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KnyboukoBas 30Ha (MUHeparkopTukonab!)
AnbaoCTEPOH,0€30KCUKOPTUKOCTEPOH,
18-0KCMKOPTUKOCTEPOH,
18-0KCnMae30KCUKOPTUKOCTEPOH

[MyykoBas 30Ha (rIHOKOKOPTUKOMIEI)
KopTn3ors, KOpTU30H, KOPTUKOCTEPOH,
11-0€30KCMKOPTUKOCTEPOH, 11-0e30KCuKopTm3on,
11-0ermgpoKoOpPTUKOCTEPOH

CeTtyartas 30Ha (aHAPOreHbl.9CTPOreHbl)
TectocTepoH, anapocteHavoH, AT, AF9AC,
17-OH nporectepoH,nporectepoH,cTpaamnon.

OCTPOH,ICTpHOn

Mo3roBoe BeLwecTBO
(HempoakToaepmanbHOe NponcxoxaeHue)
dodamuH, HopagpeHanvH, agpeHanuH

KopkoBoe BeLwecTBO
anuTenuaribHoe
npoucxoxpeHue

cdopmupyeTtcsa s mesogepmol




XonecTtepwuH

lNperxeHonoH 17 ,A nperHeHoroH

OroAC

aHOPOCTEPOH
aHOPOCTEHANOH

TECTOCTEPOH
9CTPOH
KOpTX30n
3CTpagmno PR
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11-0€30KCUKOPTUKOCTEPOH

KopTukoctepoH

11-0,Ee30KCUKOPTN3OTI

anbAOCTEePOH




( xpomaddunoma, (peoxpoMobIacTOMa — 3710KAYECTBEHHAS OMYXOJIb),
MaparaHriinoMa BHCHAAIIOYCYHUKOBAS JTOKAJIN3AIUA)) - OMyXOJb XpoMap(OUHHOW TKaHU
CEKpEeTUpYIONIas N30bITOYHOE KOJTUYECTBO KAaTEXOJIAMHUHOB.

90% (peoXxpoMOLIMTOM — JOKAIU3aLMs MO3TOBOE BEIECTBO HAIMOYECUHUKOB. (
xpoMapUHHAS TKAHD)

- MPOAYUMPYET aAPEHAJINH U HOPAJAPEHAJIUH

( pexe

OXP — 00BIYHO MHKANICYJIUPOBAHHAS XOPOIIO BACKYJISIPU3UPOBAHHAS OMyX0ib, 1- 15 cm B
nrameTpe, maccou ot 1 1o 60 rpamm. MTHOTIAa @y TOCOMHO — IOMWHAHTHBINA THII
HACJICJOBAHUS.

10 xpomocoma — MIPOOHKOTEH. ( BO3MOXKHO COYETAHUE C MANMUISIPHBIM PAKOM
IIUTOBUTHOM KEJIE3bI) < >



Bxoaut B cocTaB CHHAPOMOB MHOKECTBEHHOW SHAOKPUHHOW HEOILIA3UH

Cunapom Cuniuia -MOH ITa - @OXP ? - yacTto AByCTOPOHHHSS + MEAYJUISIPHBIN PAK
IIATOBUIHOW KEJIE€3bI, aICHOMATO3 MaPAIIUTOBUIHBIX KEIIE3.

Cungpom [opinna — MOH 11 b — ®XP + meayiapHbIi pak MUTOBUIHOMN KEJE3HI,
aJ€HOMATO3 MapaIUTOBUIHBIX KeJie3, Map(haHONOAOOHBIN CUHAPOM, METAKOJIOH,
MHOYKE€CTBEHHbBIC HEHPUHOMBI CIIM3UCTBIX 000JIOYEK, TPOTUPUS

Cunapom [unmesns- Jlunnay remanruoonactoma mozxkeuka, @XP KuCThI MOMKETYT10YHON
KEJIE3bl, KapIIUHOMA TTIOYKH

Cungpowm [ltpyrre — Kpadbe — Bebepa aHrnomaro3 MO3roBbIX 000JI0YEK MKOKHU B 30HE
unHepsauuu VII UMH, cynopoxssii cunapom, O XP



[MaparaHrivum — unebosbIMe OPra’bl MPOUCXOASIIIHE U3 HEPBHOIO IPe0Hs H PACIIOJIOKEHDI
napasepredpajbHO, B CTEHKE MOYEBOI0 NMYy3bIps, BOJIM3U CUMIIATUHYECKUX CTBOJIOB, CTEHKAX
KPYIHBIX COCYI0B ( KAPOTU/HbIE TeJbLA, MOAKJIIYNYHbIC TEJbIA, APEMHbIC KJIY00UKH UT/)

Y miona u gerei nmepBbix 3 — 4 X MecsleB XpoMapUHHAA TKAHb 0COOCHHO Pa3BUTA U 00pa3yer
KPYIHbIE IAPAa0PTAJIbHbIE TAHIVIUN, JIOKAJIN30BAHHbIC B OypOH "KMPOBOM TKAHU 0J1M13
OTBETBJICHUS] HUKHEH OpbLxskeeuHol aprepun (OpzaHbl LlykepkaHonsi). (B oansueiiuem

peoyuupyromcs)
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B 2 — agpeHopeuentopbl — AgpeHarnuH
B1 — agpeHopeuenTopsbl - HopagpeHanuH n AgpeHanuH
A1- agpeHopeuenTopbl — cunbHee HopagpeHanuH ( AgpeHanunH n HopagpeHanuH)

A2 — npenmyLLeCTBEHHO apeHanvH
D1, D2, D3, D4 — peuenTtopsbl JlodoamuH

HJekapbokcunasa
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noaTun

A1

A2

B 1

B2

D1
D2

TKaHW 1 opraHbl

Mmagkne mblwubl
NHHEPBUPYEMBbIX COCYOB.
Mbiwubl MIMC. Cepaue. XKKT.
CntoHHble. [1oToBbIE Xenesbl

Mmapkue mbiwubl 2KKT.
Moctcunantmnyeckue B LIHC.
TpombounTbl. JlIumdouunTbl
agpeHeprnyeckme u
XOSIMHEPrNYECKNe OKOHYaHuS
rmagkue MbillLbl HEKOTOPbIX
cocynos. JinnouunTeol.
OHAOOKPUHOLNTI

Cepaue
OHAOKPUHOLNTI
JlvnouyunThbl

[Mmagkne mblwLbl
AblXaTernbHbIX NyTEN, MaTKu,
MOYEBOro Ny3bIpsi, COCYA0B.
CkeneTHble MbILLLbI
[NeyeHb

OHAOOKPUHOLUTI

Mmapgkne mbiwubl XKKT

[Mmaakue mMbiubl
HepBHble OKOHYaHUSA

O PeKThI

CokpaleHne. Ba3oKOHCTpUKLMSA ( B KOXKe HOpagpeHarnuvH). 3sakynaums,
CoKpalleHne MaTkm 1 MOYEBOro My3bIpsi. YBENUYeHne ToHyca COUHKTEPOB.

TopmMoXXeHne nepucTanbTukm, Kckpeumsa nota. Cekpeuunst ammnassbl.

PaccnabneHue.

PasnuyHble B 3aBUCUMOCTM OT oTaena. bogpocTtb, TpeBora, cTpax
Arperauns. XOyMUHT.

[NogasneHne ocBobOXAEHUS MeanaTopoB

CokpalleHune. BasokoHCTpUKLnS

MopasneHve nunonunaa

TopMOXXeHMe CEKPELIMMMHCYIMHA, TTHoKaroHa, peHnHa. Ctumynaums
comaTocTaTuHa.

[MonoXnTenbHbIN MHOTPOMHLIN, APOMOTPOMHbLIN. XPOHOTPONMHbLIW, apPUTMIEHHbIN
CHWXeHne npoayKummn peHnHa
JTnnonna

PaccnabneHnue, 6poHxo- n Basogunataums ( B TOM YMCIie KOPOHapPHbIX apTepun-
agpeHarnuH)

YcuneHune 3axeaTta K 1 rnmkoreHonmsa. YBenuyeHne npogykuumn nakrara.
CTumynsaums rmmkoreHonmnsa.rmKkoHeoreHesa

AKTMBaLNA cekpeunn peHnHa, MHecynuHa. [mokaroHa, comaTocTaTuHa.
OpPUTPONOSTUHOB

Paccnabnenue

PacLumpeHune cocyaoB rnoye n BpboKenKn, Ba3OKOHCTPUKLNA B P
BaccenHax

-~



Knaccudpukauusa
AppeHanunHoBaa HopapgpeHanuHoBaa podammHoBasa CMmelnaHHas.

BapunaHT ¢ napoKcuamMaTbHbIM TE4EeHUEM FrMNepPTeH3nn
BapuaHT ¢ NOCTOAHHbLIM T€YEHNEM FTMNEepPTEeH3Un
CMelWwaHHbIN

BapuaHT 6e3 apTepunanbHOU rUnepTeH3nun.
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deoxpomouuntoma. MaparanHrnmoma. deoxpomobnacroma Mm(poa%
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HUKJIMYECKOE MOCTOSAHHO YYalawieecs
nopbilieHre nopbimieHne AJl ( karexomamMmuHoBbId Kpu3) CucAll no 300 mm pr.CT.
ConpoBoxaarwueecs yseandennem YKC, TpeMopoM, roJioBOKpPY:KeHHEM,
MOBBIIICHHBIM CJIOHO U MOTOOTAe/JeHueM. B MOMEHT Kpu3a — 3MOLIMOHAIbHASA
JJA0OMJIBbHOCTh, YYBCTBO CTPaxa, TPEeBOTH (b dexT
aJpeHajimHa). boau B cepane — B.T.4 3MU301bl CTCHOKAPAUU, . YXYAILICHUE 3PECHUS —
HIIEeMUA CeTYATKU B MOMEHT Kpu3a runepriiukeMus - (INIMKOTeHOJIU3)

IIpu HopaapeHATIMHIPIUYECKOM THIIE — 00JIee MPOAO/IKUTEIbHbIC KPU3BI — C
NMOKPAaCHeHUeM KOxkU ( mepudepuueckas sazoauiaranus) VMeHee BbIpaKeHbI
MeTadonueckue HapyuieHuss. CA-Kpu3 3aKHYUBACTCH TOUIHOTOM PBOTOM,
runepcajuBamuen oTaeJeHueM 00JIbIIOro KOJIM4ecTBa MOYHU
B MeXNpUCTYIHBIA NEPUOT — CJIA00CTH MOBBINICHHAA YTOMJIAEMOCTh, CHUKECHH e
Macchl TeJia, cMHApoM PenHo.
JlopaMuHIPruYeCKuil THIl — MOKET MPOTEKATh 0€3 ruNepPTeH3un

— ATOHUA KUIICYHUKA BO BPpeMs KpPHU3a- JUHAMUYECKAA KULICYHAS
HENnpoxXoaAuMoCcTh. CTpeccopHbIe A3BbI KeJayaka u 12 n K.

- CNa3M IeKM MO4Y€eBOr0 My3bIps, NpepeHaIbLHaA

IIH — BoBpems Kpusa -
H3MeHeHNs CO CTOPOHBI KPOBHU ( 0COOCHHO NPH KpH3e) -3PUTPOLMTO3, Jeil g
AMMQONNTO3 Yo3uHOoNeHns,yBesndenne COD (MHOIA NObIIEHHE PO, =3 )

IPUTPONOITHHOB, NJ1-6) SN



[Noka3aHusa kK obcnenosaHuio. ObcnegoBaTb HEOOXOAUMO BCEX DOMbHbLIX C TAXKENOW CTOUKOW
apTepuanbHON rMnepPToHNEN U BoNbHbIX C apTepuanbHON TMNEPTOHUEN C KPU3OBbIM TEYEHUEM, OCOBEHHO
ecnn obblvyHoe neveHne HeadbekTMBHO. B obcrnegoBaHnmM Takke HyXKaaroTcsl 00MNbHbIE C NHBIMU
cumMmnToMamMm geoxXpomMoLmMToMbl. K opyrum nokasaHmsM OoTHOCSATCS:

A. Thobas bopma apTepuarnbHON rMnepTeH3nN y AETEN U NUL, MOSIOA0ro Bo3pacTa.

5. CaxapHbinn gnabet nunn HTI Ha dpoHe apTepmnanbHOM rMNePTOHUN.

B. Hannune M3OH tnna lla nnn MOH Ttrna llb, a Takke bnuwkanwee poacTBo € TakMMu 6ONbHbIMU, Oaxe
eCIim CMMNTOMbI PeoXpoMOLUTOMbI U HapyLieHns ALl OTCYTCTBYIOT.

[. Onusoabl nosbiweHns ALl BO BpeMa hnsmnyeckon Harpysku, obuien aHectesnmn unn Rg

obcnenoBaHuA.

[1. MoBblweHnne ALl nocne Ha3HayeHNs beTa-agpeHobnoKaTopoB, rmapanasuHa, ryaHeTuanHa nunm

raHrnmMobrIoKkaTopoB.

E. ameHeHuns SKIT unn nabopatopHbIX nokasaTteneun, KOTopble MOXXHO OObACHUTL MOBbILLEHNEMADOBHS

KaTexoJlaMNHOB B KPOBW.

K. CybdebpunuteT HESAHOIO reHesa.



OCHOBHOWM KpUTEPUIN AnarHosa - 9TO NOBbILLEHHbLIN YPOBEHb KAaTEXONTAMMHOB UMW NPOLYKTOB NX
pacnaga B mode unun nnasme. Camasa HagexxHasi n 4ocTynHas npoba — onpegeneHne obLen KOHLEHTpaUnn
METUNMPOBaHHbIX NPOn3BOAHLIX KaTexorammHoB (MI1K) - meTaHed pnHOB (MeTaHedpuHa 1 HoOpMeTaHedpuHa)
- BMONOrMYEecKn HeakTUBHbBIX MPOAYKTOB METUNMPOBAHMA adpeHanmHa u HopagpeHanuHa.

OnpegeneHne metaHedpPUHOB BO3MOXXHO C MOMOLLbIO MMMYHOMEPMEHTHOrO aHanmsa u/unu ¢ NOMOLLbIO
BbICOKO3(OPEKTUBHON XKMOKOCTHOW Xpomartorpadum.

PedepeHcHble 3Ha4YeHNA meTaHePPUHOB:

B CYTOYHOW MoYe [MKr/cyT] - meTaHedpuH < 350, HopmeTaHedepuH <600;

B nna3me Kposu [nr/mn] - metaHedpuH < 90, HopmeTaHedpuH < 200.
UyBCTBUTENMBHOCTb U crieumndpuyHocTb 95-98% (He 3aBUCUT OT aKTUBHOCTU OMYXOJSIn)
BaHnnuHMmnHaanbHas KUCroTa aHanms CyTOYHOM MOYN

- 0,4-15,0 mr/cyT - xummnyeckmn metog; - 0,5-9,0 mr/cyt — DA

MeHee nHpopmMaTUBHO — 3aBUCUT OT aKTUBHOCTU OMyXosnun

OnpeneneHne KaTexornaMmmMHOB KPOBU Y MOYM

JodamuH — 0.2- 3.2 Hr/ Mn — KpoBb 65 — 400 MKI/5T B CyTOYHOM MOYe

HopagpeHanuHa 104—548 Hr/n cytoyHoM konuyectse Moy — 0—100 mkr/n.



1. NO3BONSAET OTIINYNTL
dbeoxpoMoLNTOMY OT rMNEPTOHNYECKON BONE3HN Y NNLL C NOBbILLEHHBIM YPOBHEM HOpaapeHasrimHa.
BonbHOMy gatoT 0,3 Mr KNOHMAMHA BHYTPb; KPOBb DEpyT A0 npuema npenapara u vyepes3 3 4. Y
BOnbHbLIX C EOXPOMOLIMTOMON YPOBEHb HOpaapeHarimHa He U3MEHSIETCS, a NMPU rMNepTOHNYECKON
bonesHn — cHmxaetcs. [Npoba MoXeT AaBaTb NOXHOOTPULIATENBHLIE U NTOXKHOMOSOXNTENBbHbIE
pes3ynbraThl.

2.

[leHTONOHUA TapTpaT B 4o3e 2,5 Mr
3HA4YNTESNBbHO CHWXKAET YPOBEHb KaTEXONIaMUHOB Y 300POBbIX NoAen n 'y 605bHbIX 6e3
doeoxpomounTomsbl. [pn peoxpomMoLmToME YPOBEHL KaTeXONaMUHOB HE N3MEHSAETCS, NOCKOSIbKY
9Ta OMnyxonb fNMLeHa nperaHrnMoHapHoOn MHHepBaLun.

3 [na npoBokauun
MPUCTYNa UCMONb3YIOT IMIOKAroH UM rmctaMmH, HO 3TO COMPSKEHO C ONacHbIMU NOGOYHBIMU
adpdeKkTaMm U MOXET BbI3BaTb rmnepToHnYeckunin Kpus. O6e NpoBoOKaLMOHHbIE NPO6bLI MOryT
[aBaTb JIOXXHOMOJOXUTENbHbIE UMY NOXHOOTPULIATENBHbIE pe3ynbraThl. Ha criyyan
rMNepPTOHNYECKOro Kpr3a Haao MMETb HarotoBe doeHTonaMuH (BBOOAT B/B Mo 2,5 Mr_Kaxxase-5

MUH). %\
=

—



CKT nossonset BbIgBUTL 40 95% heoxpoMouMTOM, ECINN pasMep OMyXornu rnpu siokanmsaumm B HagnoyYyedHnKax
1 cMm, a npyn BHEHAANOYEYHMKOBOW floKann3aunmn B 6ptowiHon nonoctn 2 cMm. CKT gaet HagexHble pesynbraTtbl U
Npw BbISIBIEHUM ONYXOSIEN B rPyAHOM NOSIOCTU, HO MEHEE MHbopMaTUBHA NpU floKanuaauum onyxonu B obnactu
wewn. CHayana npoBogaTt 6eckoHTpacTHyto KT, HO ecnn onyxornb BbISABUTb He yaaeTtcs, obcnenoBaHue
NOBTOPSIKOT C KOHTPACTHLIMU BellecTBaMmu (X BBOAAT B/B NMbBO gatoT BHYTPb). [lepen BBeAEHMEM KOHTPACTHOIO
BellecTBa crneayeT NpoBecTn MeanKaMeHTO3HY NpodunakTuky npucTtyna, a BO Bpems npoueaypbl
HeobxoaMMO BHUMATESIbHO CreanTb 3a COCTOSIHUEM OOMNbLHOrO.

CuuHTturpadcumsa c meta-1311-6eH3unryanngnHom nnm meta-1231-6eH3mnryaHnguHoM — 4yBCTBUTESbHbIN
N cneumuyHbIv MeTo Bn3yanusauum HaanovyeyHMKOBbIX 1 BHEHAANOYEYHUKOBBLIX doeoxpomounTom. [oka aTo
nccregoBaHne BbINOSTHAKT NULWb B OTAENbHbBIX KITMHUKaX, HO B ByaywiemM OHO MOXeT cTaTb METOAOM MacCOBOro
obcnepoBaHus. BmecTe ¢ TeM B HacTosilee Bpems o 15% onyxonen He yaaeTcs BbISBUTb 3TUM METOO0M, a
3r10Ka4YeCTBEHHbIE (PheoxpoMounToMbl HakannmeaT meta-1311-6eH3unryaHngmH nnmn meta-123I-
6eH3nnryaHnauH nuwb B 50% cny4yaes.

MPT Takke ucnonb3yloT A5 BU3yanusauum eoxpomoumTomMbl. XoTs paspeluarowas cnocobHocts MPT Huxke,
yeMm KT, Ha T2-B3BeLLEHHbIX TOMOrpaMmMax yaaeTcs oTnnyaTb peoxpoMoUMTOMbI OT APYrMX OnyXonen
Hagno4Ye4yHMKoB. Jnwb n3peaka apyrme gobpokavyectBeHHble HOBOOOpa3oBaHUS HA4MOYEYHMKOB UMUTUPYIOT
deoxpomounTomMy Ha T2-B3BELLUEHHbLIX TOMOrpamMmax.




MeauKaMeHTO3Hoe nedeHne. bonbHble, HEAAaBHO NepeHecLlIne MHAaPKT MMoKapaa, MMetoLmne
NPU3HaKN KaTexornamMmmnHoBOM KapamoMmuonaTum unm MetTactasmpyoLlyo QeoxXpomMoLmMToMy, MOryT
HY>XOaTbCS B ANMUTENBbHOM MeAMKaMEHTO3HOM feveHnn nepen onepaumen. ALl y 6epemMeHHbIX ¢
deoxpomoumntomon B Il TpumecTpe cTabmnusnpytoT ¢ NoMoLLbto anbda-agpeHob1okaTopoB, 3aTeM
NPON3BOOAT KECAPEBO CeYeHMe N yaansaT OnyXorsib.

1. OnntenbHo gencreyowmnmn anbda-agpeHobnokatop deHokcnbeH3ammH
Ha3Ha4aloT cHadana no 10 Mr 2 pasa B CyTKU, 3aTeM 03y NocTeneHHo ysenuymsatotT Ha 10—20
mr/cyT un gooaat ee 0o 40—200 mr/cyT. QG eKTUBEH TakKe NPa303nH — CenekTUBHbIN anbda-
agpeHobrnokaTop; obbl4HO TpebyeTtca ao3a 1—2 mr 2—3 pasa B CyTKW.

2. NPUMEHSIIOT TONbKO Ha OOHE JocTaTouHOM Briokaabl anbda-
agpeHopeuenTopoB. [ns npeaynpexaeHust n yCTpaHeHUsa HaapKenyaodkoBbIX apUuTMUN Yalle
ncnonb3ytoT nponpaHonon (20—40 mMr BHYTpb Kaxable 6 4), HO BOnbLUMHCTBY B6OSBbHbIX Jy4Lle
nomMoraeT MeETONPONON — KapaMocenekTuBHbIN 6eTal-agpeHobrokaTop.

3. Ecnu ornepaund HEBO3IMOXHa 1U3-3a TAXKENoro COCToOAHUA ©onbLHOro nnu npn Harin4ymmn MeTacTa3oB
3NnoKa4YeCTBEHHON CbeOXpOMOLI,I/ITOMbI, NCNOJIb3YKOT METUPO3NH — I/IHFI/I6I/ITOp TUPOINHTNOPOKCUIa3bl.

4. Horpa yoaetcs ctabmnuanpoBaTb reMoAnHaMmUKY € NOMoLLbo nabeTtanorna, kantonpuna,
Bepanamuna nnun HudpeaunuHa. lNpu 3nokadectsBeHHOU PEOXPOMOLIMTOME NPUMEHSAIOT
KOMBUHNPOBAHHOE neveHne umkrnodocdammaom, BUHKPUCTUHOM 1 gakapbasmHom. [Npu §>§,
MeTacTasupyoLwmx geoxpomouuntTomax, cekpetupyrowwnx BUI n kanbUNMTOHUH, adpdrekTn

comartocTtaTtuH. ( OkTpeoTna) -




Npn onyxonsix B OpOWHOMN NONOCTU NOKa3aHa nanapoTtoMus -
BU3yanusauus Hagno4e4HUKOB, CUMNAaTUYECKUX FraHrnmmeB, MO4YeBOM
ny3bipb U ApyrMe mecta BO3MOXHOM NTIOKanu3auum onyxoru.

Bo Bpems onepauum noctosaHHO peructpupytot Kl AQ v A3JA (ansa
onpeaeneHuna OLK).

lNMepen onepaunen BBOAAT TPAHKBUIIU3ATOPbl U MUOPESIaKCaHTbI, YTOObI
npegoTBpPaTUTL BbIOPOC KaTeXxonnaMMHOB, OOYCNOBNEHHbIN BOFTHEHUEM U
ctpaxom. (MopduH n cpeHOTUA3UHBLI HE NPUMEHSAIOT, MOCKOSIbKY OHU MOTYT
BbI3BaTb M’MMNepPTOHUYECKUN KPU3).

ATpoOnuH He Ha3Ha4YarTCA, TaK KaK OH NPOBOLUpPYET UNn ycunmBaeT
TaxuKapouio.

dPeHTaHMUN U gponepuaost Ha3HavyaTb He PeKOMEeHAYeTCs, MOCKONbKY OHU
MOryT CTUMYNMPOBaTb BbIOPOC KaTexorlaMMHOB U3 onyxonu. B kayectBe
cpeacTBa ANl HAPKO3a UCNONb3YHT U3odnypaH,

pexe — 3HdnypaH unu ranotaH. [ina crabunusauun ALl npumeHA0T
HUTponpyccua HaTtpua unu cpeHTornaMuH, AnA ycTpaHeHus
HaaKesyao4YKoBbIX apUTMMUMN — MPOMNPaHONON UIU 3CMONOoI, Ans
yCTPaHEHUS XeryaAo4YKOBbIX apUTMMN — NNAOKauH. Hepe3 HECKONMbLKO
YyacoB nocrne onepauunm MoOXeT pa3BUTbLCA Npexoasilas runornmkemug. Ee—_

YCTPaHSAKT NyTeM UH(Y3UU rnoKo3bl B Te4eHUe NnepBbIX CYyTOK 1e¢ > S
onepauuu. 7 >3 )
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XHH - 3abosieeaHue obycrioesieHHoOe CHUXXeHHOoU npodykyuel usiu Hedocmamo4yHou
aghghekmueHoCcmMbIO
delicmeusi KOPMUKOCMepPOUOHbIX 20PMOHO8 KOPbl HAOMOYEe4YHUKO8
CuHOHUMBI — 60s1€3Hb AGQUCOHa, XPOHUYECKUU 2UnoKoOpmMuuyu3mM, XpOHUYeCKasi MeslaHoO0epMu4vecKas

Hedocmamo4YyHoCcmb Hadno4Yye4yHUKoe8, 6poH30easi 6os1e3Hb U.M.0

Knaccudukaumsa XpoHM4eckon Haano4ye4yHMKOBOM HEAOCTAaTOYHOCTM

BpoxxgéHHas. Bpoxa€HHas runonnasusa Kopbl HagnovyevyHnkoB. [vnoanbgoctepoHnsm. BIKH.
AgpeHonenkogucTpodus. (6onesHb 3nmmepnuHra - Kpentudensaa)
CemelHbIn n3onuposaHHbIn gedpuunt MK,
CuHgpom  Annepa — lNanne (debpe- dnburepa)
[MpnobpeTeéHHas. AyTOMMMYHHbIN agpeHannT. HdeKunoHHbIn agpeHannT (Tybepkynes, cudounuc,
MUKO3bl). AmMuriongos. MeTacTasbl 3110Ka4eCTBEHHbIX OMyXOSen.

BpoxaeHHas. N3onupoBaHHas He4oCTaTOMHOCTbL KOPTUKOTPOMKUHA. [unonutymntapmnam.
[MpnobpeTeéHHas. [decTpyKTMBHOE nopaxeHue runodusa (onyxonu, KpoOBOU3NUSHNE, MHPeKUUK,
ayTOMMMYHHbIW TMNOMOU3NT).

BpoxaéHHasa.  M3onmpoBaHHasi HeOOCTaTOMHOCTb KOPTUKONuMbepuHa. MHoXecTBeHHas
HeJOCTaTOYHOCTb rmnoTasnamyca.
[MpnobpeTéHHasn. [decTpyKTMBHOE nopakeHue runoTtanamyca.
[MceBoornnoansgoCTEPOHU3M.




PacnpocmpaHeHHocmb nepsu4yHolu XHH koneb6nemcsi om 40-60 0o 110 cny4yaee 6 200 Ha 1 MJIH

HaceseHusi. CpedHul eo3pacm 60JibHbIX NPU MaHughecmayuu 3abosiesaHusi cocmaessisiem om 20 9o
50 nem (yawe 30-40 nem).

AyTOMMMYHHbIW agpeHanuT B HacTosLLee BpeMs ABNSETCH OCHOBHOW NpUYMHON nepBuyHon XHH.

B HacCToOsllee BpemMA MAeHTM(bI/ILIMpOBaHbI dHTUTEeJla K KIJlio4eBOMY d)epmeHTy cTepougoreHe3a — 21
rmapokcunase
21-rmpponakcunasa

17"- OH nporecTepoH 11- Ae30KCUKOPTU30S1 B MYYKOBOW 30HE KOpPTM30
nporecTepoH 11-0E€30KCUKOPTUKOCTEPOH B KITyOOUYKOBOMN 30HE anbAoCTEepPOH
AT k 21-rugpokcunase BbigBAAOTCA y 64-86% 60nbHbIX
aHTUMUTOXOHAPUAnbHbIE, LMTONMa3MaTU4YEeCKNe, NOBEPXHOCTHOMY aHTUrEHY

AymouMMYyHHbIU NOsTU3HOOKPUHHBbIU CUHOPOM | muna ayToCOMHO — peL,eCCUBHbIA TUN HacneaoBaHUA
(Geb6rom e 10 — 12 nem cn1u3UCMO — KOXHbIU KaHOUA03 , 2unonapamupo3, + XHH, cunozoHadu3sm,
nepHUYyUO3Hasi aHeMusi, XPOHUYecKul 2enamum, assoneyusi, aumusiuzo)
AymoOuMyHHbIU MOJIUSHOOKPUHHbLIU cuHOpom Il muna ( de6rom nocn e 20 siem Yawe y >XeHWUH
XHH + C[] ( cuHOpom Kapnenmepa) XHH + AUT ( cuHdpom LLIMudma) uHoz20a + nepeuUYHbIU
2urno2oHadus3m

NOSIBNSAETCS NPENUMYLLIECTBEHHO Y Nnuu cTaplie 40 nert, Yalle y My>K4YuH.
XapakTepHO nopakeHne Kak KOPKOBOro, Tak M MO3roBOro BeLLECTBa
HaANOYEeYHNKOB




[eHeTu4eckoe 3aboneBaHne c X-CUENMEHHbIM PeLEeCCUBHbLIM TUNMOM HacnegoBaHus, NpoTekatoLlee C
NPENMYLLLECTBEHHbBIM Nopa)keHnem 6enoro BeLecTBa HEPBHOM CUCTEMBI M KOpPbl HaANoOYe4YHNKOB. BCTpevaeTcs ¢
yactoton 1 cnyyam Ha 20000 poxgeHui.

Camown pacnpocTpaHEeHHOM N TAXKENO NpoTeKarLwen KNMHUYECKON pasHOBUAHOCTLIO 3TOro 3aboneBaHns SBnseTcs
LiepebpansHasa dhopma (45% cnyyaes AJl[l), Bo3HMKaoLWwasa B JeTckom Bo3pacTe (5-12 net). OHa nposaBnsaeTtcs
AeMnenuHusaumnen 6enoro BeLLeCcTsa roffloBHOr0 Mo3ra ¢ pa3BuTUEM HEBPOOMMYECKOM CUMNTOMATMKK B BUAE
cracTuyeckoro napanapesa, reHepasim3aoBaHHOW aTakCuu, HapyLLEHUS 3PEHUS, PeYN, IIOTaHNS, ANUNEeNTUYECKNX
npunagkoB, AeMEHLMMN.

AnpeHomuenoHenponaTus - gpyras, bonee «msirkasa» dopma 3aboneBaHus, Bctpevarowascs B 35% cnydaes AJl[.
[MposinsieTca B Bo3pacte 15-30 net. B ocHoBHOM nopaxaetcst 6enoe BewecTBo CAMHHOIO Mo3ra u nepndepudeckmx
HEepBOB C PasBUTUEM MOTOPHbIX U CEHCOPHbIX paccTPoncTB. Npu 0b6enx dbopmax KNMHNYECKNE NPOSIBIIEHUS
HaZNO4Ye4YHMKOBOW HEAOCTAaTOMHOCTMN YacTo NPeALEecTBYHOT HEBPOSIOrMYECKOW CUMNTOMaTUKE.

penkumn 3TUONOrMYeCKNxXn paktopos nepsnyHon XHH. KOKUMOOMUKO3,MapakoKumMaoMNKo3,
BracToMukos. - xapaktepeH ana 0onbHbiX ¢ BUY-uHpekumen. CybknuHmnyeckaa HagnoYe4yHnkoBas
HeOCTaTO4YHOCTb BbifABMSAeTCA Y 8-14% uHpUUmMpoBaHHbIX BONbHLIX. KnuHnyeckmne nposiBrieHnst Hagno4ye4HUKOBOM
He4OCTaTOMHOCTM BCTPEYaloTCs KpanHe peako 1 obblMHO Ha no3gHux ctagusx ClrlAda.

XHH npu BUY-nHdekumn passmnBaeTcs B pesynbrate NopaxXeHUs Kopbl HaANo4Ye4HUKOB MHPUNLTPATUBHbLIM
npoueccom (umMTomeranoBupycHasa n rpubkoBble MHdEKLMU, capkoma Kanowwm, numdoma u ap.)

npuBoasiee K passututo XHH Habntogaetca L(b
(2 8%) MeTaCTa3bI HGXO,EI,)KKMHCKOI/I prI'IHOKJ'IeTOqHOI/I ﬂMMd)OMbI n 6p0onreHHoro paka nerkoro Hambornee 4acTto



BropuyHasa n tpetndyHaa XHH - ueHTparnbHble opMbl HaAMOYEYHMKOBOW HegocTaTtodHOCTU. B
TUNNYHBIX cnyvaax BTopuyHaa XHH pasBmBaeTcs Kak B pesynbrarte CHMKeHUs1 BbipaboTkn AKTI
rMnogursom, Tak n B peaynsrarte HapyLleHUs LEeNOCTHOCTM HOXKM rmnodusa. BropmnyHas n TpetnyHas
XHH 06bI4HO pa3BuBaoTCs 0AHOBPEMEHHO C HEAOCTATOYHOCTLIO APYrNX TPOMHBIX FOPMOHOB

rmnocunza (J1 ), (CIr), (TTI), (CTIN)) MapyuanbHasi Hedocmamo4dyHocmb AKTI ecmpedvyaemcsi
KpaluHe peOokKo.

Yawle Bcero BTopnyHas XHH B pamkax runonntyntapnama BO3HUKAET Npu 06bEMHbLIX npoueccax B
obracTu Typeukoro cegna (onyxonu runodusa n pasnmyHble 06pasoBaHns CENSISIPHON U1
napacennapHon obnacren), a Takke obny4yeHun rmunoTanamo-runogusapHom odnactTn u
XUPYPrnyeckom runodon3saKToMmun.

Hanbonee vyacton npnunHom TpetnyHon XHH asnaeTca gnutenbHoe npuMeHeHne CynpeccmnBHbIX 403
[TIK npn neveHnmn pasnnyHbIX CUCTEMHBLIX 3abonesaHun. [nutenbHas He4OCTaTOMHOCTb CEKpeLnmn
kKopTukonudéepuHa n AKTI npuBoanT K pyHKUMOHANBbHBIM, a 3aTEM MOPEONOrM4eCKUM U3MEHEHNAM
KOpbl Ha4MOYEYHMKOB: pa3BMBaETCA aTpodus Ny4KkoBOM U ceTHaTon 30H KOpbl. KryboykoBas 30Ha
(MMHepanokopTukonabl) CTpagalrT B MEHbLUEN CTENEHN.

NB ! lNepsnyHasa XHH c nocnegyrowum passmutuem cmHgpoma HenbcoHa — AKTT
npoAyumpytolas BTopuyHasa ageHoma rurnodumsa rnocne totanbHOm
agpeHarnakTomMum




1. MocnepopoBasn (cnHapom LLinxaHa)
2. CuctemMHble 3aboneBaHns (BUCOYHbIN
apTepuuTt — 6one3Hb XOpToOHa )

. ChaBneHve onyxonbi UM aHeBpU3mMomn
. Mocne HeMpoxupypruyeckoro BMellaTenbCcTBa
. TpaBma

WN =

. TpaBMaTunyeckme

. O6ny4yeHne obnacTtu runotanamyca

. OnyxoneBble (nepBUYHbIE, MeTacTaTU4Yeckue, NTIMMGOMbI)
. HepBHas aHopekcus

. BocnanutenbHble (capkonaos, ructmoumntos X)

. UlHdbunbTpaTnBHLIE (6ONE3HM OTNOXEeHUA NMNNAOB)

. Tokcnyeckue

. Uanonatunyeckue nnum reHeTtuyeckme (BpoxxaeHHbIe UK
ceMeuHble)

O~NOAAPLWN =



BHayarne MoryT BO3HMKaTb NEPUOANYECKN BO BPEMS
hn3nyeckoro n IMoOLMOHANbBHOro HaNpPsXKeHust . Ha paHHNX cTagusix OHW YBENUYMBAKOTCA K KOHLL)
OHS U MPOXOAAT NOCIe HOYHOro OTAbIXa, B AarbHENLEeM HapacTalT U CTaHOBATCS
MOCTOSIHHBLIMU, NPUOBpeTasn xapaktep agnHamun. Hapsay ¢ dusmyeckon aguHammen
pa3BMBAETCA NCUXMYECcKasi aCTEHN3aLmS

MeblweyHasa crnabocTb ABNSAETCS pe3ynsraTtoM HapyLEeHUs YyrineBo4HOro (MMnornMkeMmnst —
TOPMOXEHME rMoKoOHeoreHesa scneacrtene gedpuunta MN1K) n anektponutHoro
(rMnnepkanMemMmnsa) obMeHoB.

- OOVH U3 XapaKTepHbIX CAMNTOMOB HaANo4e4HNKOBOW
HegocTtaTodHOCTU, C rmnoTteH3men y 6orbHbIX CBA3aHbI MOSTIOBOKPYXXEHNS 1 OOMOPOKM.
[MpuunHbl: Oedpuumnt [TIK — cHUXeHne 4yBCTBUTENBHOCTU COCYANUCTOU CTEHKM K KA CHMXeHUS
obbema nnasmbl, HaTpPUs B OpraHn3mMe.

- 4acTbI U paHHUI NPU3HaK
MnepnurmeHTauus umeet Bua Amddy3HOro KOpMYHEBOrO UM GPOH30BOrO NOTEMHEHMUS Kak Ha
OTKPbITbIX, TAK U 3aKPbITbIX YaCTHAX Terna, 0COOEHHO B MecTax TPeHUS OAeXabl, Ha NTaAOHHbIX
NVHNAX, B NOCNeonepauUmnoHHbIX pyduax, Ha CM3ncTbIX NONocTy pTa, B obnact apeosn COCKOB,
aHanbHOro OTBEPCTUS, HApPYXHbIX MOMNOBbLIX OpPraHoB. [eHepanM3oBaHHas rMnepnurMeHTauns

CBsAA3aHa C N30bITKOM CeKkpeLnu . (MmexaHnam OOC — nosbILLEHNE
KOPTUKONMbepuHa yBenmuneaeT NpoayKLUuto - NpeLLeCcTBEHHUK MPonnone : a
mMatpuua ansa cuHtesa AKTI, MCI. QHgoduHoB) B kavecTBe paHHeEro npusHak SIRVIOTY T

OTMeYaTb HEOObIYHYO COXPAHHOCTb 3arapa rnocrne UHCONSALUN. 2 )



- MoTeps anneTuTta, TOWHOTA, pBOTa MHOraa
HabntogarTCs yXXe B Havane 3aboneBaHus n 06a3aTtenbHO BO3HMKAOT NpyY HapacTaHnK
Hagno4Ye4YHNKOBOM HEOOCTATOMHOCTU. Pexe — anappes .

[MpuynHbl: cHWKeHue cekpeunn HCI n nencnHa, a Takke NoBbILLEHHOW CEKPeELUEN xnopuaa
HaTpu4a B NPOCBET KNLLEYHMKa. PBOTa 1 Anapesa ycunmeatoT NoTepro HaTpuUs, YTO NpUBOAUT K
Pa3BUTUIO OCTPOWN HAAMNOYEYHMKOBOW HEOOCTATOMHOCTN. BOMbLUMHCTBO 6OMbHbLIX OLLYLLIAET
NOCTOSIHHYIO MOTPEOHOCTb B COSTIEHOM NULLE.

SBMAETCH NOCTOAHHBIM CUMNTOMOM HaAMOYEe4YHMKOBOW HEOOCTATOYHOCTU
N CBA3aHa C NOHMXeHneM arineTmnTta, HapyweHmnem BCacCblBaHNA B KULLEYHUKE, nermupaTaumeVl,
TOPMOXEHUNEM TTIFOKOHEOreHes3a

y 6onbHbIX ¢ XHH MoryT Bo3HMKaTb Kak Hatowak, Tak u
nocTnpaHanansHo . [NpucTynbl conpoBoXaarTcs crnabocTbio, YyBCTBOM ronioga, NoTfIMBOCTbLHO.
[Mnornnkemns passuBaeTcs B pesyrnbrare cHuxeHus cekpeuun [TIK, TopmoxxkeHuns
[MOKOHEeOoreHes3a, CHUXEHNS 3anacoB [IMKOreHa B NeYeHu.

NPOABIIAITCA CHUXXEHNEM YMCTBEHHOWN AEATENIbHOCTU U NaMATH
(KOTHUTMBHOW ANUCAYHKLUMEN), anaTUEN, pasapaXXMTenNbHOCTLIO.

— Y XKEHLUMH BbINageHne BOoC B Mo
nobkoson obnactun — gedonumT aHaporeHoB (ceTvyaTasi 30Hbl) \}2 )
iy

— CHuxeHne OUK — runosonemus



Ocmpasi Hadno4ye4yHukoeasi Hedocmamo4yHocmb (OHH) - Heomsio)kHOe cocmosiHue, 03HUKarouwee e
pe3ysibmame pPe3Ko20 CHUXXeHUsI MPpodyKyuu 20PMOHO8 KOpOoU Halno4e4YHUKO8, KITUHUYeCKU
nposesisiroujeecsi pe3kou aduHamuel, cocyoucmbIM KOJ1aricoM, nocmerneHHbIM 3ameMHeHUeM
CO3HaHUS.

- OCTpas AeKoMneHcauums nepBUYHOU, BTOPUYHOWU. TpeTuiHon HH —
HepocTaToO4YHasi KOMneHcauusa, AebroT 3aboneBaHus, cTpecc, pa3BuTue
MHTEePKYPPEHTHbIX 3aboneBaHuA

TPOMO03 UM aM60nnA BeH, reMopparmn4eckum UHapkKr
HaAno4Ye4YHMUKOB, Ha (h)OHEe MEHNHIOKOKKOBOW, NMHEBMOKOKKOBOM
CTPENTOKOKKOBOM OakTtepuemMun, npu nopaxeHMn BUPYyCOM
nonmMomMumenuTa - y HoBOPOXAEHHbIX, UNTM B3POCSibIX B NPEKSIOHHOM BoO3pacTe.

BpOXAeHHbIU aedekT- 21
rmapokcunasbl — 6riokaga CUHTe3a kKo U MUHEePaNnKoOPTUKOUAOB.

— BpOXAeHHaA apeakTUBHOCTb KOPbl Ha4NO4Ye4YHUKOB.
Y HOBOpPOXAEHHbIX Hanbornee Yacton npniynHon OHH
( ucToweHue chyHKUMOHANBLHLIX pe3epBOB KOPbl HAAMNOYEYHMKOB)

BO3HUKAIOT KaK OCTpPbIe I/IH(bapKTbl, TaK U CHUXKEH

B pe3yribrate AJINTEerIbHOINo CTpecca.



1 ctagua - ycuneHue cnaboct u rmunepnurMeHTaunm KOXHbIX NOKPOBOB N CIIN3UCTbIX
obornoyek (npu nepsuyHon XHH); ronosHas 60r5b, HapyLLEHWE anneTuTa, TOWHOTa N CHUXeHne
AL. OcobeHHocTbio rmnoteH3um npn OHH saBnsetca otcytcTBue acpdekta ot BBeaeHust KA -
A/l noBbILWLAETCS TOSbKO B OTBET HAa BBEAEHWE MHOKO- U MUHE-ParioKOPTUKONOOB.

2 ctagma - peskasi cnabocTtb, 03HOOD, BbipaXeHHble DONn B XXMBOTE (abaooMUHaNbLHBINCUHOPOM )-
9PO3UNBHbIN raCTPOEKOHUT , rTMNepPTEPMUS], TOLLHOTA U MHOFOKpaTHasa pBoTa C Pe3KUMU
Npu3HakamMmu gervgpartaunun, onurypusi, cepauedbneHmne, nporpeccmpyrolias rmnoTeH3us

3 cTagmusa - KOMaTO3HOE COCTOSIHME, COCYAUCTLIN Koranc, aHypus U runoTepmus.

Y G0nbHbIX C BHE3aAMHbIM HapyLleHMeM YHKLUN HAANOYEe4YHUKOB B pe3ynbrarte
KPOBOM3MNMUAHUS, HEKPO30B KITMHUYECKNME CUMNTOMbI OCTPOIO M’MMOKOPTMLM3MA MOTYT pa3BUTbLCS
6e3 npeaLecTBeEHHMKOB. Bpems Te4eHust aaucoOHNYECKOro Kpr3a MOXET ObiTb Pa3finyHbIM - OT
HECKOJITbKMX YaCoB [0 HECKONbKUX AHEN. OTO 3aBUCUT OT MHOXeCTBa (DaKkTOpPOB: CTEMNEHU
Bblpa)X€HHOCTW HAAMNOYE4YHMKOBOW HEAOCTATOYHOCTM; MPUYMHBI, MPUBEALLEN K KpU3y; OOLLIErO
COCTOSIHUS1 OpraHM3ma 1 BpEMEHU Ha3Ha4YeHUs1 ropMOHarbHOW Tepanuu.



HOPMOXPOMHas UnKn rMNOXpPoMHasa aHeMunsl, ymepeHHasd
NenkoneHnda, OTHOCUTESbHbIN NUMMPOLMTO3 U S303NHODUNUA.

K, Ca KpeaTuUHuHa. Na, Cl, rnroko3sa

OlIPELNEJIEHNE KOPTU30OJIA B KPOBU
YpoBeHb KOpTU3ona nccrneayetcs mexay 6 n 8 yacamm ytpa, (nMKk aktnBHoctn) Heobxoauma

MMEeTb B BUAY, UTO pAA npenapatoB NMIOKOKOPTUKONAOB, B HaCTHOCTU (eudpoxopmu30H 5
KOPMU30H U MemunnpedHusoHOH Mmocym dasamb nepeKpecmHyro peakuyuro c 9HOO02€HHbIM

KOpMU30s10M, )

—

v 100 nr/mn v

CB kKopTtuson

170 Hmonb/n - y
B CYTOYHON Moue
mauudgectHan XHH N — 120 - 400 HMonb/cyT

CyTtouHas cekpeuuns 17- OKC ¢ mo4omn —
NPOAYKT TpaHccopMaLuumn KOPTU3OHA, KOPTU3OHA

N - 8,2-22 mkmonb (3-8 Mr) B cyTKuW.




HuacHocmu4eckue npobni

CUHAHKTEHOM (AKTI) ——% BBOAUTCA BHYTPUBEHHO -0.25 mr
Yepe3 30 muH noBTopHoe onpepeneHne AKTI (npyn MHTaKTHbLIX HaAMNOYe4YHUKaX NOBbILLIEeHNe
YPOBHS1 KOpTU30na B 2 p u 6onee)

CUHAHKTEHOM -[OEMNO —3 BBOAUTCA BHYTPUBEHHO -1 Mr
Yepes 1,4, 12 n 24 yaca nostopHoe onpeaeneHue AKTI (npu BTopnyHon XHH 3HauuTenbHOE
NnoBbILLEeHUe YPOBHA KOpPTHU3ona, Npu nepBMYHON 63 U3MeHEeHNN)

Imuosiocuvyeckasi duacHOCMuUKa

BbIsiBfieHME B KPOBU OONbHbIX aHTUTEN K 21-rugpokcunase

(P450c21), KoTopble ABNAKTCA BbiCOKOCNEeUNPUYHbIM MapKepoOM ayTOMMMYHHOIO
agpeHanuTa, npoTeKarLero Kak B oopme nsonmpoBaHHon 6onesHun AgancoHa, Tak 1 B
coctaBe AM3C | u Il TMNOB. (pagMONMMYHONMOrMYECKUN aHanmn3, BeCTePH-0NOTTUHT,
peakuuo UMMyHoMNpeuunutTauum)
Y 60nbHbIX MOJIO40ro Bo3pacrta, 0CO6eHHO B coYeTaHuu ¢ nepucpepmnveckon
HenpornaTuen HesICHOro reHesa, NoKasaHo onpeaerneHne YpoBHA B KPOBU

U npoBegeHue anekpomuorpacdpunmn ansa
AWarHoCTUKKM agpeHonenkoguctpodumn
Tonnyeckana guarHocTuka — BcnomorartenbHoe 3HadyeHue Y3U CKT MPT Haano
MPT runodm3za < s




OCHOBHbIE MPUHLMNLI 3aMeCcTUTENbHON Tepanuu npu XHH:

1. lNpenapatbl ITIK — NOXXM3HEHHO
2. [Ina 3amecTtuTtenobHon Tepanum XHH ncnonbayoT pusmnonorndyeckne go3sbl rmoKOKOPTUKOMAOB. [1penapaThl
BBOASATCA C Y4ETOM pUTMa CeKpeLnm rMIOKOKOPTUKONAOB (2/3 cyTouHOM 003bl YyTPoM U 1/3 - Bedepom).

3. B bonblwKnHCTBE cryyaeB Ucnosnb3ytoT Tosnbko [TIK ; B HEKOTOpPbIX cryyasix AONOMNHUTENbHO HEODX0AMMO
Ha3Ha4YeHne N MMHEepParioKOPTUKONAOB. [MOPOKOPTU3OH (KOPTU30I) ABNSIETCA npenapaTom Bbibopa n
Ha3Ha4yaeTcs no 30 mr B AeHb (20 mr ytpom 1 10 mr Bedepom). KopTrn3oH 06bI4HO npuMeHsieTcs B Aose 40-50 m
(25 mr yTpom 1 12- 15 Mr Beyepom). [lpyrme CUHTETUYECKME TTTHOKOKOPTUKOUAbI (NPEeaHU30S0H, JEKCaMETO30H,
TPNaMUMHOSIOH U Op.) MEHEE XernaTerbHbl, Tak Kak OHN HE OKa3bIBalOT MUHEPANTOKOPTUKOMAOHOIO AENCTBUS.
[Mpwn Bbipa*XeHHOM MUHEPANTOKOPTUKONAHOM HeLOCTaTOMHOCTM gonosnHuTenbHo pekomeHaytotesa JJOKCA (no 5
Mr 1 pas B CyTKM BHYTPUMbILLEYHO) TpMMETUaueTaT Ae3okcnkoptmkoctepoHa (no 1 mn 2,5%-Horo pacteopa
BHYTpuBEHHO 1 pa3 B 2-3 Hegenun) unun dtop-ruapokoptnsoH (0,05-0,2-0,2 Mr B CyTKN).

[Mpn BTOPUYHOM HELOCTATOMHOCTWN KOPbl HAANOYEYHUKOB 3aMecTuTenbHasn Tepanus nposoantca MK (kopTusor
rMMOPOKOPTU30H). HasHauyeHne MMHepanokopTUKoMaoB He TpebyeTcs.

5. OueHKa afekBaTHOCTU 3aMECTUTESTbHOM Tepanuu KO- 1 MMHEPAaNoKOPTUKOMOAMM NPOBOANTCSA MO
KITMHUYECKUM NnapamMeTpaMm: OLeHKa annetmuta, mM3andyeckon akTMBHOCTHN, Beca, apTepuarnbHoro gaenexHuns, HCC
YPOBHS 3fIEKTPOSIUTOB KPOBMU, IHOKO3bl KPOBWU HATOLLAK U HanpasreHHbIN COOp aHaMHe3a Ans BbIICHEHUS
obuero coctosiHuSA. [pn nepBnyHon XHH 0OBHEKTUBHBIM KPpUTEPUEM KOMMEHCALMN MUHEPANOKOPTUKOUOHOMN
He4OCTaTOYHOCTU SBMNSAETCA HOpManusauns cogepXXaHus peHnHa nnasmbl, a rmoKOKOPTUKOUOHOW
HeOOoCTaTOMHOCTU - HopManusauus KoHueHTpauun AKTI B nnasme Kposu. P



'mapokopTnsoHa remmcykumHat 200 Mr — BHyTPMBEHHO OAHOMOMEHTHO, Aganee no 75 —
100 mr kaxxable 3 4yaca , 3aTtem 4yepe3 6 4 100 mr, 3aTem BBOAMMbIE A03bl 3aBUCAT OT
oTBeTa Ha nedeHue. llocrne cTMXaHUA OCTPbIX KIMMHNYECKMUX NPOSIBIIEHNUN
3aMeCcTUTEeSIbHYI0 Tepanuio NPoAOMKalT C MOMOLbLIO NepopanbHbIX NpenapaToB:

KoptunsoHa auerat BHyTpb 100-150Mr/cyT B HECKONMbLKO NpUeMoB, NOCTENEeHHO CHUXas
A03y A0 nogaepXuBaroLero YpoBHS1 B TedyeHue 2-3 gHewn.

Ansa koppekuun runosorieMmmn ncnonb3yroT 0,9% p-p HaTpusa xnopuaa.
PactBop 5 % rnoko3bl
CyTouHbIN 06beM nHdy3um coctaBnsieT 3- 4 nurtpa.



MnepanbaocTepoHnsm (rpey. hyper- + anbAoCcTepoOH; CUHOHUM
rmnepMmHepariokopTuLn3m)
naTtonorn4yeckoe CoCTtosiHme, Bbi3biBaeMoe runepcekpeumen anbgocrtepoHa. Moxer ObITb

(onyxoneBoro usnu HeonyxoneBOro reHe3a), CONPOBOXAAKOLWMMCA HU3KOMN
aKTUBHOCTbLIO PEHUHA B NJyla3aMme KpoBMU, U , C HOpMasibHOM UJN NOBbILIEHHOW
aKTUBHOCTbLIO PEHWHA B NJyia3aMme KpoBM.

NnepBUYHbLIU rMNepanbOoCTEPOHN3M

A) CuHgpom KoHHa - anbgoctepoma ( ageHoma Krybo4koBowu 30HbI) 60 %
B) Menko unu KpynHoy3noBasi runepnna3sus Kiyoo4KkoBOU 30HbI KOPbl HAAMNOY€4YHUKOB —
30 — 35%
B) kapuuHomMa Hagno4ve4yHuka — 3-4 %
) AekcameTa3oH3BMCUMMaA MeJiKoy3noBas runepnna3na Hagnovye4yHunkoB — 0.05 %
1) akTonn4yeckas cekpeuusl anbaocTeepoHa, Aoe3oKkcukoptukocrepoHa — 0,001 %

BTOPUYHbIU rMNepanboCTePOHN3M
a) cuMmnToMaTn4yeckana aptepuanbHasi rMNepPTeH3us Npu peHoOBaCKYNIAPHOM NaTosiornu,
3aboneBaHUsAX NOYEK, TMMNEePTOHNYECKON OOre3Hu;
0) peHMHCceKpeTupyrowme onyxonu novek (onyxosnb Bunomca);
B) HapyweHue anumMuHauum anbgoctHpoHa npu XCH
B) ATPOreHHbIN N PU3NONOrM4YecKnm runepanbaoCTepPOHN3M:
— runepanbAoCTEepPOHU3M B Nepuos NITEMHOBOMU (hpa3bl MEHCTPYanbHOro LUKa, BO
BpeMA 6epeMeHHOCTH;
— rMnepanbAoCTEePOHU3M KaK pe3ynbTaT orpaHUYeHUst HaTpusa B AueTe, U3bbITayHore
npuemMa MOYeroHHbIX, ClnabuTenbHbLIX NpenapaToB; = > e~
— COCTOSIHMS1, CONPOBOXAaloLWMecs runoBosieMmen 3 ;\» )

—
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lMTamodghusuonozuyeckue aghghekmbl aribOOCMEPOHaA

2o HO-P::;%ILTSSQ:J: I;;g oomeH Muokappn Ba30oKOHCTPUKLMA
kckpeumn K Mg KonnareHoobpa3oBaHuA : YrHeTeHue

AxktnBauust CAC
MNMeperpy3ka cepaua
M'Mnonepdy3unsa opraHoE

‘

'Mnokanunemuna
'MnomarHnemusa

OTekn

YonuHeHue nHtepBana Q-T
AputmMmun; ==

CHuxeHue genonsapusaumm 1 Z‘
B-kneTok - caxapHbin anaoer; b
Bonu B mbilwiyax - -




lNunokanuemu4yeckuu cUHOPOM
YTOMNSAEMOCTb, MbllleYHas criabocTb, 001 1 cygoporu B MblLlLax, rofioBHbIE 6051 U apuUTMUMN.
[Monuypus, nonMauncusa — caxapHbii guabeT ( Tshkenas runokanmemMms)

ApmepuanbHas 2unepmeH3ust

( NoBbILLEHME NPOAYKUMN anbaocTepHOHa - 3agepxka Na — ysenndeHne OLIK

lMpucmynbl memaHuu

pa3BMBalOTCS Ha MNoYBe PE3KOro rmnokanmeMmnyeckoro ankasnosa npu HopmanbHOM YpOBHE
KanbLns KPOBW, MPOSBNSATCA Cy4oporaMmy BEPXHUX N UHOrOa HUXHUX KOHEYHOCTEN,
COMPOBOXAAKTCA MOMOXNUTENBHLIMU CUMNTOMaMu XBocTeka U Tpycco 1 NOBbLILLIEHMEM
CYXOXUITbHbIX pedriekcoB. TeTaHUA MOXET ObITb reHepanmM3oBaHHOW UM MECTHOW. ODYyCnoBneHa
HEe CTOJIbKO SKCTpaUENoONSPHbIM ankano3oM, CKOSTbKO HapyLEHNEM BHYTPUKNETOYHOIO MOHHOIO
paBHoBecusl, ( BbICTPbIM NepeMELLEHNEM Kannsl B KIETKY UIN U3 Hee)



JdugpepeHyuanbHass duacHocmuka l1lMA

CuHOpom Jluddna. — aymocoMHO-OOMUHaHMHoe 3abosieeaHue, Mymauusi 2eHa 8
ob6rnracmu 16-U xpoMOCOMbI, KOMOPbIU KOOUPyem CuUHMe3 HampueeabIX KaHas108
npoKcuMasibHbIx omoesioe HehpoHa. YKa3aHHbIU 2eHemu4yeckul 0eghekm npusodum K
u36bIMOYHOU akKmueayuu 3mux KaHaJsioe, noebiweHuUro peabcopbyuu Hampusi, Ymo e ceo
oyepedsb 8bi3bieaem pazeumue a2unepeosiemuu,- CAIC npu HU3KOM ypO8He peHUHa 8 Kpos8L
Hawe ecmpeyaemcs y XeHWUH.
CuHOpom Bapmepa xapakmepHa 2urneppeHUHeMusi 8 OCHO8e — a2unepnaa3usl
8HeKJ1ly604YK08020 arnapama rnoYeKk ¢ HeHaodrno4Ye4YHUKOB8bIM 2unepasib0ocmepoHU3MOM.
OO0Hako, HecMOMpPsi Ha akKmueu3auuro PeHUH-aH2UOMeH3UH-a/1IbA0CMepPoOHOo80U cucCmeMb}
aurnepuampueMuro U 2urnoKasuemuro, y amux 6osibHbix omcymcmeyem Al u cocyducmabie
OCJIO)KHEHUS.
PeHuH-cekpemupyrowasi onyxosiu. MUcxodssm u3 rOKcmaasioMepyJsisiPHbIX KI1IeMmoOK
(2emaHauonepuyumoma), u onyxosib Bunbmca (Heghpobracmoma). dmu onyxosnu
ob6Hapyxuearomcsi 8 0emcKoM, OHOWECKOM s8o3pacme (onyxosib BunbmMmca, Kak npasusio,
ecmpeyaemcs y 0emell), xapakmepu3yromcsi 8bICOKUM cOOepKaHUeM peHUHa 8 rniasme
Kpoeu, Bbicokasi npolyKyusi peHUHa npueooum K 3Ha4umesisHOMy obpa308aHuto
aHauomeH3uHa-H u anb0ocmepoHa. XapakmepHbIMU KITUHUYE€CKUMU MPpU3HaKkaMu PeHUH-
npodyuupyrou,ux ornyxoJsiell No4Yek s18J/1IsIF0MCcs1 CMoOUKasi apmepuasibHasi 2urnepmeH3usi u
CUHOPOM 2urnokKasuemuu.
lMpuem MmuHepasiokopmukoudoe (JlekapCcmeeHHbIX rnpernapamoas)

lMpuem 3acmpozeHoe — 2unepnpolyKuuUsi aH2UOMEeH3UHO2€eHa 8 ne4yeHu
Bmopu4Hbll 2unepanbdocmepoHU3M npedcmassisiem cobol nosbiweHue ypo
asib@ocmepoHa, pa3eusaroujeecsi 8 pesysibmame akmueayuu peHUH-aH I:Jy
asibloCmMepPoHOo80ll cucmemMbl NPuU Pas3siudHbIX HapyuweHUsIX 800HO-3/1eEmix :
obmeHa, obycrioesieHHOe NoeblWeHUeM NPooyKyuu peHuHa.llpu cepOeyHOU St
Hedocmamo4YHoCMu,yuppo3e rne4yeHu,uHmepcmuyuasibHoM Heghpume




KomnbromepHass momoepagpusi (KT) 6prowHoU nosiocmu.
Asnsaetca obaszaTtenbHbIM MeTogoM obcnenosaHus B cnyyvae MNIMA. MNpn yctaHoBNEHHOM
auarHo3se [I'A uenbto KT aBnsietca onpenenenme tuna natosiormm n BO3MOXXHOCTU €€

XUPYPrn4ecKoro neveHuns (ageHoma HagnovyeyHuka unm gByCTopoHHaa rmnepnnasus). MNpu KT
onpeaensieTcs obbem onepaumn.

Cyunmuepadpusi ¢ 131-I-iodoxosnnecmeposiom
cnonbayetca ansi BblABEHUS 0A4HOCTOPOHHENO OYHKLUNOHANBHOIO (CEKPETUPYHOLLETO FOPMOHbI
obpasoBaHMa HagnovyeyHnka. OgHako gaHHas npoueaypa He UMEET LLUMPOKOro pacnpoCTpaHeHUS

BBNAY HEOOXOAMMOCTW TLLATENBHOM NOArOTOBKM NaLMeHTa, BbICOKOW CTOMMOCTU U TOFO, YTO METC
penKko BbiABNSAET obpasoBaHue bonblie 1,5 cMm B AnameTpe.

Maa2HumHo-pe3oHaHcHass momoezpadghusi (MPT).
He siBnsietcs 6onee 4yyBCTBUTENBHBIM MeTOA0M, Yem KT.



buoxumuyekuu aHanus kpoeu noebliweHue ypoeHsi Na cHuxeHue K, Mg U

lMoumu y 20% nayueHmMoe8 MO)XHO 8bIsieUMb HapyuweHue y2/1e800H020 o6MeHa (noebiweH

YPOBHSI 2/1F0KO3bl 8 Kpoa8U)

OnpedesieHue ypoeHsi peHUHa , alilkdocmepoHa: - CHUXeHUe YPOBHSI PeHUHa 8 rnia3me

Kkpoeu y nayueHmos c A, npuyem ama yugpa He NoOHUMaemcs 8biwe ornpeoesieHHbIX

3Ha4YeHuUU npu esedeHUU MOYE20HHbIX rpernapamoe usu repexode 8 eepmukasibHoe

rnoJsioxkeHue (4mo obbI4YHO rpoucxodum e HopmMme). AsiIbOOCMEPOH — MOBbLIWEH .
JocmamoyHo yyecmeumesibHbIM mecmom 0sis1 [IFA cnnedyem cyumamsb onpedesieHue

OMHOWEeHUs1 akmusHocmu asisdocmepoHa nna3mbl (AAll) Kk akmueHoCcMuU peHUHa nia3Mb,

(APII). Cnedyem yyumbieamb 803MOXHbIe 83aumModelcmeusi pa3s/iudHbIX fpenapamoe rp

npoeedeHuuU mecma.

lpo6a ¢ uHaubumopamu All® (kanmonpusiom)

llpoeodumcsi e nNosiokeHUU cudsi — onpedesieHue ypoeHsi PeHUHa u arib@ocmepoHa rnociie

npuemMa kanmornpusna 25 M2 4Yyepe3 2 4Yaca noemopHoe onpedesieHue — npu [NMA ypoeeHb

asibdocmepoHa u peHuHa He meHsiemcsi. lpu I'b cHuXxaemcsi ypoeeHb asibA0CMEPOHa,

noebiwiaemcsi peHUHa.



OcHoeHas uyesib — npedomepamumb 803HUKHOBEHUE OCJIOXKHEeHUU ecsiedcmeue
2urnokasiuemMuu u apmepuasibHolU 2urnepmeH3uu.
Ecnu npu cuHdpome KoHHa aunepmeH3usi KOppeKkmupyemcsi ¢ NoMouw,bH 0OOHOCMOPOHHE!
adpeHasiaKmomMuu, mo d8ycmopOHHee NnopaxeHue Yyawe eace20 JIe4HUMcsi KOHcepeamueHoO
mak Kak aghgpekmueHocmb 0OHOCMOPOHHeU usnu 88ycmopoHHelU adpeHas13KmomMuu
cocmaesisiem ece2o 19%. B criyyae aleHOMbI MeOuKaMeHMOo3Hasi mepanusi makxe
rnpoeooumcsi ¢ yesiblo KOHMpPOJIsi KPOBSIHO20 GasJslIeHUsl U KOppeKuuu 2unoKasuemMuu, 4mc
YMeHblWaem puck nocriedyrowel xupypau4yeckou onepauyuu.
OCcHOBHbIe KOMIMOHEeHMbI mepanuu:

Juema c oepaHu4YeHuem nompebrsieHuUss Hampusi (< 2 2 Hampusi 8 0eHb), NoddepKaHue
onmumarsibHolU Macchbl merna, peayssipHble a3pobHbie husudeckue Haspy3KuU.

JleyueHue aunokanuemuu u Al - kanuu-cbepezaroujue duypemuku ( aHma20HUCMbI
aslib0ocmepoHa) — CruUPOHOJSIaKMOH, UHCpa .

lpenapamamu emopo2o psida sienisiromcsi: dpyaue K — cbepezaroujue ouypemuku,
2unomeH3ueHble npenapamsi kpome UAIIP, aHma2oHUCMoe8 peHuUHa, aHma2o0HUCMoe
peuenmopoe K aH2uomeH3uHy Il



Cunppom UueHko—KywmHra (cuHapom KylimHra) — runepKkopTuumsm,

UueHko — KywunHra passuBaeTcsi npu ageHomMme Unm KapumHome

KOpbl HAAMOYEYHMKOB, a TaKKe Ha (poHe runepnpoaykKuMm agpeHOKOPTUKOTPOMHOro
ropmoHa (AKTIN) onyxonbio runodumsa )
unun AKTI-cekpeTupyrowen onyxosnbr, NOKann3oBaHHOW BHe runodusa (3KTonn4yeckum
AKTI - cungpom),
peaKko Npu 3KTONMMYECKON CeKpeLmn onyxonbi KOpTUKonndepuHa

( ATporeHHbIN ) cnHapom UueHko — KywinHra — yactoe ocnoxHeHue
Tepanuu rrnKOKOPTUKOMAAMU, KOrga UX UCNOMb3YHOT KaK MPOTUBOBOCHaNNTEeNbHbIE UMK
MMMYHOCYMNpeCcCUBHbIE CpeacTBa.

Koa no mexxayHapogHou knaccudcgpukaumm conesHen MKb-10: E 24



Cungpom UueHko—KywmHra (cuHapom KylimHra) — runepKopTuumam, ooycrioBrieHHbIN
NOoBbILWEHUEM COoAepXXaHUA B KPOBU IHAOrNeHHbIX UIU 3K30reHHbIX MNK.

NoABNSAIOTCA BCNeACTBME UX rMnepnpoayKumMm KOpou Haano4ye4yHMKoB
NPV HANN4uUMK:
* [MIOKOCTEPOMbI — OMYXOSIM MYYKOBOMW 30HbI KOPbl HAAMOYEYHUKOB, MUKPO UMK
MaKpOHOAYNAPHOU rmnepnsiasamm ny4koBOoM U ceT4aTon 30H HaANOYEeHNKOB
runepnpoaykuumn AKTI nepeaHen goneun runodusa (Hanmume ageHoMbI; B 3TOM criyyae
roBopaT o 6one3Hu NueHko—KyLuunHra);
e cekpeTupyrowen AKTI onyxonu pasnuyHbIX opraHoB (B NepBYy0 oyepeab NErknx; B 3To
crniy4ae roBopsitT 0 CMUHApPoOMe 3KTonu4yeckoun npoaykumm AKTI).

obycnoBnnBaloT fiekapcTBeHHbIU cuHapom UueHko—KywmHra,

BCTpeYaroLWmMncs sHa4YnTesIbHO Yalle, YeM CrOHTaHHbIU; OObIYHO pa3BMBaeTCA Y OONbHbI)
anutenbHoe Bpemsa nony4varowmnx NK no noBoay pasnuyHbix 3abonesaHnn (Hanpumep,
ayTOMMMYHHbIX).

Koa no mexxayHapogHoun knaccudpukaumm conesHen MKb-10: E 24



U IVINJIIVIL VIZT WVITITETD VIVIA VIELITINY

" NJ LLIVIII1Il M

NMATONOIMNM4YECKUE COCTOAHUA

NceBaoKyLwnHr

AKTI —3aBUCUMbIN CUHAOPOM
NUueHko - KywinHra

AKTI —He3aBucumMbIN
cuHapom UueHko - KywunHra

OK30reHHbIU (ATPOreHHbIN)
cuHapom UueHko - KywimHra

Ankoronuam
INenpeccus
Ctpecc
OxupeHue

JKTONMYecKas cekpeums
KOpTUKonubepuHa
ApeHoma runodumsa
(kopTUKOTPONUHOMA,
NaKTOKOPTUKOTPONMHOMA)
JKTONMYecKas cekpeums
AKTI

AgeHoma Hagno4Ye4YHNKOB
ApeHoKapuuHoMa
Haano4Ye4YHUKOB
MakpoHoaynsapHas
rmnepnnasus
MukpoHoaynsipHas
rmnepnnasus

MepopanbHblie [JIK
MHransuuoHHsble MK
MK masu , kpembl

YACTOTA %
44%

<1%

11 %

2%
<1%

14 %
4 %

2%

2%

30%



[NobpokayecTBeHHasA aApPeHOKOPTUKaribHaA ageHoma

[lobpokayecTBeHHaAs adpeHOKOpPTUKaNbHaa ageHomMa 0D0bIHHO MHKaNCynMpoBaHa, ee
pa3smep — MeHee 4 cM B anameTpe. Halle Bcero oHa CEKPETUPYET TOMbLKO
[TTFOKOKOPTUKOUAbI.

AOpeHoKopTuKarnbHasa KapunHoma obblvHO bonee 6 cm B gnameTpe, XoTs bbiBatoT
Onyxonu n MeHbLUero pasmepa. Hepeako Ha MOMEHT BbIABIIEHNSI ODHAPYXNBAKOT
floKanbHY MHBA3WUO ONyXOsSin, BO3MOXHbl MeTacTasbl. Halle Bcero 3rokadecTBeHHas
onyxonb NpoayunpyeT HECKOSbKO ropMoHOB. Hanbornee tunnyHas KomonHaunsa —
KOPTU30ST N aHAPOreHbl (MpeaLwwecTBEHHNKN), pexe — MUHEPANOKOPTUKONALI NN
9CTPOreHbI.
KT [JuacHocmuka
beskoHTpacTHasa KT: nnotHocTb Ao 10 HU ( eamnHuny, Xaycdenesta)

obpa3oBaHug

B HatuBe 6e3 KanbLUUHATOB U remopparnn noao3puTeribHO Ha
3J10Ka4eCTBEHHOE 06pa303aHV|e HaanovYyeHnKoB He3aBNCUMO OT BblIMbIBaHUNA

nocne BBeOEeHNA KOHTPACTHOro BellecTBa bonee
4yeMm Ha 50% OT pas3HOCTW 3HAYEHWUI NIOTHOCTU B AOKOHTPACTHYIO N KOHTPACTHYO chasbl
CBUAETENLCTBYET O JOOpPOKa4YEeCTBEHHOM XapakTepe 0bpa3oBaHNSA HaANOYEYHMKOB.



)

Oxrormnueckuit AKTT -cuaapom Bei3biBacTcsa B 50% cirydyaen
3JI0KQ4€CTBEHHOM MEJIKOKJIETOYHOM OITYXOJIbIO JIETKOr0. 9TOT CHHIPOM
MOYKET OBITh U IPOSBICHUEM HEMPOIHAOKPHUHHBIX OIYXO0JECH, KOTOPHIE
nokann3oBaHbl B Tumyce (15%), nomxkenynounoit xenese (10%) uau oponxe
(10%).

OKTONUYECKAs MPOAYKIHS KOPTUKOJIHNOSpHHA BCTPEUACTCS KpalHE PEIKO.
OtnuuutenabHble 0c00eHHOCTH dKTonndeckoro AKTI -cunapoma:

*O4eHb BBICOKMI YPOBEHb KOPTHU30JIA.

 JJOMMHUPYIOT KIMHAYECKUE MPOSBICHUS apTEpHUaIbHON THIIEPTECH3UH,
TUIOKAIMEMHUH M META00INYECKOTO ajKajio3a, 4To 00YCI0OBICHO
CTUMYJISIIMEN MUHEPATOKOPTUKONIHBIX PEIICITOPOB BEICOKUM YPOBHEM
KOPTHU30J1a.



OtnnuutenabHble 0co0eHHOCTH dKkTonnueckoro AKTI -cunapoma
HeT abioMUHAIBHOTO OKUPEHMS, €CIIN 3JI0KAYE€CTBEHHAS OIYX0JIb OBICTPO
IIPOrPECCUPYET, BhI3bIBAST KAXECKCHIO.
*HaOmronaroTcst pyrue CUMIITOMBI THIIEPKOPTHU3Ma, ( HApYyIIECHUS
YIJIEBOAHOTO OOMEHA, UMYHOCYIPECCHUSI KOTHUTHUBHBIE HApYyIICHUS U T [ .
*Bo3MokHa BhIpaK€HHAS TUIIEPIIMTMEHTALMS BCIEACTBUE COBMECTHOM C
AKTI runepnpoaykuun [IOMK , o6namaromiero 6Mojgoru4eckom
akTUBHOCTHIO MCT .
*VYpoBeHb AKTI MoxkeT ObITh O4€HB BEICOKUM (00bIYHO Oosiee 100 mr/mur).
*B 90% ciy4aeB B OOJIBIIOM AEKCAMETa30HOBOM TeCTe (2 Mr 4 p./cyT)
CoJIEpKaHKE KOPTH30ja HE CHUKaeTcs 0ojiee yeM Ha 50% ot 0a3aabHOIO

YPOBHS, T. K. B OITYXOJIM HAPYILIEH MEXAHU3M CAMOPETYJISIIIUU CEKPELIUN
AKTT.



D710 peakuit skTonnyeckuii cuaapom Nienko — KyimHra, KoTopbii yaiiie ObIBa€T CIIOPAIAYECKUM,
PEXKE — CEMEUHBIM.
Hawubosiee yactas npuumHa — SKTONMUYECKUNA CUHTE3 B HAAIOYEUHUKAX PELIETITOPOB
racTPOMHTECTUHAIBHOTO nosmnentuaa. Cexpenus 3TOro MOJUMNENTUAA KIETKAMHU KETYT0YHO-
KUIIEYHOTO TPAKTa MOBBIIIAETCA MOCIIE IPUEMA MUY, YTO CTUMYIIUPYET CEKPELIUIO
TJIFOKOKOPTUKOUIOB B HAJAIIOYEYHUKAX, T. €. PAa3BUBACTCS CBA3aHHBIN C PUEMOM IUIIHA
TUTIEPKOPTU3O0IIA3M.
MoryT 3KTONAYECKU CUHTE3UPOBATHCS B HAAMIOYEYHUKAX U Apyrue peuentopel — Kk JII' wm B-
aIpEHEPTrUUECKUE

- (TeHETUYECKHU JIETEPMUHUPOBAH, ayTOCOMHO-IOMUHAHTHBIN My Th
HaCJICIOBaHUS ) YCTAHABIUBAIOT B TOM CIy4ae, KOTrja 0OHapy>KMBAaIOT HE MEHee 2 U3
HUKETIEPEUHUCIICHHBIX KIIMHUYECKUX MPU3HAKOB: YYaCTKU MUTMEHTAIIUU KOXKU;
— MHUKCOMBI CE€p/La, KOXXU WIIA MyKO3HBIE;
— BHJIOKPUHHBIE OIYXOJIH:
— Yale BCEro nepBUYHAs MUTMEHTHAS y3J10Basi TUIIEPILIa3us HAAIMOYCUHUKOB (MOXKET ObITh Kak
MUKpPO-, TAK U1 MaKpOy3JIOBasi), CONPOBOXKIaeMasi TUIIEPIPOAYKIIMEN INTIFOKOKOPTUKOUIOB (CHHIPOM
Nuenko — Kymunra);
— CTI'/mponakTUH-CEKPETUPYIOIIask OMyX0Jb TUNo(u3a, a TaKkKe TUIepIuia3us
CcOMaTOTPO(OB/MPOJAKTOTPOPOB;
— aJicHOMa IIUTOBUIHOM KEJIE3HI;
— KHCTHI SINYHUKA;
— MEJIAHOTUYECKas IIBaHHOMA.




CuHpgpom Mak-KbroHa — Onbpauta

Penkasi 6onesHb (4actoTta ot 1:100 000 Ao 1:1000000), reHeTUYECKM AETEPMUHMPOBAHA , HO HE
HacrneacTBeHHas, T. K. BO3HMKAET BCeacTBME NOCT3UTOTHOM COMaTUYECKOM MyTaumn, YTO
npogasnsgeTca Mo3anumsmom. BosamoxkHa reHeTu4Yeckas AnarHoCcTuka MyTtaumn, BblsiBNSEeMOW B
NOPaXeHHbIX TKAaHAX UMK KIeTKax KPpoBMW.

[lnarHo3 yctaHaBnMBaloT, eCNU MPUCYTCTBYIOT 2 N3 3HMXKENEepevncrieHHbIX NPU3HAaKOB.

— MMOSABIEHNE KUCT B KOCTAX HUXXHUX U BEPXHUX KOHEYHOCTEWN, Ta3a, rpy4HON KNeTKu (YaLle BCero
cTpagatoT beapeHHasi KOCTb U KOCTU Tasa)

— Aedopmauusa KocTten

— penKo ocTeocapkoma;

— Mopa)eHme KocTen nposBngeTcs oobi4HO A0 10-neTHero Bo3pacTta.

— Yy4acTKu rmnepnMrMeHTaumm Ha sagHen NoBepXHOCTU WeKn, CNnHe, B 06nacTy NOSICHULbI U
benep

— KOHTYpPbl MMrMEHTaUNN HEPOBHbIE, NOKann3oBaHbl 06LIMHO HA CTOPOHE NOopaXXeHUs KOCTEN;
— cTeneHb NUrMeHTaumMm YacTo COOTBETCTBYET BEMNYNHE MOPAXEHUS CKeneTa

— cnHgpom NueHko — KywnHra (runepnnasms HagnovYe4yHMKoB Unn ageHoma);

— NpexaeBpeMEHHOE NOSI0BOE CO3PEBAHUE;

— y3noBow 300

— Comarto 1 unm nponakTMHOMa; <=
KapauMomeranusi, raCTpOMHTECTUHANbHbIE MOMNMbI; MOpaXxe TS

renatobunnapHoOm CUCTEMbI; NAHKPEAaTUT;— rMnepnnasus ceneseHkn;— Mmkpoued

MCUXNYECKOrO PasBUTUSI.




CyokanHuuyeckuu cuHapom Uunenko — KymuHra

DF : - TIATOJIOTUYECKOE COCTOSTHUE, MTPU
KOTOPOM TIOBBIIICH YPOBEHb KOPTHU30JIA.

Knuandeckue nmpu3Haku HE BHIPAKCHBI

(cTpuHM, IIEHTPHUIIETAIbHOE OXKUPEHHUE, TYHOOOPA3HOE JIUIIO, IIETOpa U JIp.).

Jlnarno3s ycTaHaBiIMBaeTCs MPU MPOBEACHUN TUATHOCTUICCKUX TECTOB

[Ipu 5TOM 5TH TECTHI OOBIYHO Pa30UBAIOTCA HA 2TPYIIIIbl; CKPUHUHTOBBIE (TTPEBAPUTEIBHBIC) U
BepupuIUpyromye (Mmo3BoJsione ¢ 00aee BEICOKOM HAJIE)KHOCThIO YCTAHOBUTD JUArHO3
TUIIEPKOPTUIIM3MA, YeM CKPUHUHTOBBIC).

— nuccriegoBaHme KopTmnaorsa B CYyTOYHOM MoYe (NPpOBOAUTCA ABYKPATHO ANA Bepugukaumm
rMnepKopTuLn3ma, ecrin He coveTaeTcd ¢ 4pYyrmm TECTOM);

— Marsbl HOYHOW (1 Mr) AJeKcaMeTa30HOBbIU TECT (MPOBOAUTCA OQHOKPATHO);

— KOPTU30J1 CIoHbI B NONMHOYbL (MPOBOAUTCA ABYKPATHO, €CI HE coYeTaeTCcd C PYrMM TECTOM);
— Marnas paclwmpeHHas 48-4acoBasi npoba ¢ AgekcameTa3oHOM (0,5 Mr/6 4 B TEYEHUE CYTOK)

KntouyeBbiM MOMeEHTOM B AnarHoctnke CK aBnsieTCs CyLLeCTBEHHOE OrpaHnyeHmne rpynnol
obcrnenoBaHns TONbKO DOSMbHLIMU, Y KOTOPLIX BbIABIEHA MHUMAEHTanoma
( onyxonb Hagno4YeHuKa)




YcuneHue cuHtesa AKTI npuBoguT K n

adhdekTam

HagnouyeyHnkoBble — noBblweHne cogepxaHusa NK n aHaporeHoB ceTyaToro crnos
KOpbl Haano4ye4yHUKoB. B MeHbwen cteneHn AKTI BnusaeT Ha noBbILLEeHUe
KOHLUEeHTpauum MMHepanoKopTUKonaoB

BHeHagno4Ye4YHUKOBbIE — FMNEePrNUrMeHTaLma KOXu n cnmsncTtbix obonoyek (B 10%
crniydaeB) noBbiweHue npoaykuum NMNOMK B runpodmse -

(yBenuuyeHue npoaykuuu B- MenaHoOCTUMYNUPYOLLEro rOPMOHA)

ncuxm4yeckue paccrtpouctea - nosbiweHue npoaykuuu NMNOMK - noBbiweHue
ypoBHA B- aHaopdmHa ( aHanbretTM4ecknumn, cnasmMoriutu4yecknm acpceKTbl.
noBegeH4YecKue peakuum)

[NoBbIWweHMe npoaykuumn B-nunotponuHa ( nMnonuTn4eckoe U onmatonogooHoe
aencTeue)

CHunxeHune npoaykumm ComatoTponmHa

CHuxeHue npoayKuuUmn NIIOTUHN3NPYOLLLEro ropMoHa,

noBblilleHne YpoBHA nporiakTuHa (KopTukonakToTponuHOMbI) — HapyLueHue
MEHCTpyanbHOro uMkKkna, 6ecnnogume runotpodus MmaTku

Y MyXX4YUH — CHUXXEeHue npoayKuumn Knetkamm Jlemgura - TectoctepoHa



KnuHnyeckue nposABIIeHnA rmnepKopTmun3ma

AP eKTbl:

KywunHrongHas BHeWHOCTb: - JlyHooOpa3Hoe nuuo (0TnoXeHue Xupa Ha nuue —
MaTpoHusm )
OTnoxeHune XXnpoBon TKaHu Ha wee B obrnacTtu VIl wenHoro nosBoHkKa («6bIvYUK
rop6») u BepxHen 4actu Tynosuiya (0COO6eHHO 3aMeTHOe HapA KIio4YMLamMm), HO He
Ha KOHEeYHOCTAX

(yBenuueHue cuHTtesa JIMHI, Tpurnuuepnpoos)
CMOCOOCTBYIOT OLICTPOMY NMPOrpeccnpoBaHNIO aTepPOCKNepo3a KOPOHaAPHbIX
aptepun u passutuio UbC

— cTepouaHbIn anadeT nunum

HapylleHue TOJIepaHTHOCTMU K FMIKo3e

( ycuneHwue rnokoHeoreHe3a) KnmHnyeckue nposiBreHns anaberta xapakrepusyrTcs
rmnepuHCcynMHeMmen, MHCYJIMHOPE3UCTEHTHOCTbLIO — U BCIeACTBUMU 3TOro
nporpeccupoBaHuemM oxupeHusa [OuabeTt nmeert, Kak npaBuUno, bnaronpuaTHoe TeYyeHue, U
Ans ero KOMNeHcauum 4oCTaToOYHO Ha3HA4YeHUA AneTbl U NepoparibHbIX cCaxapoCHWUXaroLy,
npenapartoB — CEHCUTan3sepbl



KnuHnyeckue nposABIIeHnA rmnepKopTmun3ma

. Mbiwe4yHana cnabocTtb —
ctepoungHas muonatus ( y 60nbHbIX BO3HUKAKOT 3aTpyAeHeHUs npu nogbeme no
recTHUUe, BCTaBaHUM C HU3KOro CTyJsla, NOAHATUM PYK )
NMpeapacnonoXeHHOCTb K BO3HUKHOBEHUIO 3KXMMO30B (B CBAA3U C NMOBbILUEHHOWN
FIOMKOCTbIO Kanunsnapos)

[Mpu ocMoOTpe KOXHble NOKPOBbLI MCTOHYEHHbIe, CyXUe C HAaKNMOHHOCTLIO K
rmnepkeparTrosy U MMerT 6arpoBoO-LIMAHOTUYHYHO OKpackKy. Ha beapax, rpyaw,
nrieyax, XKMBOoTe NMOABINAOTCA CBOEOOpa3Hble NOSIoChl pacTsxXeHUsa (CTpun)
KpacHo-chmoneTtoBoro uBeta. Xapakrep CTPUN — « MUHYC» TKaHb. OTU CTPUMN
OTNINYaKTCA OT OrieAHbIX UITU PO3OBbLIX MNOJIOC PAaCTAXEHUSA, KOTOopble
BCTpPeYarTCA Npu OXnpeHuun, B nepuon epemeHHocTU unu poaos. NosaBneHue
cTpumn npu cuHgpome NueHko - KywimHra cBsisaHO ¢ HapyLwieHMem 6esfikoBoro
obmeHa (KaTabonuam 6enkoB — AeTPyKUMSA OerikoBOoM MmaTpuubl AepMbl ), B
pe3ynbTaTe Yero Koxka uctoH4yaetca. Hannumne rematom npuv He3sHaYUTENbHbIX
TpaBMax ABNAETCA CneACTBMEM NOBbLILWEHHOU JIOMKOCTU Kanunnsapos U
MCTOHYEHUSA KOXMW

— HapyLwieHue 6enKkoBoM MaTpuubl KOcTeun (BNSOTb OO0
OCTEeOonopeTnYeCKMX nepesioMmoB); TakKe BO3MOXEH aBaCKynApHbIU HEKPO3
0eapeHHON KOCTU — CHUXKeHue pocTa ( CHUXKeHMe BbICOTbl MEXMO3BOHOYHbIX
ACUKOB) — YMeHbLUeHne 6enkoBon MaTpuLibl KOCTU, AeMUHepanmM3auusa KOCTHOMU
TKaHU, CHUXXeHune ctumynupyrulero gencteua UOP OnpeaeneHHyO pobis-B-
natoreHese ocrteonopo3sa urpaet ymeHblieHue K peabcopoumu T,

4YTO CBA3aHO C TOPMOXeHUnem npoueccoB rMAPOKCUIINPOBaAHNA K P



KnuHnyeckue NPposABIIeHNA rmnepKopTmun3ma

yBennyeHue OLIK

BCNeACTBUE 3a4epPXKMU BoAbl U HAaTpUA — + KOpPTU30n
ABNSAETCA «LUEeH30pPOM» YYBCTBUTESIbHOCTU COCYANCTON CTEHKU K MPECCOPHOMY
AeNCTBUIO KaTexonaMuHOB
CopepxaHue Kanuva B aputpounTax U MbilLeYHOU TKaHU (B TOM Yucrie U B MMoOKapae)
3HaYUTENbHO CHMXEeHO. HapylleHnsa aneKTponMTHOro oomeHa (runokanmemMumsa u
rmnepHaTpmemMus) fiexxat B OCHOBE 3J1IeKTPOSIMTHO-CTEPOUAHON KapauonaTtum mn
Mmuonatum ATpoduyeckue npouecchbl, 3aTparmBarowme nornepevyHo-nonocaTyro u
MbILLEYHYK CUCTEMY, OCOOEHHO 3aMeTHbl B BEPXHUX U HNXKHUX KOHEYHOCTAX
(«ncTOH4YEeHUe» pyK n Hor). ATpohua MbILL NepeaHen OPIOLLHON CTEeHKU BegeT K
yBeNIM4YeHUI0 XXUBOTAa

(amcmeHopes, ameHopes, becnnogue) -
CHMXeHune ctumynupytrowiero gencreua Jilr
AkHe, rupcyTtusm( ctumynaumsa AKTI onyxonb nnu runepnsnasmua ceT4yaTtomn 30HbI -
noBbieHne NPAYKLUN aHOPOreHOB ) — XXeHLUMHbI
KopTuson — nogaBnsaeT npoayKuuo TeCTocTepoHa Knetkamu Jlengura
KOHBepCcus aHApPOreHoB B 3CTpPaanon
. , OObIYHO B MecTax
TPEHUSA KOXXU — BaXKHbIN anddepeHumnarnbHO - AMarHoOCTUYECKUMN NpU3HaKk ans
BbIABNEeHUsA N3bbiTouyHOU npoaykumn AKTI

AMoLUMOHanbHasa NabuNbLHOCTL Aenpeccus,

KOrHUTUBHbIE paccTpoucTBa JHuUedanonatnsa 4acTto sIpKO BblpaXkeHa U MHOFW&
XapaKkTepusyeTcs 3MOLMNOHaNMbHO-JIMMHOCTHLIMM CABUIFaMun: OT HapyLUEeHU =
HAaCTPOEHUSA, CHa U A0 BblpaXeHHbIX MCUXO30B




Onsa BbIABNEHUS runepKkopTuLu3aMa onpeaensoT ypoBeHb KOPTU30Sa B KPOBU UK
MoO4e USIM B MOYe - MeTabonuTbl KopTusona

Hopmbl kopTusona: ytpo — 170 - 635 Hmonb/n.

Beuep 75— 350 Hmonb/n unu < 50% OT yTpeHHero

KoHueHTpauua 17-OKC B moye B Hopme — 5,2 — 13,2 MKMOnb/CyT.

CB0OOAHLIN KOPTU30S B Mo4ye - 39 - 348 MKr/cyT.

Opyrue npuymnHbI ypoBHSA NKC — cTpecc, aenpeccusi HeAOCTaTOYHOCTD,
OXUpPEeHMe, TUPOTOKCUKO3, OepeMeHHOCTb, ankorosib, HUKOTUH, HAapKOTUYECKne
CpeAcTBa, oparibHble KOHTpauenTuBbl, BEPOLUNUPOH

NMNoHumxeHuna — XHH, neyeHo4yHasa agpeHoreHnTanbHbIn cuHapom ( BKIMH) , runotunpos,
npuem IN1K, knumakc , AHopeKcus. ronogaHume
Bonee gocTtoBepHbIM CUMTAIOT BbISBIIEHME NOBbLILLEHHOINO COAEPKaHUS B KPOBM KOPTU30na B
TeYEeHNEe HEeCKOMbKNX AHEeW noapsaa.

B HacTosiLee BpeMa pa3paboTbl METOAMKN ONpederieHnst coaep)XaHus KopTunaona B CrtoHe
(cOop cntoHbI B AOMALLHUX YCNOBUAX), OOAHOKO UX NPUMEHEHNE OrpaHU4YeHO BCreacTBue
OOPOroBU3HbLI
[oBbILLEHNE YPOBHS B nnasme (Hanboriee 4OCTOBEPHO HOYHOE MOBbILLEHNE) —
BaXXHbIN AndodpepeHumanbHO - ANarHOCTUYECKUIA MPU3HaK

[Tpw BCNeacTBMe Ype3aMmepHOW nNpoaykummn koptmsona cekpeuma AKTI
rMNor3omM NoaaBnsieTCs, YTO MPUBOANUT K CHUXKEHUIO €ro YPOBHSA B nnasme (MeHee 5 nr/mn) ee
[Mpwn
rmnocpusa YposeHb AKTI nosbiweH (Hopwmbl 10 — 46 nr/mn)



OuarHocTuka runepkoptTmumama

PyTuHHbIE MeTOOUNKMN

HentpodunbHbin nenkouuntos (MHoraa 6onee 11°109/n) « N'mneprnnkemma m
rnoko3ypus ¢ lmnepnunmuagemus * F’mnokanmemus © JiumdoneHusa * 03NHOMEHUS.
CKPUHHHUNHIOBbIE TECTbI

MNMoBbiweHne 6oree 4Yem B 3—4 pa3a (OTHOCUTENIbHO BepPXHEeN rpaHulbl HOPMbI)
cBnaeTenbCTBYeT O HECOMHEHHOM aAnarHo3e cuHapoma/6one3nn NueHko—Kywura,
Toraa Kak npy noBbIiWeHUU B 2—3 pa3a Heobxoaumo npoBoauTtb AndhepeHUnanbHYH
AWarHOCTUKY .

BonbHOM NpuHMMaeT 1 Mr gekcameTta3oHa BHYTpPb B 11 4 Beuyepa, a Ha cneayroulee
yTpPO B 8 4 onpenensitoT coaepxaHme KOpTU3soria CbiIBOPOTKMU

KoHueHTpauna KopTusona CbIBOPOTKMN KpoBU MeHee 50 mMornb/n yKa3biBaeT Ha
HopmMmanbHoe nogaBrieHne AKTI n KkopTusona gekcameTa3oOHOM U no3BonseT
UCKNIOYUTb AnarHo3 cuHapoma UueHko—KywunHra. B aTom cniy4yae Tect cumtaror
YyBCTBUTENbHbIM, HEOOXOAUMOCTU B AalfibHeNLWeM YTOYHeHUU AnarHo3a HeT

803MOXXHbI JIOXKHOMOJIOXUMesibHbIe pe3yJsibmambl (OXXupeHue, aJlIko20/1u3M, cmpecc,
XT1H, aHopekcusi, 6ynumusi; npuém cpeHobapbumana, mamokcugheHa, pughamnuyuHa).



OunarHocTuUka runepkopTuymusma

IekcameTa3oHOBbLIN TECT - npoba Jingana
CTaHAOapTHbIN TECT NoAaBJieHUA AeKCaMeTa30HOM — HaAEeXHbIU TeCT ANarHoCTUKHU
cuHppoma/6onesHn MueHko—KyLinHra, xotss 4yBCTBUTESIbHOCTb U cneunpnyHoOCTb
AAaHHOro Tecta coctaBnaAoT npumepHo 70%.

Manbiu mecm - lNopaBneHue rmnotanamo - rmnoc¢gpunsapHo - HaANOYe4YHMKOBOM
CUCTeMbl UccrnenyroT Npu BBeAEeHUN AeKkcamMmeTa3oHa B HU3Kux gosax (0,5 mr
AeKcamMTe30Ha, pa3aerniéHHOro Ha 4 0o3bl, Kaxable 6 4 BHYTPb B Te4eHUe CyTOoK
Ha BTOpble CYyTKM KOHLEHTpauumn KOpTU3osia B CbiIBOPOTKe U ypoBHA 17 - OKC B mouye
cHumxaetca > 50% . B HacTosiLlee BpemA
nepcrneKTUBHbIM CYUTAIOT coOYeTaHMe CTaHA4APTHOro TecTa noaaBrieHUNA
AeKcamMeTa3OHOM C AOMNOSIHUTeNbHbIM BBegeHueM KopTtukonmoepuHa (1 mkr/kr B/B
yepes 2 4 nocrne npMémMma BOCbMOro rnpMéma gekcametasoHa)
bonbwoili mecm — 2m2 dekcamema3soHa Kaxkoble 6 Yacoe — 8 me4yeHUU CymokK
CHu)xeHue ypoeHsi kopmu3osa u 17 — OKC > 50% -

OTcyTcTBMe nogaBneHns —

TecT cTUMynAUUN KOpTUKONUbepunHoMm. lNapeHTepasribHO BBOAAT KOPTUKONNOEPUH U
yepe3 15 muH namepsot yposeHb AKTI n koptusona. Npun 6one3un NueHko—KylunHra
nokasaTtenu oObIYHO NOBbIWEHbI (ANA KopTusona — 6onee 1,4 Mkr%), otcyTcTBUe
oTBeTa CBUAETeNbCTBYET 00 3KTONNMYECKOM U Haano4e4YHUKOBOM reHese
rmnepkopTULmU3Ma.




MPT c ragonMHOBbLIM KOHTPAaCTOM — MeToA BbIOOpa — NoB30NAeT BbISABUTb OKOJ10
75% apeHom rmnodusa
UHoz0a npu MPT He o6Hapy)xuearom HUKaKux UsMeHeHul ecsiedcmeue MUKpoaoeHoM
OoYeHb HeboIbWo20 pa3Mepa usnu duggy3HoU aunepnsaasuu KOpMUKompoagos .
[Mpn nogo3peHnn Ha NaTonormo Hagno4Ye4YHUKOB NPOBOAAT creAayrowue
AnarHocTu4yeckue npouenypsbl :
MCKT OGprouHOM NoNocTu:
KT [JuacHocmuka
beskoHTpacTHasa KT: nnotHocTb Ao 10 HU ( eamnuuny, Xaycdenesrta)

obpa3oBaHus

B HaTMBe 6€e3 KanbLuHATOB N remopparnm nogo3puTesibHO Ha

3noKavyecTBeHHOe obpa3oBaHMe HAANOYEHNKOB HE3aBUCUMO OT BbiMbIBAHUS

npoeeaneHue anLleanOi;I aCHMpaLIMOHHOﬁ ouoncuu nop, KOHTpPOJIEM KT

nocrne BBeAEHUSA KOHTPACTHOIO
BewlecTtBa 6onee 4yem Ha 50% OT pas3HOCTM 3Ha4YeHUN NIIOTHOCTU B
OOKOHTPACTHYIO M KOHTPACTHYO dbasbl CBUOETENBLCTBYET O
nobpokadyecTBEHHOM XapakTepe obpa3oBaHMA HaAMNO4YEe4YHUKOB.



PaBHOMepHOe yBeniuyeHue obonx Hagno4Ye4HUKOB npepgnonaraeT 6one3Hb
UueHko—KyLwinHra vnm cuHpgpom akronmn4vyeckou npoaykumm AKTT.

CuumHTnurpacuma c ucnonb3opaHmem 19 - noaxonectepmHa, ME4eHHOro
paauoakTUBHbLIM UOAOM, BbIABNAET ABYCTOPOHHIOK rmnepnnasuvio B criy4vyae
o6one3nn NueHko—KywmnHra nnm cnuHgpoma akronmndeckom npoaykuum AKTT, npu
rMOKOCTEepOMe — HECUMMETpPUYHOE nornoweHne npenapara.

NMpn noao3peHnn Ha cUHAPOM 3KTonn4yeckon npoaykuun AKTT:

OnpepeneHne ypoBHSA XpoMorpaHuHa A
CKT rpyaHou u 6prollHOM noriocTen

CLI,VIHTMFpaCbVIFl C M@4YeHHbLIM OKTpeoTUuAOM
(KneTKM HGﬁpOI)H.EI,OKpMHHbIX onyxonei/'l UMEIOT peuenTopbl K COMaTOCTaTMHy)

[MO3UTPOHHO — 3IMMUCCUOHHaA ToMmorpadus ¢ ranuem
[MO3UTPOHHO — IMUCCUOHHAA TOMOHIrpadusa ¢ rnKo3omn



TakTuka BeaeHuA

Bce meToabl euenus 0os1e3H Muenko-KymmHara, koropsie HCIOJIB3YHOTCH B HACTOALIIEE
BpeMs, MOKHO Pa3IeJIUTh HA YeThIpPe rPYIIbI: HEHPOXUPYPrUYECKOE
(TpanccheHouIaIbHAA ANEHOMIKTOMUS), JTJy4YeBoe (IIPOTOHOTEePANUs, Y-Tepanus),
KOMOMHHUPOBaHHOE (JIyueBasi Tepanus B COYETAHUH ¢ OHOCTOPOHHEH UJIM ABYCTOPOHHeEM
aJipeHaAJIKTOMMEN) U MEIUKAMEHTO3HOE JICYECHHE.

Xupypruueckoe JjiedeHrue MeTo BbIOopa -

NPUBOIUT K ObICTPOil pemuccuu y 84—95% 00bHBIX yiKe Yepe3 HeCTh MeCHAIeB.
IlokazaHueM K aJCHOMIKTOMUMU CIIYKUT YETKO JIOKAJIM30BAHHAA (HA OCHOBAHUM JJAHHBIX
MPT) onyxoub runogusza. AfeHOMIKTOMMS MOKET ObITh NPOBEICHA MOBTOPHO, €CJIH
uMeeTcs noATBep:KAeHHbIN HAa MPT npoxo/skeHHBIH POCT aJlecHOMbI THIo(u3a, B JIH0ObIE
CPOKM MOCJIe ONepaluu. ITOT METOJ XapaKTepu3yeTcs MUHUMAJIbHBIM KOJINY€CTBOM
0CJIOKHEeHHUH (0K0J10 2—3%) U 0YeHb HU3KOU MOCJIe0NePANUOHHOM JIeTAJIBbHOCTHIO (0—1%).

— TOTAJbHAS OAHO- WJIH IBYCTOPOHHAS — MPUMEHSAETCH TOJIbKO B
KOMOMHAaIMHU ¢ JJy4eBou Tepanuei. [Ipu kpaiiHe TAKeJI0H U Iporpeccupymoiieu gpopme
3a00J1eBaHM sl OCYILECTBJISIETCS IBYCTOPOHHSS AJPEHATIKTOMHUS

IHocsie TOTaJABLHON ABYCTOPOHHEH AAPCHAJIKTOMUH NANUEHT MOKU3HEHHO MOJYy4aeT
3aMEeCTUTEJIbHYI0 TOPMOHAJIBLHYI0 TePaNuIo.

JIBYCTOPOHHSIAA aIPeHAJIKTOMUSA paauKkajabHO u3jiedunsaer CUK
Ocaoxuenue — passutue XHH, cunapom HesnbcoHna



N3 MeTo0B Ty4eBOM T€pauy B HACTOSAIIEE BPEMSI UCITOIB3YIOTCS IPOTOHHOE OOJyUEeHHUE M JUCTAaHIIMOHHAS
y-Teparus,

HanOosee 3(PhEeKTUBHO B CBSA3HU C TEM, UTO SHEPTHUsl BBIJEISECTCS B 00JaCTH
aZICHOMBI TUITO(PU3a ¥ TIPH 3TOM OKPYKAOIME TKAaHHU 3aTParuBaloTCs MUHUMAIbHO. AOCOIIOTHBIM
IIPOTUBOIIOKA3aHNEM K IMPOBEACHUIO IPOTOHOTEPAIINHU SIBISETCS OITyX0Jib runogusa 6onee 30 MM B
JTMaMETpe U CyIpaceUIIpHOE €€ pacupoCTpaHeHue ¢ 1e(heKTOM TOJIeH 3pEeHUSI.

KaK CaMOCTOSIT€JIbHBIA METOJ JICYEHUS IPUMEHSETCS B TIOCJICAHEE BPEMS PEJKO U TOJIBKO MPHU
HEBO3MOXXHOCTH MTPOBEJICHUS aICHOMAKTOMHUU UJIU NMIPOTOHOTEpPANu. I(PPHEKTUBHOCTH ACHCTBUS ITOTO

METO/a CIEAYET OLIEHUBATh HE paHblle, yeM uepe3 12—15 u 0onee Mecs1eB nocie NpoBeIeHUs Kypca
00y4eHUs




I'inogus

B TeueHue 3-6 Hec mocJjie MpPoBeAeHHs JIy4eBOH Tepanuu - CHHKAeT Kak AJl, Tak u
cekpeuuro AKTI runoguzom
MeTeprosiva, HUNPOreNTAAUH — AHTATOHUCTHI CEPOTOHMHA YACTUYHO YrHeTAaT npoaykuum AKTI

) - HHFTHOUTOP TPAHCAMMHA3HI TAMMA AMUHOMACJISIHHOM KUCJIOThI

AToOHMCTBI 10(paMUHA
BpoMKpuNTHH , TapJoaes , a0eprud Mo S Mr/cyT ¢ TUTpanMen 1036l B TeueHue 6-12 mec - CHUKaeT
cekpeunro AKTI runogpuzom
KaoOeproaun 500 mkr ( 1oCTHHEKC, arajarec, 0Oeprojiaxk) — 1 Tad / Hexe/r0 ¢ TUTPALHEH 103bI
Haanoyeunuku
Ketoxonazoun ( HuzopaJs) - mo 400-600 mr 2 p/cyT - yrHeTaeT CHHTE3 X0JIeCTEPUHA => KOPTHU30J1a
MuToTan (x1oauTaH Jusoapen) B ao3e 0,5 r 4 p/cyr, 3a-<UM:10 0,1 r/kr/cyT B 3 npuéma B COYETAHUHU C
KOPTU30HOM 10 20 MI/CyT — TOKCHYECKaA AeCTPYKUMA KOPbI HAANOYECYHUKOB ( 24 cxeMa WM 25 Mr/ Kr
MacChl TeJIa — MeHee TOKCUYHO)
AvuHormmorerumuj ( OpumMuTeH) HapylieHHe KOHBEPCHH X0JIeCTePUHA B MPErHeHoI0H 1o 250 mr 2-4
p/cyT
MeTonupoH ( MeTUPANoOH, MeTONMUPAJIOH) — HHTHOUTOP 11 B ,a Takmxke 18.19 — ruapokcuniiassr 250 mr
4- 6 Tabd cyTKH
Tpusnocran ( Beropmi ) - uHruouTop 3 B ruapokcucrepouanou neruaporenasol 30 — 60 mr 2 pasa B
CYTKH
CumnroMarudeckasi Tepanusi HaNPaBJeHA HA KOPPEKIUI0 0eJIKOBOIo (AaHA00IHYECKUE CTEPOU/IbI),
MHUHEPAJBLHOIO (Mpenaparbl KaJusl, CIMPOHOJAKTOH) M YIJIEBOAHOIO 00MeHa (OMryaHHabI —
MeTdopmuH, uHruOuTOpHI I — 4 , aronuctsl I'TII-1 ), koppexkuus ocreonopo3sa, apwwﬁ
rUnepTeH3uu P
IHociieonepanoHHAas MOAAEPKUBAKOIIAS TePANUA INIIOKOKOPTUKOUIAMU (TI0CIe a@ TR
MPOTHAKEHUH KU3HHU) N )




BpoxaeHHasa runepnria3vsa KOpbl HaAMNoO4Ye4YHUKOB, (aapeHoreHuTanbHbIM CUHOPOM)
— 3aboneBaHne pa3BUTUE KOTOPOro CBA3aHO C HapyLUeHueM cekpeuumn
KOPTUKOCTEepouaoB BCrieAcTBME BPOXAeHHOro aedrekra oepMeHTOB,
OTBETCTBEHHbIX 32 OMOCUHTE3 ITUX FTOPMOHOB.

CHunxeHHoe obOpa3oBaHUsA KOpTU30a NpMBoaUT K NnoBbileHno cekpeuun AKTI ¢
nocneaywowmm pasBMTUEM rmnepnasnm KOPKOBOro Crosi Kopbl Haano4Ye4YHUKOB

U n3dbiToyHOM CTUMYRSLMEN CeTHYATON 30HbI KOPbl HaAMNO4Ye4YHUKOB

1) HU3KNN ypOBEHbL KOpTU3O0Ma
2) BbicOKoe copepxaHue AKTI
3 ) ABYCTOPOHHAA rmnepnnasvusa Hagno4e4YHMKOB.

HeA4oOCTaTOYHOCTb 21-rmapokKcunasbl (Kraccmyeckasa n Heknaccm4yeckas opmbil),
HepgocTtaTovyHOoCTb 11b-rugpokcunasbl (Krnaccn4yeckas n Heknaccudeckasa opmbl),
HeaQoCTaTOYHOCTL 3b-rmgpokcucrtepounaHon aerngporeHasbil,

HepgocTaTo4yHOCTb 17a-ruapokcunassbl

HepgocTaTovyHOCTb 20,22 necMmorna3sbl (nMUnouaHasa runepnrasnsa Kopbl
HaAnoO4Ye4YHUKOB),

HegocTaToYHOCTbL MeTunokcupasbl | 1 Il Tuna. PR



HepocTtaTtouHocTb 21-rugapokcuna3sbl (P450c21). (BecTtpeyaeTca Hambonee 4yacTo )

lNpu HepgocTaTovyHOCTU 21-rMapoKcunasbl 6NoKkmupyeTca KoHesepcusa 17-
rmapokcunporectepoHa B 11-0e0KCUKOPTU3OI, NPUBOASA K CHUXKEHUI0 00pa3oBaHuA
KOPTU30S1a U HaKOMJIeHUIo npeaLwecTBeHHMKOB KopTu3ona. 17-OH nporectepoHa,
nperHeHonoHa, 17-OH nperHeHoNoHa N NporecTepoHa, KOToOpble B CeTYaTOM CJioe KOpbl
HaANO4Ye4YHUKOB B NMOBbIWEHHbIX KONIMYeCTBaxX KOHBEPTUPYHOTCA B HaANO4Ye4YHUKOBLbIE
aHApoOreHbl — Aernapo3nuaHapoCTepoH, aHAPOCTEHAUOH N TECTOCTEPOH.

a) BupunbHasa popma

0) conkTepsaowan cpopma

B) HeKnaccu4yeckas (ctepras) coopma

A) BupunbHasa choopma cuHapomMa cBfi3aHa ¢ YaCTUYHOM He4OCTaTOYHOCTbLIO 21-
rugpokcunasbl. Kak npaBuno, npu aTom HabnogaeTcs KomneHcauma (pyHKLMKN Kopbl
Hagno4Ye4YHUKOB B pe3ynbraTte noBbilweHusa cekpeuun AKTI T.e. ypoBeHb KopTusona B
KPOBU CHUXXEH He3Ha4YMTenbHO Unu onpeaensaeTca Ha HUXKHEU rpaHuLe HOPMbI.
KomMneHcaTopHble mexaHn3mbl (ycuneHune cekpeuun AKTI), nocpeacTBOM KOTOPbIX
OCYyLUeCTBNsIeTCA HOpManM3auusa CeKpeLuum KoptTusosria npmMBoasiT K NU30bITOYHOMY
oOpa3oBaHUIO aHAPOreHOB BMepBYyO oYepenb obnaparowiero
He3Ha4YUTeNbLHON OUOSTIOrMYeCKom akKTUBHOCTbLIO, OAHAKO Ha nepudepmmn oH
KOHBEpTUpyeTCcH B , KOTOPbIN U OTBETCTBEH 3a pa3BUTHe Bwpunwsazg\,



HepocratoyHocTb 21-rmugpokcunasbl
KnuHunyeckasa kaptuHa. BupunbHasa coopma obycrioBrieHa NOBbILWLEHHON CeKpeuunen
aHOpPOreHoOB, U Y NNoAa XXeHCKOro nona u3dbITOK NPUBOAUT K MAaCKYNMHN3aLMN HAPYXXHbIX
NosioBbIX OPraHoB
HapyXHble reHUTanum B 3TUX criydasax npuoopeTaroT BUA MY>XXCKMX NONOBbLIX OPraHoB.
BHyTpeHHUe NonoBble opraHbl OCTAKTCA XXEHCKUMU: ANYHUKN, MaTKa ¢ npuaaTtkamu. Y
Nfo040B MYXXCKOIo noJsia He4oCTaTOYHOCTb 21-rmgpokcusnasbl NPUBOAUT K HEOONbLUIUM
U3MEHEHUSIM: He3HaYNTeNbHOEe yBerIMYeHne HapyXXHbIX NONOBbIX OpraHoOB, MOSIOBOrO YJIeH:
U NMUrMeHTauus MOLUOHKM.
B nocTHaTtanbHOM nepuoae npogosrxkarwasacs U3dbIToYHasa cekpeuns aHaporeHoB
ycunuBaeT siBrieHus Bupunusauuu. NMoasnaroTca npexaeBpeMeHHOe OBOJSIOCEeHUe Ha NookKe
B NOAMbILWEYHbIX BaguHax, Ha nuue, TyfoBuLLe, aKkHe.
Y HeKOTOpbIX MaribYMKOB — NMpexaeBpeMeHHOe NosioBoe co3peBaHMe, YCKOpeHUue pocTta u
OKOCTEHEeHUSA KOCTen cKerneTa, pa3BUTUA MbILLEeYHOU CUCTEMDI.
BHauvane 6onbHbIe OOroOHAKT B pOCTe CBOMX CBEPCTHUKOB, a B AalfibHeNLWweM B CBAA3U C
npexaneBpeMeHHbIM 3aKpbITUEM 30H pOCTa OTCTalOT. Y AieBOYEK TaKXe NMporpeccupyroT
ABMEHNS BUPUNMU3aLuKn, TENOCIIOXKEHNE — MO MYXXCKOMY TUNy
B nyGepTaTHbIN Nnepnoa MeHCTpyaLnun He HacTynaroT, TaK Kak NoBbILLEeHHOe KONIM4YecTBO
aHOpPOreHOB, CeKpeTUpyeMbIiX HaanovYe4HUKamMmm no npuHUuny “odbpaTtHoun CBA3U”, TOPMO3N'
obpa3oBaHue N BblaeneHne roHagoTpPoNnUHOB, KOTOPOe B HOPManbHbIX YCIIOBUAX B 3TOT
nepuoa ysenuumBaeTca. Y Masrib4MKOB MO 3TOM XXe NMPUYNHEe yrHeTaeTcs pasBUTUE ANYEK, U
OHM OCTAKTCA MaNeHbKUMMN.
OgHako B HEKOTOPbIX cny4vyasax BUPUITbHOINO CUHAPOMA YaCTUYHO COXpaHsieTCcA
MonoBbIX Xernes, n 'y AeBoYeK MOTYT HabntoaaTLCA MeHCTpyaLun, Kak npapw HBie
HeperynspHble, a Yy Manb4uKoOB — ABFfIEHUA cnepMmaToreHe3a. \}Z ')




HepocTtaTo4yHOCTb 21-rupgpoKcunasbl
AuarHocTtuka BUpUnbHon opmMbl CUHAPOMA HEAOCTAaTOYHOCTU 21-rngpoKkcunassbl
OCHOBbIBaeTCA Ha AaHHbIX KIIMHUYEeCKOM KapTUHbI, onpeaeneHuns akckpeumnmn ¢ modon 17-K(
ypoBHSA aHaporeHoB U 17-OH nporectepoHa B nnasme. Toraa Kak cogepXXaHue KoOpTu3orsa B
KPOBU — HA HMXKHUX FrPaHULaX HOPMbI.
TecTt co ctumynsuuen AKTI - CKpPUHMHr-TecT Ans BbISIBNEHUA “cTepTbixX”,
Heknaccu4yeckux chopm cuHapomMma BBOAUTCSA BHYTPUBEHHO - 0.25 mr
Yepes3 30 MMH NnoBTOpPHOE onpeaerieHue ypoBHA Koptu3sona 17- OH — nporectepoHa
aHOpPOreHoB )
JleyeHune - OCHOBHbLIM BUAOM Jle4eHUA ABIAETCA MPUEeM rMIOKOKOPTUKOMAOB (KOPTU3OH,
npeaHn3onoH). HayanbHble 403bl KOPTUKOCTEPOUAOB AOMKHbLI ObIThb B 2 pa3a Bblille
domamonoruyeckux, u nocrie Hopmanusauum nabopaTtopHbix nokasatenen (17-KC un
nperHaHTpuon) Ao3bl MOCTENEHHO CHUXAKT 40 MUHUMAarbHbIX, MPU KOTOPbIX YKa3aHHbIe
BblLLe NMoKa3aTesnm ocTalroTCA B npeaenax HoOpMbl.
HoBopoXxaeHHble ¢ OCTPbIM HaANOYe4YHUKOBbLIM KPU3OM TPeOyroT HemeaneHHOU oO6urbHOMn
rmapaTtauum ¢ Koppekumen yYpoBHSA 3NIeKTPOSIMTOB B KPOBU U BBeAEeHUEM MrMApPOKOPTU3O0HA
HaTpuM cyKumHaTta B gose 1,5-2 mr/kr BHyTPMBEHHO, a 3aTeM U Yyepes poT. [ina neten B
BO3pacTe A0 2 fieT HavanbHble Ao3bl coctaBnaoT 30 Mr kopTtusona (7,5 Mr npegHU305I0HA),
B Bo3pacTe 2 n 6 net — coorBerctBeHHO 50 n 100 mr, ana B3pocnbix — 100 Mr kopTHU3sona B
CcyTKu (20 Mr npeaHN30SIOHA).



Hepgoctato4yHoCTb 21-rmapoKkcunasbl

. bonee rmybokoe HapyLieHue, NPU KOTOPOM
nmeeTcs , HECMOTPSA Ha
n3bbITo4yHOe obpa3oBaHue AKTI. Takum obpa3om, ecnu npu BupunbHou chopme
BJfIUSIHUE Ha NOTEepPH0 HAaTpPUs OpraHU3MomM U30bLITOYHO ObOpa3yroLnXCS
npeaLwecTBeHHNKOB KOpTU3orna (nporectepoHa n 17- ruapokcunporectepoHa)
KOMIMEHCUPYETCA ceKpeuneun anbaocTepoHa, To npu conbsrepsrowen dpopme
BcneacTBue 6onee rnybokoro HapyweHus gedekrta 21-rugpokcunasbl CHUXKEHO
obpa3oBaHMe anbAOCTEepOHa U pe3ysibTaTOM TaKoro KOMOMHUPOBaAHHOIO AEUCTBMUS
ABNAETCA pa3BUTUE KITMHNYECKOU KapTUHbI, MPOTEeKarLlen No TUNny oCTpou
He4oCTaTOYHOCTU HaAMNO4Ye4YHUKOB. YPOBEHb PeHMHA B CbIBOPOTKE KPOBU
NMOBbILWEH; OTMe4YaeTcs runepTpocduna rKCTarrnomMmepynsapHoOro annapara noyku.
[NoBbIWaeTca coaepXaHue N aHrMOoTeH3nHa B KPOBU, KOTOPbIN TaKxke
cnocoOCTBYyeT NoTepe HaTpuA Yepe3 NoYku. Hapsaay ¢ atTum 6onee pes3ko
BblpaXeHbl CAMNTOMbI BUPUNn3ayuuu, oCO0OEHHO y NJsI040B XXeHCKOro nosa
(nonHoe 3apalwieHue NOFIOBOU LWesiu U NoSABIeHUe MOLLOHOYHONOAOOHOro
obpa3zoBaHus — ncesgorepmapoaAnNTU3M).




Hepgoctato4yHoCTb 21-rmapoKkcunasbl

Y HOBOpPOXAEHHbIX MPU POXAEHUN BbISABAAIOTCA YKa3aHHbIe Bbllle

U3MEeHEeHUA HapPYXXHbIX MOJSIOBbIX OPraHOB, MUIrMeHTaLus KOXNU, CHUXXaeTcHA mMmacca tena
BCrneacTBUe M30bLITOYHOM NOTEpU HaTpUAa U gerngpartaumm opraHmama. YpoBeHb Kanvsa B
KpOBM NOBLIWEH, HATPUA U XNopnaoB — CHMXKeH. Ha 5-10-1 aeHb nocre poxaeHus
pa3BuUBaeTCA KapTUHa OCTPOM He4OCTAaTOYHOCTM HaANOYEe4YHNKOB: pBOTa, Auapes, 6onb B
XUBOTe, anaTtna, B oTcyTcTBME naToreHeTUYECKOU Tepanuu cCMepTb HacTynaet
BCneAcTBUe rmnepkanmemMmm.
AuarHocTuka oCHOBbIBaeTCsl Ha onpeaeneHnmn ypoBHS INeKTPONNTOB B KPOBU, a TaKxe
NOBbILWWEHHOM coaepXaHun 17-rugpoKkcunporectepoHa B nnasme KpoBu U 3HAYNTESIbHOMU
3KCKpeuuun ¢ mo4on nperHanHtpuona un 17-KC. NMpun Bupunusauymm Heo6xoanuMo onpeaeneHue
KapuoTtuna n NnorioBOoro XxpomaTuHa.

. BonbHbIe HYXXAalTCA B NOBbLILLEHHOM KONMMYeCTBE XXUAOKOCTU U Xnopuaa HaTpus.
Onsa 3TOU uenu pekoMeHayeTcs BHYTPMBEHHOe BBeAeHMUe pacTtBopa, coaepxawero 0,9%
xnopupa Hatpusa n 5% rnoko3bl n3 pacyeta 40-60 mn Ha 1 kr maccbl Tena. Npu octpoun
Hea4oOCTaTOYHOCTU HaAMNOYe4YHUKOB HapsAAy € 3TUM Ha3Ha4yakT KOPTU3OH B CYyTOYHOM o3e
50-75 wmr.
MNMpu BbiIBOAe GONMBLHOro U3 COCTOAHUA OCTPOU HEAOCTAaTOYHOCTU HAAMNOYEe4YHMKOB
NpPoAOMKaKT 3aMeCTUTESNIbHYIO Tepanuio, BKNHOYaloLy Hapsay ¢ NpueMom
rMIOKOKOPTUKOMAOB (KOpTU30HA 20-25 Mr B CYTKU, NpeaHN30sI0oHa 5-7 Mr B CYTKN) U
MuHepanokoptukonabl (JQOKCA, dbToprnapokopTUsoH — KopTuHed nnu dnopuHed —
0,05-0,1-0,2 Mr B cyTKM). AneKBaTHOCTb 3aMeCTUTESIbHOMN Tepanuu onpeaenseT
akckpeuum 17-KC n nperHaHTpuona v Hopmanusauum cekpeuun AKTT. éy%'




Hepgoctato4yHoCTb 21-rmgpokcunasbl

UHoraa aTo HapyLweHune npuobpeTteHHON unu “B3pocrion” ¢popmbl HeAOCTAaTOYHOCTU 21-
rugpokcunasbl. [pu poxaeHNn HOBOPOXAEHHbIE XXEHCKOro rnosia UMerT HopMaribHble
reHuTanuu. B nogpocTtkoBoM U nydbepTaTHOM BO3pacTe pa3BMBaeTCA FTMPCYTU3M, akHe,
HeperynsapHblie MeHCTpyauumn n paxe decnnogue. OnMcaHo AoCTaTOYHOE KOSNIM4ecTBO
XXEHLUMH, Y KOTOPbIX NOCJIe 3aMy>XeCTBa NMpu Harmnm4mm HeperynsapHbIX MeCAYHbIX HAaCcTynansa
OepeMeHHOCTb U poAbl, a B nocrieayloLlleM HacTynana ameHopes, 6ecnnoave v npu
ob6cneagoBaHUM OOHaPYXUBaNMUCb NONMIMKUCTO3HbIE AMYHUKU. OOCcnegoBaHMe TaKMUX XKEHLUUH
AOJIKHO BKJIlOYaTb onpeaerieHue 6asanbHOro ypoBHA 17-rugpokcunporectepoHa B KPOBU |
noBTopHoe uccnegosaHue nocne crumynsauum AKTI. JleyueHue Heknaccu4vyeckoun opmbl
HeaoCTaTOYHOCTU 21-ruapoKcuna3sbl Takoe Xe, 0O4HaKO A03bl MKOKOPTUKONAO0B OObIYHO
HUXe, YeM Npu Krnaccu4yecknx doopmax cuHapoma.



HapyweHne bmocuHTtesa
KOpPTUKOCTEepouaoB, CBA3aHHOE C HeaocTaTtoyHocTbio 11b-ruapokcunassl,
UmeeTca aBe nsocgopmbl aToro bepmeHTa, KOTOpble KOAUPYHOTCA ABYMS
pa3nnyHbiMu reHamu. CunTtaeTtca, YTo nsocgopma - riokanusyeTcsa B
Ny4YKOBOWU 30HE, rAe KOHTPOSIMPyeT CUHTE3 KopTusona, a usodgopma - B
KITyOO4YKOBOM 30HEe, rae OCyLecTBrsAeT CUHTE3 anbaocTtepoHa. lNokasaHo, 4To
MyTauus reHa, pyHKLUOHMpPYHOLLEero B Ny4KOBOU 30He, NPUBOAUT K HapPYyLUEHUIO
CUHTEe3a KOPTMU30a N HAaKOMJIeHNI0 Ae30KCUKOPTUKOCTEPOHA U ero
npeaLwecTBeHHNKOB, Bbi3bIiBalOLWUX runepteH3uto (Yawe)
B cny4yae myTtauum reHa, PyHKLMOHMPYOLLEro B KIybo4YKoOBOU 30He, MPOUCXoauT
HapyLeHUue CMHTe3a anbAoCTepoHa (pexe) YTO CONnpPoBOXAAETCA KIMUHUYECKOU

KapTUHOM CONbTepsAroLero CMuHapoma.
Y 6onblIMHCTBA OOMNbHbLIX HeAOCTaTOYHOCTL 11b-ruapokcunasbl NPUBOAUT K NOBbILUEHHOMY
obpa3oBaHUIO 11-4€30KCUKOPTUKOCTEPOHA, OKa3biBarwlero MuUHepariokopTUKomaHoe
AencTtBue, CnocooCcTByA 3aAepXXKe HaTPUA B OpraHM3Me U pa3BUTUIO apTepuaribHOM
runepteH3un. HepocrtatoyHoe obpasoBaHMe KOPTU3Oa NpMBOAUT NO NpUHLUMUNY “obpaTHON
cBA3n” K runepcekpeunn AKTI, runepnnasum Hagno4e4yHMKOB, U HApSAyY C NOBbILIEHNEM
obOpa3oBaHUA AEe30KCUKOPTUKOCTEpOHA HabntoaaeTca yBerimieHue cekpeuum aHaporeHoB,
CMOCOOCTBYIOLWMX PA3BUTUIO Pa3NIUYHOMN CTeNneHn BUpunusauuun. l’mnepreHausa, Kak
npaBuUIo, He KoppermpyeT C HarIMYMeM U CTEeNeHbI BbIPaXXeHHOCTU rMNoKarmeMmnm UM co
CO CTeneHblo BblpaXeHHOCTN Bupunusaumun. lNpu aTon natonorum oTcyTCcTBYET rmnepnnasus
IOKCTarromMepynsipHoro annapara no4ku U ypoBeHb peHuHa B Nnyia3me KPOBU He BQBHiLLEH.
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f'mpopokcuctepouagHana aerngporeHasa siBNseTca Heooxoaumon ansa oMocuHTesa
BCeX KJ/1acCOB CTepouaoB: NPOrecCTuHbl, MUHEPasioKOPTUKOUAbI,
rMIOKOKOPTUKOUAbI, aHAPOreHbl U 3cTporeHbl. [l03TOMYy He4OCTAaTOYHOCTb 3TOrO
depmeHTa NnposBNAeTCA HapyLweHueM obpa3oBaHNA KOPTU30sa, anbAoCTepPoHa, a
TaKXXe CHMXEeHNeM KOHBepCcuu aernapoanuaHapocTtepoHa B aHAPOCTEHAUOH U
nocnegHero B TECTOCTEPOH. B 3TON CBA3M B CbIBOPOTKE KPOBU TaKUX DONBbHbLIX
N30bLITOYHO onpeaensaeTcs NPerHeHorsIoH, 17a-rmapoKCUNpPerHeHONIoH U
Aernapo3annaHapoCcTeHANOH.

HeoOxoaMMa Takxe Ans oopa3oBaHMA NMNOMOBbLIX FOPMOHOB B roHagax, UTo BeAerT K
HegoOCTaTOYHOMY OOpa3oBaHUIO aHAPOCTEHAUOHA U TECTOCTEpPOHa.




Y HOBOpOXAEHHbIX 000MX NOMOB NpU HeaocTaToYyHOCTU 3b-rMapoKkcucTepomaHomn
AernaporeHasbl BbiiBRifieTCA KNIMHUYECKasa KapTUHa conbTepsaroLlero cMHapoma
pa3nU4yHON CcTeneHMn TsXKeCcTU. Y HOBOPOXAEHHbIX MYXXCKOro rnona 3Tu HapyLlueHus
coyeTaroTca ¢ ncesgorepmadpoanuTU3IMOM, TOraa Kak Y HOBOPOXOEHHbIX XXeHCKOro
nosna umeeTcsi HopmanbHasa anddepeHLNpPoBKa HAPYXHbIX NOSIOBbLIX OPraHoB U
yMepeHHas BUpunusauua BcrieacTBue Toro, YTo AermapoanuaHapocTepoH
oKa3biBaeT cnaboe aHagporeHHoe gencTeue. Ecnu npu Tshkenown creneHu
conbTepsiloLLero cuHApoma 6one3Hb He AMarHOCTUPYeTCH B NepBble AHU, TO
NPoOrHo3 3aboneBaHUs MOXeT OKa3aTbCA cepbe3HbIM. [peanonoXxuTb NpaBUNbHbIN
ANarHo3 y Manb4uMKoB No3BonsieT HeonpeaeneHHOCTb HapYXXHbIX NOTIOBbIX
opraHoB 1 runocnagusi. OgHako Npu HeNnoJsIHOW HeaoOCTaTOYHOCTU pepMeHTa, Aaxe
NPU HaNM4YUM HapyLeHUn pa3BUTUSA HapPYXXHbIX NONMOBbLIX OPraHOB Y Manb4YUKOB,
npaBuUNibHbIN AMAarHO3 B HEKOTOPbIX CrlyvasiX ycTaHaBNIMBaeTCcs TONbKO B
nybeptaTHoM nepuoae. OuddepeHUMpoBKa HapyXHbIX NONMOBbLIX OPraHOB Y
AeBOoYeK B HOpMe Unn MoXeT UMeTb MeCTO TONIbKO YMepeHHas KIuTopomeranus.
MoaToMy 4YacTo AMarHo3 ycTaHaBNMBaeTCH TONMbKO NPY HAaCTyNNeHun agpeHapxe




NMomumo knaccuyeckomn popmbl HegocTtaTovyHOCTU 3b-rmapokcucTepouagHon
aerngporeHasbl, Yalle BCTpeyaeTcsa Heknaccudyeckasa oopma 3aboneBaHus, npu
KOTOpOU BUPUNN3aLUA pa3BUBaeTCs Nocrie agpeHapxe Urnu HactynsieHus
nybdeprarta. 3TO ayTOCOMHO-peLecCMBHOE HapyLwleHne OMOCUHTe3a
KOPTUKOCTEepouaoB, KOTOpPOe NO AaHHbIM HEKOTOPbIX aBTOPOB BCTpe4vaeTcs gaxe
yalle, YeM Heknaccuyeckasa popma HeagoCcTaToOHYHOCTU 21-rmapokcunassbl. P.
Schram u coaBrT. (1992) yka3biBaloT, YTO 3Ta hopma 3aboneBaHUsA 4YacTo
pacueHnBaeTCcsl Kak cneacTtBme N3bbITOYHOU CeKpeuun aHaporeHoB
(rmnepaHaporeHus) ¢ nocneayoWMM rMpcyTUM3MoM, akHe U becnrnoguem.
XapaKkTepHbIM AnA AaHHOU NaToONOrMm ABMNAETCA HU3KOPOCNOCTb, MPUYEM 4acTo y
AeBoYekK pocT Ha 5-10 cM HMXe, YeM MOXHO npeanoriaratb UCXoAas U3 pocTta Ux
poautenen. B 50% cny4yaeB BbIABAAKTCA NPU 3TOM NOSIMKUCTO3HbIE AUNYHUKU. ITU
uccnepoBaTesiv ykasbiBaroT, YTO U3 700 XXeHLWMH Npy HarIM4YuMKU B KITMUHUYECKON
KapTUHe NPU3HaKoOB U30bITKa aHaporeHoB Yy 16% npu obcnegoBaHum Obina
BbisiBfieHa Hekrnaccu4yeckasa coopma 3b-rmgpokcmcreponaHon HeaoCTaTOYHOCTU. Y
MaJribMMKOB BUPUIIU3aUnA NPOABIIAETCA B BUAe YCKOPEHHOro pocrta u yBerim4eHus
HapYy>XHbIX NOJSIOBbIX OPraHoB, TOrA4a KaK y AeBO4YeK OTMe4YaeTcAa yMepeHHas
BUpUnusauusa BcrieacTeme Toro, YTo AernapoanuaHapocTepoH oKka3biBaeT cna60e
aHAporeHHoe aenctBue.




