIE HAPYLIEHUS W Y KOTOPLIX g5 NpeaoTepale-
HUA Pa3BUTUA HEBPONOrM4eCKOn AnchdyHKUMM NepPCnexTUBHO NpoBeseHNe
TPaHCNIaHTauum KOCTHOro MO3ra.

Ecnu y naumedrta ¢ 1-XHH oTcyTcTBYIOT Kak aHTUTEeNa Kk P450c21, Tak u
nosbiwerune ypoBHS KK, emy nokazara KT nnv MPT Hagno1teuHmkos ¢ ue-
JbIO ANArHOCTUKU ONYXONEBOr0 NOPaXerus, Tybepkynesa, KpoBOn3NuaHus
M Apyrux peakmnx npudmH 1-XHH.

6.3.2. UHCTpPYMEHTanbHbIE METOAbI

TpagnUuMOHHO KaK B 3TUONOrMYyeckon gnarHoctuke 1-XHH, rak n guar-
HocTuke HH B Lenom, Bu3yannsaumoHHbiM MeETOAAaM (PEHTFEHOBCKOE 1C-
cnegoBaHue, KOMMNbIOTEPHasA TOMorpadus) oTBOAMAACE HeBOoNbAasA POk,
Kak 9To CrefilyeT u3 CXembl Ha pucyHke 8, B nocnegHue JecarnieTus no-
3UUMA B 3TOM MJ1aHe HeCKONbKO n3MeHnnacb, Cxema 4eMOHCTPUPYET TOT
$akT, 4To BUIyanusalinoHHbie MeTOAMKN uenecoobpasHrbl (Kak, B obwem-
TO, NOYTU BCErAA B KINNHMYECKOW SHAOKPUHONOMMN ) NULLb HA 3aKMIOYNTENk-
HbiX 3Tanax AMarH0CTUYECKOro Noncka v 1o, eCinm 3TUOIOrM4ecKnin guar-
HO3 He Obl1 NOATBEPXAeH TaKUMW MNAa3MEHHbIMU MapKepamMu Kak aHTu-
Tena Kk P450c21 v XK. B cOOTBETCTBUM C TON XE CXEeMON — KOHKPETHOMN
uensio nposegenna KT uan MPT y naumneHToB C YCTAHOBNEHHbIM AnarHo-
30M 1-XHH asnsieTca anarHocTuUKa Ty0EepKynesHoro n onyxosiesoro no-
paxeHus HaANOYEYHUKOB, a TAKXe aApeHoNnenkoancTpodun. Nockonbky
u3aMeHeHus, Boinsnaemble Npu MPT rosioBHOro moara npu AJ14 6uinm onu-
CaHbl Bbilllg, 0CTAHOBMMCSH HA OBCYXAEHUM PONM BU3YANU3aALNOHHBLIX Me-
TOAVK B ANArHOCTUKE TyDEpPKYNe3Horo v ONyxXoneBoro NOPaxenus Hag-
MOYEeYHUKOB.
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Kanbundukauma Haano4yeyHunkoB, onpegensemMasn 00biUHbIM PEHTreHOoN0-
rMYeCKUM METOAOM, A0CTATOYHO YaCTO FOBOPUT O TYBEpPKYyNe3HOM 3TNONO-
rmn 6onesHn Agamcona. OaHako TeXHUKa AaHHORO UCCea0BaHus 4OCTaTou-
HO TpyAHa (NHEBMOPETPONEPUTOHEYM), ¥ NONYYEHHbIE PE3ybTaTbl MOryT
ObiTh MHTEPAPETUPOBAHD! OWWUHOYHO BBUAY 4ACTON Kanbumupukaumm pedep-
HbIX XPSLWLEN, TeHb KOTOPbIX HAKNAObIBAETCA Ha HAAMNOYEYHUKN, a4 TaKXKe B
CBSI3M CO BCTPEYAIWMMUNCA MHOrAA KaNnbUUPUUMPOBaHHbIMU NuMdaTndec-
KUMU y3namu B 061aCTV HagNoYeyHnkoB. Jna noareepxaeHns Tybepkynes-
HOro reHesa 3abonesaHnsa 0693aTenbHO NPOBOAUTCH PEHTIEHONOrNYeckoe
uccneaoBaHue rpyaHon knertku. Takue nabopatopHblie MeToAbl, Kak Tybep-
KynnHOBbIE NPo6bl, NOAMMEpPA3Han LefHas peakums, a Takke noces Moy,
MOKpOThI H3 oBHapyxeHue mukobakTepun TyGepkynesa, B psge Cnyyaes
NoOMOraioT NOATBEPANTb ANArHO3 TYOEpKyNnesHoh 6one3nn ApancoHa.

JaHHble 0 BuicoKoW HyBCcTBUTENLHOCTWU KT HAANOYEYHUKOB B AUarHocTut-
Ke TyDepkynesa 6biln NoslyYeHbl MHOTUMY nccnegosaTensmu. Y 60nbLnH-
CTBA BOMbHBIX MPY BNEPBLIE BLISBREHHOM rMIOKOPTULIU3ME TYDEPKYNe3HOM
ITMONOMMW HaANOYEYHNKN YBEIUYEHbl B pasmepax. Ha 6onee nosaHux cra-
auvsax 3abonesaHusa oHM NogseprainTcs aTpodun, YacTo B HUX BbISIBASIIOTCH
YyHaCTKI HeKp03a 1 Kanbundukaumn. Npu nopaxenun HaanoYyevyHukoB Tybep-
Kyne3HbiM NPOLEeCCoM, NpuBoAALLMM K pasenTtuio 1-HH, Hagnoyeyrukn mo-
ryT yBeNuuMBaThCH B pa3Mepax B 2—-3 pa3a Tak, onucaH 60bHOMR, ¥ KOTOPO-
ro pasmepbl NPABOI0 1 1EBOr0 HaanoveuHKos Ha KT Obiin paBHbl COOTBET-
cTBeHHO 60x25 11 33%20 MM. Y 0AHOIr0 U3 HaLIMX NALUMEHTOB, pasmep Npaso-
o HagnoyeyHmnka no padHblM KT pocturan 52x38 cm, a neBoro 23x35 cMm.

Mpw 3HAUNTENBHOM yBEANYEHUU HAANO4EYHUKOB, KOraa, Ha OCHOBaHUK
APYrMX NHCTPYMEHTANbHBIX U NaG0opaTopPHbIX AaHHBIX ANarHo3 Tybepkyneaa
rnpeacTasiseTCa COMHUTENbHLIM, AnddepeHunanbHoni anarHocTuke (mera-
CTasbl, rpMbKoBLIE UHGEKUMM U 4P.) MOXET NOMOYb TOHKOUFONbHaA acnu-
paumoHHas uoncua. Npn MUKPOCKONNYECKOM Nccneaosanum GUoNcunHo-
ro marepuana npu tybepkynese, BbIABASAIOTCS YHACTKN KA3€03HOM0 HEKPO-
33, OKPYXXEHHbIE CKOMAEHUSIMU 3HAOTEMANbHBIX U FTMIaHTCKUX KNeTokK, pub-
pobnacToB u numdountos. B 60nbLOM KONUYECTBE ONpeaensioTca KUCNo-
ToycTonumBble nano4km M. tuberculosis.

. 7.3amecTHTE/NbHAN Tepanus HAINOYeYHUKOBOM
' HeA0CTATOYHOCTH

7.1. BamecTuresibHas Tepanns npy OCTPOM rMNoKopPTULIN3Me

JleueHue ocTpPoO HAANOHEHYHUKOBOM HEJQOCTATOYHOCTU Ga3upyeTcs
Ha cCneayoWnUX OCHOBHbIX NPUHLUNAaXx:

1. MaccupoBaHHasa 3aMmecTuTenbHas Tepanus KopTukocTepouaaMmu

2. Permnaparaums n KOppekuuvs 3neKTPOoMTHbIX pACCTPONCTB

3. Jleuwenne 3ab0neBannd, BbI3BABLUEIO NeKOMAEHcaunio (Manudecra-
UMK} NpoLecca v CUMNTOMaTuyeckasa Tepanus

MoxeT 6bITb NpeasoXeH Cneayowmnin anroputMm nedesms OHH: 1
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1. He oxmnaas peaynbtatoB nabopatopHbix MCCReaoBaHni (Mo BO3MOXHO-
CTW NpeABapuTesibHbin 3a00P KPOBY ANS ONPeAeeHust YpOBHE KOPTH-
3o0na, AKTT, kanus, pyTUHHLIA FreMaTonorM4ecKknin vt BUOXMMUYECKUK aHa-
fIN3), Kak MOXHO PaHbLLE, HAYNHAETCS BHYTPUBEHHOE BBEAEHWE 2~3 inT-
poB dpun3nonornyeckoro pacTeopa (Co ckopocTbio 500 Mn B Yac; Npw Kkon-
AANTOWMAHOM COCTORHUWM — CTPYHO), BO3MOXHO B COYeTaHuu ¢ 5-10%
pPacTsOPOM IMIOKO3bl. 38 NepBbie CYTKY BBOAUTCS MUHUMYM 4 auTpa
XUAKOCTH, BBEOEHUE KBNIMNCOAEPXALLUMX Y TMNOTOHNHECKUX DACTBOPOB,
a TaKKe AUYpeTMKOB NPOTMBONOKA3aHO.

2. 100 Mr ruapoKopTU30HA BHYTPUBEHHO Cpasy, 3aTeM — kaxapie 4-6 ya-
COB Ha NPOTSXEHWUM NEPBbIX CYTOK. Kak ansTepHaTuBa (Ha BpeMs poc-
TABKW B KAMHUKY) — 4 MI gekcameTta3cHa BHYTPUBEHHO (Mn 9KBUBA-
JIEHTHaA 0o3a npeaHMsonona — 40 mMr), ¢ NoCneaylouwmnM Nepexocnom
Ha Tepanuio rnapCKOPTU3CHOM. MapannensHo — cCUMNTOMaTU4eckan
Tepanus — vyaille BCero, aHTMBUOTUKOTEPANS Bbi3BaBLLUX AEKOMMEH~
cauuio 3adonesaHna uH@ekUNOHHbIX NPOLECCOoB.

3. Ha BTopble-TpeTbl CyTKH, Mpv NONOXUTENEHON AUHAMKUKE, 003a M-
POKOPTM30Ha yMeHblaeTca 40 150-200 mMr/cyT (npu cTabunbHOM re-
MOAUHaMKKe BBOOMTCA BHYTPUMBILLEYHO). B HasHaveHny MmHepano-
KOPTUKOMO0B (KopTuHed @) HeT HeoHXoaAUMMOCTH, NOKa CYTOYHAsS 4033
rmapoKOpPTU30HA He ByaeT cHuxkeHa merHee 100 Mr/cyT.

MNpwn ymepeHHO BbipaxeHHOM gekomnercauum 1-XHH, a Takke npu enep-
Bble BbISBEHHOM 3260/eBaHMK, TePanuio, Kak IPaBUI0, HAYUHAIOT C BHYT-
pumbiweyHoro seegeHns 100-150 Mr ruapokopTu3oHa B CyTku (Hanpumep,
yTpom 75 mr, B o6epeHHOe BpeMsi — 50 Mr 1 paHHMM Be4EepPOoM eLe 25 Mr).
Yepes HeCKOIbKO gHen 03y Npenapara CHWKAT 1 NepexonaT Ha noaaep-
XUBAOLLYIO 3aMEeCTUTESbRYIO TEPanuio TabneTupPOBaHHLIMW KOPTUKOCTEPO-
nhamu. Cnenyet OTMETUTb, YTO BbIPAXEHHbIA NOMOXUTENbHLIA 3G QEKT OT
Tepanum KOPTUKOCTEPONAAMU, UMEET BaXXHOEe SMAarHOCTUYECKOE 3HaYeHME.
Mpw ranuymmn 1-XHH naumeHTsl ByKBasibHO HA NepBbie CYTKWM OTMEYaloT 3a-
METHOE yNy4ylleHne CaMOo4vyBCTBUS.

Mpenapatom Buibopa neverns OHH u pekomnercauun XHH sasnseTcs rug-
POKOPTU3O0H, B H0/bLUMX 103aX 00ECNeYNBaI0LLNN KaK MIOKO-, Tak U MUHe-
panokopTukounaHbie addekTbl. [MapokopTU3oHA reMUCYKLUMHAT MOXHO BBO-
AWTb Kak BHYTPUMBIWEYHO, Tak U BHYTpUBEHHO. CyCcneH3ns rmapokopTn3o-
Ha auertara BBOAMUTCS TONIbKO BHYTPUMbILLEYHO U AeACTBYET HEeCKOIbKO 60-
fee ANUTeN6HO, YeM reMUCYKLMHAT NPy aHanorMyHoOM BBEAEHMN,

Mp® OTCYTCTBUK MONOXKUTENLHON AUHAMUKA HA MPOTSKEHUW NEPBbIX HACOB
BHYTPMBEHHOE BBEOEHWNE MADPOKOPTU3OHA COHETAETCS C BHYTPUMBILLIEHHBIM.
MpuBeaeHHbIe 403b! 4OCTATOYHO YCNOBHbLL. [1pU OTCYTCTBMM NOACKNTENBHON
OVHAMUKU CYTOYHAS 1033 rMApoKOPTU30HA MOXET A0X0auTs o 800-1000 mr
Tem He MeHee, CNeayeT YHeCTb, HTO MPUBEAEHHBIX B CXEME A03 MAPOKOPTU30HA
8 NoOABASIOWIEM GONBLIMHCTBE Cily4aeB C N3ObITKOM XBaTaeT Y OTCYTCTBUE No-
JNIOXKUTENBHOA AUHAMKKA Ha (DOHE NX BBEAEHUSA MOXET CBUIETENLCTBOBATEL O TOM,
4TO YKa3aHHas cuMnToMaTuka He cesidgaHa ¢ OHH unn OHH co4ertaercs ¢ Kaknm-
TO APYrUM 3ab0NeBaHneM, KOTOpoe MMeeT 60 bLIee KIMHUHECKOe 3HAYEHNE.
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Kak ykasblBasoCb, 04HOM U3 CaMblX YACTbIX NPU4IMH AeKomneHcaummn XHH
ABNAAIOTCH MHPEKUMOHHbIe 3aboneBanua. Mpu Hanu4yun nuxopaaku (3a uc-
KIQUYEHNEM BbIPAXEHHOT0 00e3BOXUBARNA) aHTUOUOTUKU HEOBX0AMMO Ha-
3Ha4aTb Aaxe NMpyu OTCYTCTBUN SBHOMO o4ara uHpexkumn.

lNpogunaktuka OHH y 6onbHbix ¢ 1-XHH nogpasymeBaeTt yBenuyeHue
[O3bl KOPTUKOCTEPOMAOB MPK BO3HUKHOBEHUW CONYTCTBYIOWMX 3ab0neBa-
HUiA. 3TOT BOAPOC, KaK NOKa3blBAET MPakTuka, BeCbMa akTyaneH He TONbKO
419 9HAOKPUHOMOIOB, HO U ANS Bpayen ApYrnx CReunansHOCTEN, B NEPBYIO
Quepenb XMpyproe, akywepoB-rtHeKoIoroB U aHeCTe3noNoros.

B cnyyae BO3HWKHOBEHMSA COMYTCTBYIOLMX IerKUX NPOCTYAHbIx 3abonera-
HWIA, He CONPOBOXAAILLMXCS BbICOKON AMXOPAAKON UMM aHANOMMYHBLIX NO TH-
XECTU COCTOSHMIA, [OCTATOYHO YBeNNYeHMsT 403bl NPUHUMAEMbIX NALMEHTOM
MIOKOKOPTUKOMAOB B 2 —~ 3 pasa. Hanpumep, ecnu naumexT nosayyan 7,5 mr
npeaHn3onoHa (1 rabnerka ytpom, 1/2 tabnetku nocne obega) — 403a yBe-
nuuyusaetes oo 15 mr (2 tabnetku yTpom, 1 tabnetka nocne obeaa). [pu ma-
NbIX ¥ KPATKOBPEMEHHbIX BMELLATENbCTBAX, HANPUMEpP, NPU HEOBXOAMMOCTI
NPOBECTM raCTPOCKONWIO, IKCTPAKLUMWIO 3y6a U T.4., Kak NpaBuio, 40CTaTOYHO
OAHOKPATHOrQ BHYTPMMbILLEYHOro seeaeHns 50 Mr cycneHsnn rugpokopTm-
30Ha 3a 15 — 30 MuHyT oo manunynauuun. Mpu Taxenbix 3abonesaHusx, Ha-
npuMep Npu rpunne, HeOOXOANUM Nepexo Ha UHbeKUUK rmapPoxKopTn3oHa. Kak
npasmno, AocTaTouHo BBeaerma 150 ~ 200 Mr ruapoKopTU30HA B CYTKU, y4-
we BHYTPMMBbILLEYHO. Hanpumep, yTpoM BBOAUTCS 75 MK CYCNEH3Uu rmapo-
KOPTU30HA, B 06en — 50 Mr ruipokopTU30Ha, Gnunxe k Bevepy — 25 Mr ruapo-
KOPTU30HA.

Mpur 6ONbLLMX ONEpaTUBHbLIX BMelLaTeIbCTBaX Nepe onepauvei BBoauTcs
100 Mr rnapoKopTU30HA BHYTPUMbILLEYHO. Bo Bpems onepauum BHYyTPUBEH-
Ho nepenusaetcs ewe 200 — 300 Mr rugpoKopPTU3OHA reMmncyKumuHaTa B 3a-
BUCMMOCTW OT ANUTENbHOCTU BMeELLaTensCTBa. llocne onepauumn naumeHT
NepeBOANTCA Ha CXEMY, OMUCAHHYIO Bbille A8 TAXeNbix 3abonesaHuii, Cne-
OYEeT 3aMeTuTb, 4TO Npu HbICTPON CTAbUIM3aLUNK COCTOSHUA NAUMEHTA, 4TO,
KaK paBuno, buiBaeT NPY NNAHOBLIX ONepaLusax, HeT HeoBXoaNMOCTHU B RO -
ro Tepanuu 60AbWIMMI [O3aMU MMAPOKOPTUZ0OHA, a HYXHO NO BO3MOXHOC-
TV BbiCTPEE NepexoanTb Ha TabneTupoBarHbie npenapara, nycTb B HECKOSb-
KO Gonblieit [o3e, 4eM OHU NPUHMMANUCL A0 onepauvu. [Tepeno3npoBka
IAIIOKOKOPTUKOMOAMM B TOC/IE0NepauuoHHOM Neproae onacha B nnane yxya-
LLIEHUSt 3aXWBIEHNUSI ONEPaLMOHHOM paHbl U Pa3BUTUS B CBA3W C 3TUM OC-
NOoXHeHui. Mpu pogopaspetteHnn, Kak per vias naturalils, Tak v npv onepa-
TUBHOM, NDUHATA aHANOrMyHas TakTuka 3aMecTUTeNnbHON Tepanuu.

Haubonee BaxHbiM Meponpuatnem npodunaktukn OHH aengeTcs obyue-
Hue BonbHbix XHH. BonbHbIe AOMKHbI HETKO NOHMMATb, 4TO N3 cebs npeacras-
AT CUMNITOMbI gekomnencaumn XHH. Oru gorkHsl umeTts obiiiee npeacras-
NIeHre O PO KOPTUKOCTEPOUAOB B OpraHnamMe 1 3HaTh O TeX CUTYaUUsIX, KOr-
Aa notpebHOCTb B 3TUX rOpMOHAXxX 3HAUNTENLHO Bo3pacTtaert. B aTom nnaxe
B0sbHBIE SOMKHBI 3HATb, YTO NPW CTPECCOPHbIX CUTYAUUSRX, B NEPBYIO O4epeb,
HeoBX0AMMO yBENMYEHME A03bl FMIOKOKOPTUKOUOOB, & HE MUHEePaNoOKOPTUKO-
mnpos. Bece 6onbHbie 1-XHH gonxHbl 6b1Tb 06ecneyeHbl rmapoKopTU30OHOM U,
XenaTenbHo CUHTETUHECKUMU MHOKOKOPTUKOMAAMU ANA MHbEeKUWIA (NpegHn-
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30/10H 1A AEKCAMETA30H), a TAKXKE WNPUUAMUN, KOTOPbIE AO/MKHBE XPAHUTCS
aoma v Bpartbes ¢ cob0 B KOMaHAMPOBKYU U OTNYCK.

7.2. BamecTnTesibHas Tepansi XPOHNYEeCKOro rvnoKopTNLUn3ma
HecMoTps Ha HEeKOTOPYIO YCAOBHOCTb PasaeneHnss 3aMeCcTUTEeNbHO’ Te-
panun 1-XHH Ha MUHEpanoKOpTUKOUAHBIA U rIOKOKOPTUKOUAHbIA KOMMO-

HEHTbl, MOXHO CKa3aTb, 4TO HA CErOAHALIHUIA AeHb, 3aMEeCTUTENbLHAA Tepa-

nua MK 6onee paspaboTtaHda, YeM samecturenoHas Tepanua [K. Ans aToro

uMeeTcs psag NpeanocsLINoK:

— CcoBpeMeHHada 3aMmecTtuTtenbHada Tepanua 1-XHH muxepanokoptukon-
Jamu noapasyMeBaeT UCNoNb30BaHMe TONALKO OAHOro fipenapara —
Su-PpTopkopTriona (kopruHedpod);

— OTCYTCTBUE CYLLECTBEHHOW CYTOYHON AnHaMUKK Cekpeunn MK B HOp-
Me, KOTOpasi xapakTepHa ans cekpeumm IK;

- [0CTaToqHO NoapobHoe onucaHme GU3noNorn4ecKnx B3anMoaencTemin
B CUCTEME HAANOYEYHUK-NOYKA (Kanuit - HaTpui - PeHUH - anbaocTe-

> POH ~ BOOHbIN BanaHc - apTepmnanbHOe AaBieHne).
Tabnuya 4
{Ipenaparsl KOPTHKOCTEPORIOB
CrangapThas
TabneTnposanHas CpaBHuTENbHAA aKTUBHOCTD (apmakoxuHeTHKa
MNpenapar dopma (mr)
{SxsuBaneHTHas T1/2 T1/2
po3a no K T mioko- Munepan- ACT- snnaime Buoaddexta
aKIMBHOCTH) | KODTHMKOMEHAS | KODTVKOWAHASK | NOARBNKIOLAs {yach) {yacwl)
TANpPOKOPTV3OH 20 1 1 + 0,5-15 8-12
KopTn3on 25 0,8 1 + 0,67-2 8-12
{ipennuaonou 5 4 05 + 2-4 18-36
Merun- 4 5 0.1 + 2-4 18-36
npenHu30noH
TpvamunHonon 4 5 0,05 ++ 35 24-48
Jlekcamerason 0,5 30 0,05 ot 5 36-54
Kopunedd 0,1 15 150 - 35 18-36

3amecTuTenbHas tepanus 1-XHH noapasymeBaeT ob6a3arenbHoe Kombu-
HMUPOBaAHHOE Ha3HaveHne NPenapaTos IOKO- U MUHEePaNoKopTUKounaoB. Tu-
NMUYHON OLIMOKOW SBNFETCH fneHeHue Gone3Hun AapgucoHa ¢ NOMOLLbIO
MOHOTEpanum rKokopTUKonaamu. lpu 2-HH peduunt MmHepanokop-
TUKOWA0B OTCYTCTBYET MU B Ha3HAYEHWM MUHEPATOKOPTUKOUAOB (KOpTU-
Hed ), 32 UCKIDUEHUEM CRYYAEB, KOTAA ¥ NauMeHTa UMeeTC s BblipaXkeHHas
aprepuanbHasa rmnoTeH3ns, HeoOXOANMOCTH, KaK Npasniio, HeT.

7.2.1. BamecTurtenbHas Tepanus MMHEpanoKoOpTUKOuAaAMK
CospemeHHas 3amectutenbHaa Tepanus 1-XHH munepanokoptukonaa-
MU ToApasyMeBaeT UCMoMTb30BaHWeE TOIbKO 0AHOro npenaparta — 9a-drop-
Koptusona (koptuHedd). MNpenapar 4E30KCUKOPTUKOCTEPOHA aueTar
{JOKCA) obnagaet HepoCTaTOHHON MUHEPANOKOPTUKONAHOW aKTUBHOCTbIO,
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WHAKTUBUPYETCS MPU NEPBOM MPOXOXAEeHUU yepes MNeyeHb; B HACTosLwee
BPEMS He UCMOJb3YETCA U CHAT C NPOU3BOACTBA.
Koptunedd HasHauaeTca oamn pas B cyTku 8 ao3e 0,05-0,1 mr (makcu-
MasnbHOo 0,2 Mr), Kak NpaBuo, exeaHeBHo yTPOM. B KnMHU4eCcKoml npakTuke
pEeKOMEeRAYETCs MCMONb30BAHUE CeayLLMX KPUTepUEB aAeKBaTHOCTH Te-
panun koptuHedPom:
— HOPMAanbHbIE YPOBHM KANUS U HATPUA NNa3Mbl;
~ HOPManbHbLIA UM YMEPEHHO NOBbILEHHbI YPOBEHb aKTUBHOCTY DEH-
Ha Nnasmbl;

— HopMmanebHoe (komdopTHOoe) apTepuanbHoe AaB/eHne;

— OTCYTCTBME OTEYHOCTW, 3a4EPXKU XUIAKOCTY (APU3HAKN Nepeso3npos-
Ku npenapara).

Cneayet nMmeTb B BUAY HEKOTOPbIE OCODEHHOCTU 3aMECTUTENbHON Te-
panun koptureddom Bo Bpems bepemeHHocTu. Npu BepeMeHHOCTHU
IPOUCXOAUT NOCTENEHHOE 1 3HAYUTENBHOE YBENMYEHE YPOBHA Npore-
CTEpOHA, KOTOPLIK, NOA06HO CANPOHONAKTOHY, ABNAETCA aHTArOHNCTOM
MK. B aroit ces3u, Heobxoaumas go3a koprtuHedda npn GepeMeHHOC-
TV MOXeT 3HauUUTenbHO Bo3pacTarthk. [1oad0p 403kt AONKEH OCYUWLECTB-
NATBLCA MO YPOBHIO KANUa niasmbl U apTepuanbHoOMy Aasnenunio. YpOBeHb
AP[1 He nugpopmMaTmseeH, NOCKOABKY BO BpeMs 6epeMeHHOCTI OH Y B HOP-
Me 3HauyuTeNnbHO NMoBblieH. Onucanbl Cnydan, Korga, OCHOBbBIBASICb Ha
nepevyncieHHbIX KpUTepuax, Ao3y koptTuHed da Heobxogumo 6bisIo yBe-
nnuusate 40 0,3 n gaxe go 0,6 Mr B AeHb.

7.2.2. 3amecTUTEAbHAA TEpanua rMIOKOKOPTUKOUgamMu
Kak yxxe ykasbiBaaock, padpaboTka NpuHLMNOB 3aMeCTUTENbHOR Tepannm
MK npeacrasnaer 6onblivie TPYAHOCTU MO CPABHEHUIO C YXKe ONUCAHHONM Te-
panueit MK. 3T0 NOATBERXAAETCH TEM, YTO!

—~ B apceHane spaya umeetcs 60nbLoe 4Mcno npenapartos 'K, KoTopble
NOTEHUMANIBHO MOTYT UCMONL30BATbCS ANA 3aMeCTUTe/IbHON Tepanun
1-XHH;

— uUMpKaaHbla xapakTep cekpeunn F'K B Hopme;

— KOPOTKWM nNepuog NoAYXU3HW eCTeCTBEHHOro U 0CHOBHOMO MK yeno-
BEKA KOPTU30/1a U ero npenaparTos;

— OTCYTCTBME OOBbEKTUBHbIX (1ab0paTopHbIX) KpUTEpUER aAeKBATHOCTIA

— 3aMecTuTenbHoi Tepanuu MK, npurogrbix Ans NoBCEAHEBHOMN NPaxKTUKuL.,

MOXHO BbIAENNTE HECKOJIBKO CXEM 3aMeCTUTENbHOM Tepaniu MIOKOKop-

TMKONAAMN,
1. C ucnosb3oBaHneM npenaparTos KOPOTKOIro AeACTBUS:
A. ByXpa3oBbiii PeXXuM: rugpokopTnaoH ~ 20 mrytpom un 10 mrnoc-
ne o6ena (Unu KOPTU3oH-aueTaT 25 Mr u 12,5 Mr COOTBETCTBEHHO);
B. Tpexpa3oBbiid peXxum: rugpokopTruaoH — ytpom 15-20 Mr, noc-
ne obega 5-10 mr, Beuepom 5 Mr (Uaun KopTU30H-aueTat 25 Mr,
o 12,5 Mr, 6,25 Mr COOTBETCTBEHHO).
2. C ncnonb3oBaHneM nNpenaparoB cpenHel NpoRo/IKNTEIIbHOCTH
n[encreuns:
MpenrunaonoH — 5 mr ytpom 1 2,5 mr nocne obepa
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3. C ucnonb3oBaHuemM npenaparos 4INTESIbHOIO [EeiCTBUSI:
[LekcameTazorn — 0,5 Mr B aeHb OAHOKPATHO (MO3AHO HA HOYbL UAn
yTPOM)

4. BceBO3MOXHbie KOMOUHALMN NEePEevNCAEHHbIX FMIOKOKOPTUKOUAO0B

0O6a3aTeNbHLIM KOMAIOHEHTOM BCEX NPUBEAEHHbBIX CXeM 3aMECTUTENIbHO

Tepanun aeaseTcs KoptTuHed@ B gose 0,05-0, 1 mr (MmakcumansHo 0,2 mr)

Haunbonee UCNonb3yemMbiM B MUPE MMIOKOKOPTUKONAHBIM NPENApaToM Ans
3amectutensHoit tepanun 1-XHH sBnseTca ta6neTmpoBaHHbIV rapoKopTyY-
30H, NOCNe Hero cneayet 3HAYNTENbHO PEXe MUCONb3YIOLWLMNACA KOPTU3OH-
auertar. B Poccum n3 tabnetuposaHHbiX NpenapaTos ripoKopTU3oHa HegaBHO
6bin 3aperucTPUpPoBaH 1 crTan UcrnonsL3oBaTbes «Kopted». OTpuuaTensbHbiM
CBOWCTBOM CUHTETUYECKMX NPENapatoB ABASETCH UX OTHOCUTENbHO Y3KUIA
TepaneBTUYeCKui amanasoH. C 0coboin 0CTOPOXHOCTLIO CAeAyeT Ha3HavyaTb
npenaparbl ANUTENLHONO AeNCTBUSA (AEeKCaMeTal30H), NPy UCNoNbL30BaHUN
KOTOPbIX BbICOKA HYACTOTa pa3sBuTua nepeao3npoBku. MNpenapatom Beidopa y
OETEeN 1 NoaPOCTKOB ABAAETCH UMEHHO rMAPOKOPTU30H, NOCKO/LKY HA QOoHe
Tepanun CUHTETUYECKUMIK penapatamMm B paae NccnegoBaHnin boina BbisiB-
neHa 3agepxka pocrta geren c HH. B o101 CBA3K Npu NCNoIbL30BaHNK CUHTE -
TUMECKUX TIIOKOKOPTUKOWL0B MOXHO npegnonarats 60bLliyio 4yacToTy pas-
BUTUS CUHAPOMA OCTEONEHUK, YEM NPK TEpANU MAPOKOPTUIOHOM.

C ppyroi CTOpoHbY, Npu Tepanim rmapoKkopTU3OHOM U KOPTU30HOM-aue-
TatoM onpeaenerHHblie CNOXHOCTU CO34aeT OTHOCUTE/bLHO KOPOTKWUIA nepun-
o4 aencrens npenaparos. [1pu K1accn4eckoM AByxpas3oBoM fipueMe yka-
3aHHbIX NPenapaToB A0CTATOUHO TUMNYHLI Xan00bl NAUUEHTOB Ha cnabocTb
B BE4EPHUE 4aCbl 1 paHO YTPOM A0 NpuemMa ruapokopTudoHa. B ceasmn ¢ atum
4aCTb NAUMEHTOB NPeanoYMTaAINT NPUHUMATE NPEegHU30A0H, 06nafALINIA
fonee MTENbHLIM AENCTBUEM.

CymMupoBaB ckasaHHOe, Ha CerogHalxuii AeHb MOXHO BblAeUTb Ce-
AyloLine KpuTepun aekBaTHOCTM MHHOKOKOPTUKOUAHOIO0 KOMMNOHEHTA 3ame-
cTuTenbHou Tepanun 1-XHH:

— KnuHuyeckas KapTura; HaaexHble 06beKTUBHble (NabopaTopHble) Kpu-

Tepun OTCYTCTBYIOT.

~ MWHUMANBHO BbIpaXeHHble Xanobbl Ha cnaboCTb U HU3KYID paboTocC-
NOCOBHOCTb.

— OTCcyTCTBME BbIPAXEHHOM MMNepnnurMeHTaumnm KOXn u ee NoCTeneHHbli
perpecc.

- [MopaepxaHue HopMAanbHOW Maccel Tena, OTCYTCTBUE Xanob Ha noCTo-
AHHOE YYBCTBO ro104a WU NPU3HAKOB Nepeso3npoBKM (OXMpeHne, Ky-
WKHronan3aums, octeoneHns).

— OTcyTCcTBUE rMNOMIINKEMUYECKUX 3NMN30A0B, HOpMabHOE apTepuanb-
HOE JasfieHue.

B npuBeaeHHbIX CxemMax 3aMeCTUTENbHOM Tepaniui ykadaHbt OPUEHTUPO-
BOYHbIE, HANMBOoNee 4aCcTo UCMONb3yeMbie A03bl TpenapaTos. Kak Bpemsa npu-
eMa, TaK 1 103bl KopTuHedda v rMIKOKOPTUKOUA0B NOABUPAIOTCA HANBY-
AyanbHO. MOXHO pEKOMEeHA0BaTh CneayLLyio NOCNef0BaTeNbHOCTb BapW-
aHT noabopa 3amecTutenbHot Tepanun 1-XHH. flocne Toro, Kak CoctosaHue
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nauveHTa HopManuayeTcs Ha GOHe UHBbEKUUI TMOPOKOPTU30HA, EMY Ha3Ha-
yaeTcsa TabneTUpPoBaHHLIN TMMAPOKOPTN30H B 4,03e 30 Mr/cyT nnu npegHn3o-
noH B go3e 10 Mr/cyT Ha 2 npuema B coyeTaHumn ¢ koptuHeddom s gose 0,1
MI B AeHb. Janee ocyuiecTraseTca noadbop o3kl 9a-FF, opueHTupyacs Ha
YPOBHU Kanus naasmei n yposeHs API yTpoM. MNocne 3Toro HaumHaioT Mea.-
neHHo (1 pas B Hegenio) yMeHbluaTh 403y rMapoKopTU30Ha (Ha 5 Mr) unu
npegHu3onoHa (Ha 2,5 Mrj 4o Tex nop, nNoka He NosSBATCA NErkue CUMNTOMBI
runoKopTuumama (BeyepHss cnabocTs). Nocne 3Toro 403y rnapokopTn3o-
Ha WAW NPeaHN30N10Ha CHOBA HECKOBbKO YBEMMYUBAIOT.

7.2.3. 3amecTutennHas Tepanua npu ANC

NeuveHune AMNC 3akniovaeTcs B 3aMeCcTUTENLHON Tepanui Heg0CTaTOuHO-
CTW NOPAaXeHHbIX 3HAOKPUHHBIX Xene3. CnenyeTt uMeTb B BUAY, 4TO Npn Co-
yeTaHun runoTupeosa n 1-XHH Tepanusa L-TMPOKCUHOM Ha3Ha4aeTCa Nnllb
nocne koMneHcauun nocnegHen. NpoBoas 3aMeCcTUTENbHYIO Tepanuio Npn
coyeTanunn runonaparupeosa un 1-XHH (npu ANC-1), cnegyeT umeTs B BUAY,
YTO B HOpME KOPTU30 1 BUTaMuH D oka3beiBaioT NPAMO NPOTUBONOIOXHbLIE
addexThl Ha kuLieyHyo abcopbunio kanbuuns. Takum obpasom, npu gedu-
uMTE KOPTM30/a NMEeTC s NOBLILLEHHLIA PUCK Nepeso3uPOBKN Npenapara-
My BuTamuHa D. C gapyroit CTOpOHbL, Ha3Ha4eHue BonbLINX 403 KOPTUKOCTE~
pounaos gaxe npu gekomneHcaumun 1-XHH, coveTtaiowencs ¢ runonapartu-
PE030M, MOXET CNPOBOUUPOBATL BLIPAXEHHYIO MMNoKansuueMunio ¢ CooT-
BETCTBYIOULEN KIIMHNYECKON CUMATOMATUKOM.

CnepyeT umeTk B Buay, 4TO NPU N301MPOBaHHOM rMnoTUpeo3e cexpeuuns
1 MeTabonnam (KJIMpeHC) KopTn3oaa CHUXEHb!, NO3TOMY Npu Ha3HAYeHUK
06bI4HbIX 703 K ¢ uenbio 3amecTutensHom Tepanun 1-XHH, y naumneHTos ¢
HEBBLISIBNIEHHLIM TMMOTUPE030M MOFYT NOABUTLCA CUMINTOMBI Nepego3upoB-
KW 1 KyLUMHTOMgu3aumn.

Cepbe3sHyio AnarHoCTUYECKYIO U KIIMHUYECKYIO NpobneMy MOXeT COCTaBUTb
coyetaHue 1-XHH v 6onesnu pensca-baseposa (BINB). B nepsyio ouepeap,
Npwv NOATBEPXAEHHOM TUPEOTOKCUKO3€e, ObiBaET Heobxoanmo anddepeHumn-
poBaTb UCTUHHYIO 1-XHH 1 Tak Ha3biBaeMyiO TUPOTEHHYI0. Cpady 3aMeTuUM, 4To
obHapyxeHne Npun TMpeoTokcukose cumntomos 1-XHH (nerkasa runepnurmen-
Tauusa, TMNOTOHUS) Yallle BCero CBUAETeNLCTBYET UMeHHO O TUporeHHon 1-HH.
PasButne TMPOreHHoro rmnokKoPTULIM3M CBA3AHO C TEM, YTO MPU TMPEOTOKCK-
KO3€ NPONCXOAUT UHTeHCUbMKaumsa MeTabonmMama KopTnaona. YCkopeHme me-
Tabo/mM3mMa KOPTU305a NPOMCXOLNT 33 CHET AKTUBU3ALIMWN PELYKLMU €50 A-KONb~
ua, B pesynsrare UHAYKUUM NOKaNM30BaAHHOM B NEYEHOYHBLIX MUKpOCOMax S5a-
penykTasbl. Kpome Toro, npu TMPeOTOKCUKO3E NPOUCXOANUT MHAYKUUSA NEYEHOY -
Hoit 11B-ruppokcuctepongaerugporerassl (11p-HSD), yto npusoauT y ycko-
PEHWIO NpeBPaLLEHUA KOPTU30na B GUONOMMYECKU HEaKTUBHLIN KOPTU30H. Mo~
ckonbky IMHC B 3T0I cuTyauuu y naumeHTa MHTakTHa, B OTBET Ha YCKOpeHue
MeTabonuamMa nPonCxXoauT aktTusauus npoaykunu AKTI v Na3MeHHbI ypo-
BEHb KOPTU301a U YPOBEHL €r0 CYTOYHOR 3KCKpeuun y NAUMEHTOB C U30aUPO-
BaHHbLIM TUPEOTOKCMKO30M (TUPOTEHHBIM FMNOKOPTULM3MOM) ByayT HOpMasb-
HeiMU, Mpu ncTUHHOR 1-XHH ByaneTt onpeaensTeCs OTCYTCTBUE afeKkBaTHOrO
BbIBpOCa KOPTM30Na B CTaHAAPTHOM TecTe € 1-24-AKTT. AnddepeHuyunansHas
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ANArHOCTUKA NCTUHHOIO U TUPOrEeHHOTO FTMNOKOPTULM3MA OMKHA 6a3nposaTs-
CA UMEHHO Ha 3TOM TecTe. MNoaxoabl k neyeHnio b y 6onbHbIx ¢ 1-XHH gonx-
Hbl 6bITb N0 BO3MOXHOCTU Bonee paankansHeIMWU. YUNTbIBAA HEXENATENLHOCTL
npu 1-XHH onepaTuBHbIX BMELLIATENLCTB, Ie4eHUEM BEIBOpa TMPEOTOKCMKO3a
cnefyeT Npu3HaTh Tepanuio paauoakTusHbLIM Roaom-131.

7.2.4. NepcnexTyebl 3aMeCTUTENbHON Tepanum runoKkopTnumama

BecbMa nepcnektuBHOM Morna Bkl CTaTe pa3paboTka TabneTnposaHHbIX
HOpPM rMapoKOPTN3OHA C ANNTENBHBEIM WM 3aMeA/IeHHBIM BLICBODOXAeHN-
eM. YBEeNNYeHNeM AnTenbHOCTU OeACTBMA NPeNnapaToB rmapoKopTU30Ha,
BEPOATHO, MOXHO 66110 Bbl HUBENMPOBATL ONMUCAHHBIE HEAOCTATKU 3aMecC-
TUTeNbLHON Tepanuu. B HacToslee Bpems Takue paspaboTku He BeayTCs,
XOTS noxenanus 06 nx uenecoobpasHOCTU BbICKA3bIBANUCH.

B ocHoBe naTtorenesa 1-XHH nexut nonHoe paspylieHne Kopbl Hagnoyvey-
HUKOB AECTPYKTUBHLIM MPOLIECCOM. TakuM 06pa3oM, MOMUMO FMIOKO- U MU-
HepanoKOPTUKONAHON GYHKUMN BLINAOAET CEKPEUUS HAANOYEYHNKOBLIX aHA -
poreHoB, kotopsle 06nafaoT cneundnyeckuMmn GyHKUUSMU, Kak B KEHCKOM,
Tak 1 B MyXXCKOM Opranuame. B nutepatype akTuesHO 06CYyXAaeTCA BO3MOX-
HOCTb UCNONL30BAHNA AN 3aMeCcTUTENLHON Tepanun 1-XHH 0CHOBHOIo Haa-
NOYEYHUKOBOrO aHOPOreHa YyenoBeka Aernapo3nuaHapoCTEPOHa; BEAeTCH
BONbLLIOE YUCNO FKCNEPUMEHTANLHBIX U PAA KITMHUYECKUX NCCNegoBaHnin. -

.
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thiar i KOPTUHED® ’

U A
MexpyHapogHoe Ha3BaHue: Fludrocortisone 1 Jtat
e W !
®opma ebinycka: Tabnerkn no 0,1 Mr AL
b 5; A

®apmakonoruyeckoe gencreme:

CuHTeTMYeCKui rioKoKopTUKoug (PropupoBaHHOE NPOU3BOAHOE THAPOKOPTU3OHA
auetara). Obnanaet BLICOKOH MUHEPANOKOPTUKONAHOW aKTUBHOCTLIO. Bo3peiicTBya Ha
ANCTanbHble TOYeUHbIe KaHanblibl, NOBLILAET peabcopbLNIo MOHOB HATPUSA, XTOPa U BOALI.
Ero cnocobHOCTL 3afiepuBaTh HaTPUi B opranusme B 100 pas Bblilie, YeM y rugpoKop-
TM30Ha. OHOBPeMEHHO NOBbLIWAET CeKPeLUrio HOHOB Kanus (ymeHblaer peabcopbuymio
Kasius B NOYLYHBIX KaHaNbL|ax, 3 TaKKEe B CIIOHHBIX 1 NOTOBLIX Xene3ax). HeaHauutens-
HO BAWSAET Ha YINeBOAHLIA 0OMEH. LR o
= ¥ N

PapMakoKUHETHKa: P o

locne npuema BHYTPb BLICTPO ¥ MONHOCTLIO BCACHIBAETCA U3 KENY[OHHO-KUIWEYHOTO
TpakTa. CBA3biBaHue C Benkamu KPosn — 42%. MaKkcumanbHas KOHUEHTPALUUA B KPOBU
pocturaercs yepes 1,7 yaca. flepuop nonypacnapa — okono 3,5 yacos. Metabonu3supy-
eTca B neyenu. Boigennerca ¢ MOYON B BUe HEAKTUBHbIX METaboNUTOB.

MNokasaHua K npUMEHeHuIo:

— 3amMecTuTeNbHas Tepanus ApU HefOCTATOMHOCTH KOpPbl HaANoUYeYHnKkoB (Gone3Hb
AnAMCOHa, NepBUYHAsA U BTOPUYHAN HEAOCTATOYHOCTb HAANOYEUHMKOB)

— ajpeHoreHuTanbHbiil cMHAPOM (BpoXAEHHas AUCHYHKUAKA KOPBl Hafno4e Hu-
KOB), CONPOBOXARIOWMNIACSA NOBbIWEHHbIM BbIAGNEHUEM HATPUA U3 OpraHu3mMa (conbre-
paowas Gopma)

— KOHCTUTYLUUOHaNbHaA ¥ OPTOCTaTnyecKan aprepuanbHan runoToHus ¥ i

¥
Pexxum posnpoBaHusa: !

[ns 3amecTutensHON Tepanuy pasanyHbiX GOpM HaNOYeYHKOBON HEAOCTAaTOHHOC-
TH 1032 noabupaeTca uHAMBUAYabHO. OBGLIYHO NPUMEHAIOT B CYyTOYHOA Ao3e 0,1 Mre
[ieHb, HO MOXET flocTuraTh 0,2 MI u 6osiee exxeaHeBHo. [leTam B Bo3pacTe Ao 12 mecsaues
NPy aAPEHOrEHUTANLHOM CUHAPOME HA3HauaoT 150 ~ 300 MKr/M? NOBEPXHOCTH Tena B
cyTkM; 1-2-x net -1/3 ~1/4 HavanbHoi fO3bI, CTapue 3-x feT — 1/2 HayanbHON [O3bI.

MpoTuBonoOKasanus

(ecnu Npenapar HA3HAYEH HE N0 XMU3HEHHLIM NOKA3aHMAM, KAK PY HAAMOUYEYHUKO-
BOI HEAOCTATOYHOCTH)

~ CUCTEMHbIE MUKO3bI

- 1y6epkyne3

~ MH(EKUNOHHbIe 3ab0neBaHus

~ A3BeHHas 6onesHb Xenyaka v ABEHANLATHNEPCTHON KULLKM B CTaguu o6oapeﬁuﬂ
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¢ lpenapar ¢ OCTOPOXHOCTLIO Ha3HaualoT BONLHBIM C ROYEHHON HEAOCTATOYHOCTHIO,
apTepuanbHoOi runepToHned, 0CTEONOPO30M, C HAPYWEHUAMYU DYHKLUMY neyenu (NoBsi-
WeHWe pucKa pa3BuTus nobouHbix IGDEKTOB) U NCUXUYECKUMIU pacCTpoiAcTBaMY.

HasHaueHue kopturedda 8 nepuod 6epemeHHOCMU BOIMOXHO TONLKO B TOM Cryyae,
Korga noteHuuasbHas nonb3a gns mavepu npesbiutaeT ﬂOTeHuMaﬂbelﬁ PUCK Ansa nnopa
(KaK Npu HaANOYEUYHUKOBON HefOCTaTOYHOCTH). MU HeOBXOANMOCTI Ha3HaYeHUA Npe-
napara XeHLuuHe 8 nepuod NaKmMayuu cnepyeT pelinTs BONPOC O NpeKpalieHum rpyaHo-
FO BCKapMauBaHua,
i
% MobouHble gencTBus

06ycnoBneHbl MUHEPANOKOPTUKOUAHBIMIK 3DdEeKTamMu Npenapara U BO3HUKAIOT Npu
ero nepeno3upoBKe:

[onoBHas 60Mb; NOBLIWEHWE BHYTPUYEPEMHOTO AaBAEHUA; NOBLIWLEHUE BHYTPUINA3-
HOTO AAB/IEHUA; apTepuanbHas runepreHsus; uaMerenus IKM; cBazaHHbe ¢ runoKanu-
emueil; neputbepuyeckue oTeKu; runoKanemus;

JlekapcTBeHHOe B3auMoaencTBUe i

Ycunupaet feicraue cepaedHbix MuKo3uaos. Mpu ogHOBpeMEHHOM NPUMEHEHUH OC-
nabnser AeiicTBME TMNOMUKEMU3UPYIOLUX Npenaparos U AuypeTukos. {1pn coveranu-
em npumeHenuu c HIMBC yBenuunpaeTca puck passuTua KPOBOTEHEHMUIA U3 XKeNYAOUHO-
Kuwe4Horo Tpakra. bapbuTyparbi, nPoTMBOINMAENTUNECKUE CPEACTBA M pudamnuymH
ocnabnawT feicTeue KopturHepda. BolpakeHHOCTb 1 YacToTa PasBuTHA NOGOUHbIX pe-
aKluit 3aBUCKT OT 036! U ANUTENLHOCTV NPUMEHEHUA Npenapara.

YnakoBKa: 20 Tabnertok )

NpoussoauTens: MabsHuykuit bapmauesruieckuit 3asog «Polfax, Monbwa .

MPEAHN30JIOH . .

MexayHapoaHoe HauMmeHoBaHue: Prednisolone NFY CRL TOEY 0

ER] 1\!@ . 1

®opmbl BbINyCKa: Tabnetkun 5mr . Nt WSOy T M B

P 0l L

(dapmaKonoruyeckoe geicTemne: .
OavH u3 Haubonee nonynsapHsix riokokopTukouaHsix (TK) npenaparos, npumeHsio-
UXCA B KNMHUYECKOHA npakTuke. OKa3biBAET NPOTUBOBOCNANUTENBLHOE, aHTHUANNEPTY-
yeckoe, TPOTUBOIKCCYAATUBHOE U MMMYHOenpeccuBHoe feiicTaua. fpoTusosocnanu-
TeNbHbIA M aHTHaNNepruyecknit 3G deKTsl CBA3AHBI C yrHETEHUEM BbICBOGOM/AEHUA 303U~
HODUNAMN MEAMATOPOB BoCNaNeHUs, NHAYLUPOBaHNeM 06Pa30OBAHUA NUTOKOPTHUHA,
yMEHbWEHNEM YNTNA TYUHLIX KNETOK, NOBbIEHNEM 3KCNpeccuiu BeTa-aapeHepruieckux
peLenTopoB M yMEHbLIEHWEM NPOHNLAEMOCTH KANUANAPOB, UMMyHOAENPECCMBHBIA 3d-
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deKT obycnoBnex TOPMOKEHMEM BbICBOBOXKAEHUA UMTOKMHOB (MHTepaeikiuHa-1 u -2,
ramma-untepcdepoHa) U3 tMMPOOUUTOB U Makpodaros.

lpepHu3onoH okasbiBaer BAMAHMeE Ha BCe BUAbI 0bMeHa. benkoBblit 0bMeH — yeuan-
BaeT Karabonuuyeckne npouecch Henka B MblIEUHOM TKaHY, NOBLIWAET CUHTE3 Geska
(anbbymnHOB) B nedenn u nodkax. JIUnuaHeli 06Men — NOBBILIAET CUHTES XONeCTepPHHa,
KUDHBIX KMCSIOT M TPUTNLEPHAOB. YrneBofHbI 0OMeH — aKTUBUPYET MIOKOHeoreHes
(yBenuunpaer akTUBHOCTb 1I0K030-6-tboctoTassl, NpUBOAA K NOBLIWEHUIO NOCTYNIe-
HUA TI0KO3bl U3 NEeYeHU B KPOBB).

BoAHO-3neKTPONNTHEIA 0GMEH — 3aflePIKUBAET HATPUI U BOZY B OpraHu3Me, CTUMYNK-
pyeT BelBefeHne Kanus (MUHEPANOKOPTUKOMAHAA aKTUBHOCTL). [lofaBnseT cuHTE3 U
cekpeunio AKTT runotusom u sBropuyro K Hagnodeunnkamu.

PapmaKoKUHeTHKa:

Mpyu npueme BO BHYTPb BbICTPO BCACHLIBAGTCA U3 RUIEBAPUTENBHOTO TPAKT], MAKCH-
MasnbHas KOHUEHTPaLus B nnasme KpoBu onpegensercs yepes 90 muH. T 1/2 — 200 MuH.
B nnasme Gonblias yacTs NpeiHN3010Ha CBAILIBAETCA C TPAHCKOPTUHOM (KOPTU30/ICBSA-
3biBaloWw MM mobynurom). Metabonusanpyercsa B nevexun. Ikckpeuus noukamu — 20% s
Hen3MeHeHHOM Bufe. '

NokasaHus: i

OcTpas peBMaTnyeCKas NMXopajKa, peBMaToOUAHbI apTPUT, CUCTEMHbIE 3a00eBaHUS
COGMHUTENBHOM TKaHy (CMCTEMHAA KpacHan BOMYAHKa, AePMATOMUO3NT), CUCTEMHbIE
BacKynutsl. bpoHxuanbHas acTMa, pa3Hble OCTPbIe ¥ XPOHUYECKKE annepruyeckue 3a-
boneBakun (TunepuyBCTBUTENBHOCTD K NEKAPCTBEHHLIM NpenaparaM, CbiBOPOTOYHAn
bonesHb, KpanuBHULA, anfepruyeckiin purut, otek Keukke). boneanb Agancona, oct-
pasi He[loCTATOYHOCTL KOPbI HAANMOUEYHUKOB, aApEHOTeHUTaNbHbIA CuHApoM. Taxenble
(QOPMbl renaTuTa, NURCUAHLIA Hedpo3, arparynounTos, pasnuureie GopMbl Nelikemuy,
nvmporpanynemaros (GonesHb XofxKuHa), TpomboumuTonenudeckas nypnypa, remosin-
TUUecKas aHemus. Taxensle QOPMBI IK3eMbi, aTONUYECKOTO fepMaTuTa, ncopuasa. He-
crneynuuecknin A3BeHHbI KONUT.

NpoTuBonokasanusa:

AizBenHas GonesHsb KenyAKa v ABEHAALATUNEPCTHON KULIKKM; OCTPLIE NCUX03bE; aK-
TuBHble opMbl TyBepKynesa, repnec v Apyrue BUPYCHbie, GakTepuanbhbie 1 rpudKoBble
UHDEKLNY, NNOX0 3aXUBAIOWME PaHbl; runepToHus, cuiapom Kylunra; caxapHselit gua-
BeT; cucTeMHbil 0CcTeonopos.

Mpyu GepemeHHOCTH U nakTauuu — B I TpumecTpe, B NepUOA NAKTALUN HA3HAYAIKT C
yyeToM 0XuaaemMoro neve6Horo adekra u oTpULaTensHOro sANAHUA Ha naoa. [pu gan-
TeNbHOW Tepanuu B nepuop bepeMeHHOCTH — HapylleHue pocTa nioga. B IIT pumectpe
BepeMeHHOCTH — ONACHOCTL BOZHUKHOBEHUA aTPod UK KOPb HAANOYEUHWUKOB Y NNOAa,
4TO MOXET NOTPebOoBaThL NPOBEfiEHUs 3aMECTUTENBHON TEPANUN Y HOBOPOXAEHHOIO.,
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No6ounbie aeWCTBUA:

Yactota noGouHbiX 3MEKTOB U CTeNeHb UX BbIPAXKEHHOCTH 3aBUCAT OT AAUTENLHOC-
TV npuema npenapara. Npu AnnTenbHOM NPUMEHEHNY BONbILIKX A03 MOTYT HAbNK AATLCA
OXUpEHUE, 3aAEPKKA KUAKOCTH, NOBLILIEHWE aPTEPUANLHOTO ABAEHMUA, KYWHUHIONS,
HAPYWeHUA MEHCTPYaANibHOTO UMKNE, 060CTPeHUe R3BEeHHOI Boe3HY, NOBLIWEHUE YPOB-
HA caxapa B KpoBU (CTEpPOMAHbIA caxapHblit fuaber), MbllleyHas cnabocTb, paccTpoi-
CTBA CHa, NCUXMYECKME HapylleHus, fonoBHbIe BONU U TONOBOKPYKEHHE, OCTEONOPO3,
yrHeteHve QyHKUMKM HAANOUEUHUKOB; pPa3BuTHe CyGKancynspHoil kaTapakTsl. lnutens-
HOE NPUMEHEHMUE Y IeTel MOXKET BbI3BaTh 3afePXKKY PocTa. Y 60bHBIX, NPUHNAMAIOWKX
TKC, yauie BO3HMKAIOT Y TAXENee NPoTeKaoT uHdekUunotHble 3abonesaHus.

Heobxoanmo umets B Buay, uto y GonbHbix, nonyyakmx [KC, Bo Bpems crpecca {npy
TpaBMe, XUPYPruYecKoit onepaymuu) MOXET PasBUTLCA OCTPAR HAANOUYeUHUKOBAs Hepo-
CTaTOUHOCTb, B CBA3M C 3TUM B TaKuX Cyvanx HEOOXOAUMO yBENMYUTL NPUHUMAEMYIO
cyTounyio ao3y FKC.

NpoTHBONOKa3aHuA:

(ecnu Apenapar Ha3HaueH He Mo KU3HEHHBIM NOKA3aHUAM, KaK NPY HAZNOYeUHNKO-
BOW HEOCTaTOUHOCTH)

flageHHas Gone3Hb Kenyaka M ABEHAARLATUNEPCTHON KMWKM, OCTPbIE NCUXO03bl, aK-
TuBHble hopmbl TyGepKkynesa, repnec ¥ apyrue BUpycHele, bakTepuanbHole 1 rpubrosble
unteKuum, runeptonns, cuiapom Kywunra, caxapHelis guaber, octeonopos.

B3saumopenicTeue:

Ycunusaer feiiCTBMe cepfedHbix rMKo3naes. flpn o4HOBpEMEHHOM NpUMEHeHUN C
canypet¥kamy yBennuMBaeT BbiBefeHUe Kanua U3 opraHnima, C HecTepouAHbIMY Npo-
TUBOBOCNANUTE/IbHBIMY NTPeNapaTamMi — NOBbIWALT PUCK BOSHUKHOBEHUSA IPO3UBHO-A3-
BEHHBIX MOPAXKEHUI KenyaouHo-KuWeuroro Tpakra. Ocnabnser geicraue runomuke-
MU3NPYIOLLMX CPEACTB, MepopanbHEIX aHTUKOArynsHToB. bapButyparsl, pudamnuuus,
(heHNTOUH yMeHbWAT SDHEKTUBHOCTL NPEAHKU300HA. [1pU OHOBPEMEHHOM ApUMe-
HEHUU C HeltponenTukamy, GyKapbaHOM ¥ a3aTMONPUHOM NOBLILAETCA PUCK PA3BUTUSA
KaTapaKkThl.

Pexum go3upoBaHus:

WHpuBupayansusli, lo3uposka npenapara 3aBucuT 0T HO30N0TUYeCKOH (hopMbl u CTe-
nexu TaxecTn 3abonesanus.

Ins 3amecmumensHol mepanuu Haano4YeyHNKOBON HEAOCTATOYHOCTU NPERHU30-
noH 0BbIYHO Ha3HAYAeTCA B NoAAPEXUBaloWMeil fo3e 0KoNo 7,5 Mr B cyTku (1 TabneTka
yTpom, 1/2 Tabnetku nocsie obena)

fipu dpapmakogMHaMHUeCcKOR Tepanum

Bspocsibie: CpepHnas neyebHas gosa npenapara coctasnaer or 20 go 40 Mr B cyT-
Kku. Tipu pesmaTuyecknx u rematonoruuecknx 3abonesanusx, Hethpo3sax HazHauawT
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ot 10 1o 100 mr B cyTku B 2-3 npuema. NMoagepxusaniias nosa — 5-10 mr/cyt. CHuxe-
HWe [03b 40 NOJAEDKMBAIOWEN UM O NONHON OTMEHb! TPenaparta NPou3soAAT nocTe-
neHHo. Mpu feneHun CyTOuHON [O3bl Ha Pa30Bble YYNTHIBAETCA BMONOTUYECKNIl pUTM
cekpeuuu MK (bonblme f03bi Npenapata NPUMHAMAIOTCA B YTPEHHUE Yachl, AHEM —Cpef-
Hue, Beuepom — Manbie). Ecnu B aHamMHese nCuxo3si, BbICOKME O3bi HA3HauaT NOA CTPO-
TMM KOHTPOfIEM Bpaya.

o3 0ns Oeme(i: 1-2 Mr Ha KI MaCChl Tena B AeHb, B 4—6 npuemos,

Ynakogka: 30 Tabnetok
Npoussoputens: Nabanuykuii apmayesTuyecknin 3asopg «Polfay

MMOJIBKOPTOJIOH

MexayHapoaHoe HasBaHue: Triamcinolone
®opMbt BbINYCKa: TabneTku 4 Mr |

dapmakonornyeckue neucTeua:

Cuntetnueckuit miokokopTukoup (FK), dropcogepkaiiee npon3BofHoe NpepHNU30-
nota. OKaswiaeT BLHIPAXKEHHOE NPOTUBOBOCNANUTENLHOE, AHTUANIEPTUYECKOE, AHTUIK-
CCyRaTUBHOE U UMMYHOCYNpeccuBHoe aeicreue. o akTUBHOCTH B 6 pa3 cuibHee Npea-
HU30M10Ha. B repaneBTUYECKMX 1O33X NPAKTUUECKM HE OKA3bIBAET CUCTEMHOTO AefCTBUSA,
He nofiaBnser GYHKLKUMU KODPbl HAAMOUEUHUKOB 1 NPAKTUYECKHU HE BbI3bIBAET 3aEPKKM
MOHOB HaTPUs B OPraHu3Me u NOSBAEHUA OTEKOB.

Noka3saHus

OcTpbiit peBMaTi3M, CUCTEMHble 33601€BAHMA COEANHUTENbHOM TKaHN (peBMarous-
HbiA apTPUT, CUCTEMHAA KpacHas BONMYAHKA, AEPMATOMUO3UT), CUCTEMHbIE BACKYRHUTLI,
OCTpbIe afieprudeckmue peakuuy, anneprudeckue Koxuble 3aboneBaHus, Mynstudopm-
Hble 3puTemsl, 60Ne3HM KPOBETBOPHOI cuCTeMbl (OCTPbLIA NEIiK03, XPOHUYECKUI N1eiKo3,
aumborpaHynemMatos), BUPYCHLIA renarut, TsxKesble ciaydan GPOHXNaNbHOR aCTMBE.

NpoTuBonoka3saHus:

OCTpPble NCUXO03bI, AKTUBHbIE Gopmbl TYGEpKYNe3a, repnec v Apyrue BupycHule, bakre-
puansHele U rpubKoBbIe MHBEKLUUM, A3BeHHan H0Ne3Hb KenyaKa U ABeHajuarunepcr-
HOM KUWKY, runepToHus, cuHapom Kywunra, caxapHelit guaber, muactenus, HoBooGpa-
30BaHUA C MEeTacTaszamy, noyeyHas HeAOCTaTOMHOCTb, MPEAPACNONOKEHHOCTL K TPOM-
603aM, 0CTEONOPO3, aMUIOUZ03, BepeMEeHHOCTb.
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Bsaumopeitcteme:

Ycunupaet neﬁcmwe CepaeyHbIxX rMMKO3nMa0B. ﬂpM OflHOBPEMEHHOM nNpuneme C Cca-
flypeTuKamu ysenuyuBaer BolBeleHNEe Kanuia U3 opraHuima, C HeCtepouaHbiMn npo-
TUBOBOCMANUTENbHbIMU NpenapaTamy — NOBLIWAET PUCK BO3HUKHOBEHUSA 3PO3UBHO-
A3BEHHBIX NOPAXKEHUI KeNYAOUHO-KUWEYHOTO TpaKTa. bapbutyparsl, pudamnnyus,
theHnTonH yMeHbwaloT 3hheKTUBHOCT TpUamynHonoHa. Ocnabnser peiicteue ru-
NOTANKEMU3NPYIOLLUX CPEACTB, NEPOPaNbHbIX AHTUKOATYNAHTOB.

No6oyHble aecTBUA:

OxupeHue, 3aiepKKa KNUAKOCTH, NOBbILIEHUE aPTEPUANBHOTO AABNEHMUS, KYLINHIOUA,
HapyLWeHUA MEHCTPYANbHOIO LUMKNa, 060CTPeHKE A3BEHHOI BoNe3Hu, NOBbLIWEHKE YPOB-
HA caxapa B KpoBu (CTepoOMAHbINA caxapHbiit Anaber), cnabocTs, MuONaTHs, paccTpoit-
CTBa CHa, MCUXMUYECKUE HAPYLEHHUSA, FONOBHbIE 60NN U TONOBOKPYKEHHUE, OCTEONOPO3,
yrHerenue GyHKUUM HAANOYEUHUKOB. HacToTa NoBOYHbIX 3QPEKTOB U CTENEHb UX Bb-
paXeHHOCTH 3aBUCAT OT ANUTENBHOCTY NPUeMa npenapara.

Pexxum go3uposanua:

Bo3upoBka npenaparta 3aBUCHUT OT HO30A0TUYECKOH (DOPMbI U CTENEHM TAKECTH 3a-
BonesaHus.

B3pocssie: O6bIYHO NepBOHAYANbHO HA3HaUaKT 4—40 Mr B CyTku B 2-3 npuema. Mpu
AENeHnN CYTOUHOMN A03bl HA Pa30Bble YYUTHIBAETCA BUONOTUIECKUIA PUTM CEKDeUUH rOp-
MoHa (yTpeHHss fo3a NpuHuMaerca Mexay 6—8 yacamu, B npepenax 50%, nocneobe-
AeHHas fo3a — 30% u BedepHaAa fo3a 20%). Nocne ynyywenus cyTouHylo 03y AOCTe-
NEHHO CHUXKAIT Ha 1-2 MT Kaxpble 2—3 AHA, 4To0bl AOCTUTHYTL MUHUMANLHON NOALEp-
XUBaoOLWER 403bl MW NONHOCTLIO OTMEHUTL NpUeM npenapara. Mpu 6onesxu XomKKuHa,
numpocapKome, XpOHUUYECKOA NeitKeMuu nepBoHaYanbHas 403a npenapara cocraBnaer
30-60 mr (u gaxe 75 Mr) B CyTku.

Jemu: npu ocTpbix hopmax neitkemun — no 0,5—1 MI/Kr Maccel TeNa B CyTKU.

VYnakoBka: 50 tabneTok.

Mpoussoautens: Mabaunukuit GapmaueBTuyeckui 3asop «Polfay
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