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Conpepxanne:

3TUOJIOTUA U MATOIeHE3
Knaccudukauns HH.
KnrHr4eckas KapTHHa.
Jrarnoctuka

Jleuenue

JlucnaHcepHoe HaOmoAeHNe



Haanoueunukosan nenocratounocts (HH) — cunapom, o0ycnossieHHbIA AehULINTOM
CHHTEe3a U CEeKPELHH KOPTH301a B KOpe HaAMO4YeYHHKOB.

ITHOJOTHA H MATOTCHES

B GonplHMHCTBE Cy4aeB (HO HE BO BceX ) NeHLMT IHKOKOPTHKOHWIOB (KOPTH30Na)
coYeTaeTca ¢ AeGHLUMTOM MHHEPATIOKOPTHKOUIOB (aNhAOCTEPOHA). [Ipy OTCYTCTBUM
3aMECTHTEbHON Tepanuy HallloYeYHUKOBasA HEIOCTATOYHOCTD ABNAETCA CMEPTEIBHO
onacHbiM 3aboneBanueM. [NalueHT, cTpagaloWMi XPOHUUECKOH NIepBHYHON
Haano4YeyHHKoBo# HemoctatouHocThio (ITHH), HyxaaeTca B MOCTOSHHON 3aMeCTHTENbHOH
TEpaNtH TIIOKOKOPTHKOUAAMH (H, B GONbUIAHCTBE CilyHaes, MUK EPATOKOPHKOM IaMH).

Xponnueckas [THH — stnonoruuecku reteporesiHoe saGonesanne. Iopaxenme
HAATNIOYEYHHKOB MOXET Pa3BUBATLCA B Pe3yJibTaTe BO3NeHCTBUS BHEUIHUX (PaKTOPOB —
KPOBOM3IHAHME (Yallle y geTeii Ao | roma), MHpexkunoHHoe (Tybepkynes), olyxonesoe
(muMdomMa, MeTacTazbl ), AAPEHATIKTOMUSA (TIPU OMYXONAX HaIOYeyHHKOB, H0Ne3HU
Kywwunra). ¥ geteii vame npuunHoi [THH sBnsiercs oaso W3 HacneaCTBEHHBIX
3aboneBaHUil, COMPOBOXKAAIOLINXCA HAPYIIEHHSM IMOpHOeH23d, IeCTPYKLMHK
HaAMOYeYHUKOB WK AepeKTaMu CTEPOHIOreHesa

Jtuonorus neppuyHod XHH

Hosonorus l len

HAC/IE/ICTBEHHBIE BAPHAHTHI

BpoxxneHHas nUcHYHKLIHA KOPB! StAR
HAATNOYe4HHUKOB (7 BApMaHTOB) CYPIIAI
t 3bICA CYP17,CYP21, CYPI1IBI, POR

AyToHMMYHHas H3onupoBaHHas HH flonuzennoe nacaedoeanue
{npedpacnorazarouiue anieIt cucmemol

HLA-DQ, HLA-DRy

AyTOUMMYHHBIH MOJMUITAKAYISPHBIH AIRE
cunapoM | tuna

AYTOMMMYHHBIH NONHUIIIAHTYIAPHBIH DRULEHHOO HICTCOCBARYUE
CUHApPOM 2 TUMa

X-cuenneHHas agpeHonekoancTpodus ALD

CeMelHbIi H30IHPOBaHHBIH VC2R MEAP, MOMY, NNT, STAR,
TJIFOKOKOPTUKOMAHBIN Ae(PULMT ALADIN




Bpoxaennas X-cuenneHHasi THnomiasus een DAX, deneyua X-xpomocomoi
HaAMOYeUHHKE

Cunzapom Onrpoysa (Tpurier A) ALADIN

Cunapom Cmurta-Jlemnn-Onrua DHCR?7

IMAGe cunaapom He uzgecmen

Cunapom Kepuca-Ceiipa ﬂe(be_l(:‘bl MUTOXOHApHaneHOM JIHK

ITPHOBPETEHHDBIE BAPHAHTHI

« JlBycTOpOHHAS apeHATIKTOMHUS Het reneTrueckoi npyupoanl

» Kposousnuasue B Hanno4euHUKH

» MeracTaTHueckoe WK ONyXONeBoe
TIopaKeHUEM HaJIIOUYE€YHUKOR
(iumdoma u p)

« Hudekunonnoe nopaxenne
HaANO4YEe4YHHUKOB (CENTUKOITHEMUS,
TyOepKynes)

Kooupoeanue no MKE — 10

E27.1 — IeperuHas HEZOCTATOYHOCTD KOPbl HAATIOUEYHHKOB;

E27.2 — AnAMCOHOB Kpu3;

E27.4 — Jlpyras v HeyTOUHEHHAs HEJOCTATOUHOCTh KOPBI HAAMIOYEYHHUKOB;
E27.8 — lpyrue yTouHeHHble HApYIHEHHS HAMOYEYHHUKOR;

£E27.9 — bonesHs HaANOYEYHHKOB HEYTOYHEHHAS.

Kaacenpukaunn

B 3aBUCUMOCTH OT YPOBHS MOPAKEHUS B CUCTEME THIIO T4, @MyC-THITODU3-HAATIOUEYHUKH,
HH 6riBaeT nepeuuHO#i, kOTOpas cOycloBIEHA NATONOTHEN CaMUX HAITTOYEUHUKOB, H
UEHTPAibHOMN - BTOPUYHOH {CBSI3aHHOM CO CHUKEHHOM CeKpeuneit
aapeHokopTHKoTponHoro romoHa (AKTI) runodusa) unn TpeTvvHON (CBA3AHHOM C
HApPYIIEHUEM CEKPELMY KOPTUKOTPONUH-puian3unr-ropmona (KPI') B runoranamyce).

Kinnuueckas kapTuna

HenoctaTouHOCTL MIOKOKOPTHKOUIOB (KOPTH30/1a)} NpOSBASETCs ¢1aboCThI0, OBICTpOH
YTOMIAEMOCTbIO, CHHXKEHHEM AMTETUTA H NOTEPel Beca. 00MODPOKaMHU, Cy10pOTraMu ¢
notepei co3HaHus. CyTopoxHEIH CHHAPOM 00YCIORNEH HU3KUM VDOBHEM TIIFOKO3bI B




KpOBH (FHHDFHHKGKMHGF‘I), Halle pa3sByUBASTCH NOCIE NJIMTEIBEHOIO HOYHOIO nNepepobiBa 8
NnpHeMax IHIIH.

HeaocTaTouHOCTh MUHEPANOKOPTUKOMACB (A1bI0CTEPOHA) NPOSIBASETCSA TOLIHOTOM,
NOBIIEHHOW MOTPEOHOCTH B COJIH, PBOTOH, IOBTOPHOMN U He [IPUHOCAILEH 0OJer4eHHs,
PUBOASILICH K 00€3BOKUBAHMIO, UTO MIPUHATO HA3bIBATh «CONLTEPSIOIMMMHE KPH3AMUY.
CUMNTOMBI OOBIYHO PE3KO YCUIIUBaKOTCH Ha GoHe npyrux 3aboneBaHuH, BEICOKOH
TEMIEePaTyphl, CTPECCOBBIX CUTYaLUH.

[ToyTn BCe CHMNTOMEI JehUIKHTa KOPTU30A H 1bTOCTEPOHA FRIAOTCS HECTEHHPUYHBIMH,
TO €CTh MOTYT ObITH IPU3HAKOM 3a00/eBaHUH IPYTHX OPraHOB U CUCTEM (OKeTyI0YHO-
KHUIEYHOTO TPaKTa, IEHTPAILHON HEPBHOHU CHCTEMBI U NID).

Haunbonee cnennduueckMMu MPOABISCHUAMH NEPBUHHONW HAATIOYEYHUKOBOH
HE/IOCTATOYHOCTH SBJISIOTCS TMIICPIIMTMEHTALMU KOXH U /UM CIM3UCTBIX Y NOBLIIICHHAs
noTpeOHOCTE B oK. YacTo OkpyKarolllde BIIepBLIe 3aMeyaroT ruaepiIurMeHTALUI0 Ha
OTKPBITBIX Y4acTKaXx Tefa (JUNo, KUCTH PYK). MakcuMaThible NPOsSBISHUS
TUNEepPIUIMeHTAIIMA OTMEYAIOTCS Ha KOXKE HAPYKHBIX MOJIOBBIX OPraHOB, MOAMBILIEYHbIX
obnacteit, KoneHel, JIOKTeH, a TAKKE NUTMEHTUPYOTC COCKH, NYNOK, IEPHAHalibHas
o0siacTh ¥ pyOLBI HAa MECTE MOBPEKAECHUA KOKU. Y HaCTKY IMLePdIMEeHTAUHA MOTYT OBITh
Ha CJIM3MCTBIX 000IOUKaX MONOCTH pTa.

[1pn ueHTpanbHbIX HhOpMax rHNOKOPTHLM3MA HHKOr1a He OhIBaeT FMIEePIHTMEHTAUHM, T.K.
ypoBeHb AKTI Bcernma Huzkuit. /nsg BropuiHON ¥ TpeTHuHON HaINOYeUHMKOBOM
HEeMOCTAaTO4YHOCTHU HE XapaKTepeH AedUUNT MHHEepaToKOPTUKOWIOR (ATbI0OCTEPOHA),
CJIEA0BATENBHO, CHMATOMOB [IOTEPU CONM Y TaKUX NauMerHToB Ee OviaeT. OcTanbHhIe
KIIMHW4ECKHE MPU3HAKH SBISOTCS OOLIMMH 18 IePBUYHON, BTOPHYHOH U TPETUYHOH
HA/IMOYEYHUKOBOH HEXOCTATOHHOCTH

JduarHoctHka

{.Kanober u anamues

A anobrr:

* CYAOPOXHBIH CHHJPOM

» THINEPNUTMEHTALUS KOXU

s TIPUCTYIILI TUIIOTTIUKEMHKHU (MIOTEPS CO3HAHUS, JPOH b, NOTOOT/AENEHHE)

« TIOCTOAHHAS CNadoOCThb

» TOBBIUEHHAS YTOMAEMOCTh

+ CHMDXKEHME alleTuTa, NoTeps Beca

« [OBTOpHas PBOTa, TOUIHOTA, AHApes HA poHe 3200/eBaHt, BLICOKOH TEMITEPATYPhI,
cTpecca

s THra K cofieHo# muiie

ﬂaHHBIe aHaMHeE3a



+ Hanuuue y nauneHTa 3a601eBaHHs, OMHUM H3 KOMIIOHEHTOR KOTOPOTO MOXET ObITb
HaINO4eYHHKOBAs HeJOCTATOUHOCTh

+ Hannume 6113KHX POACTBEHHUKOB, CTPANAIOIKX HACEICTBEHHBIMU (OPMAMH
XPOHHUYECKOH HaAIIOYeHHHKOBOH HEAOCTATOYHOCTH

[TaunenTsl 6€3 KaKUX-THOO0 KIMHHUECKHX 1Iposiaiesini, L, 50 ineronie sadosieBaHue,
KOMIIOHEHTOM KOTOoporo MoxeT ObiTb XHH, a Takske poacTBeHHIKOB ¢ HaCIe ACTBEHHOM
dopmoit XHH cneayeT OTHOCHTB B rpYNOy BLICOXOro pHeka ¢ passiTrio HE. B Takom
clydae HeOOXOIUMO PeHeTHYECKOe KOHCYIBTHPOBaNe, cleludieckoe odcne10BaHue,
BKJIIOUYAIOLLHE NeHETUYECKYIO AMArHOCTUKY /MY NPOBEISHHE YTOYHSIOIENR AUarHOCTHKH
Ha Halinuue ckpoiToll cybknrHyyeckon XHH.

OnpeneneHne KOHKpeTHOH HO30MOTHYECKOH DOPMBI 1A IN0UeYHUKOROH HETOCTATOUHOCTH
NO3BOJAET NMPeACKa3biBaTh TeHEHHE 3a00NIeBaAHUS. BENOSTHOCTE NOARBIEHUS NATOJIOTUH
OpYTHX OPraHOB H CHCTEM H ONpeAessTh TAKTUKY JeueHus NauHdeHTa. Y cTaHoBleHue
reHeTHYECKOro JedeKTa NP HACIeACTBCHHBIX (DODMaX PHUNCKCPTHLHNIMA NaeT
BO3MOXXHOCTb ONPEAeIHTh PUCK poXIAeHHs OONBHBIX feTell 8B cembe NMauMsHTa, MPOBOIUTh
NpeHaTalbHYIO AUArHOCTHKY, @ B HEKOTOPBIX CIyuasy ¢ MpeHaTal»HIe Jetedye Ioja.

2. Qusuxanvusiti ocmomp

an OCMOTpPE JHATHOCTHYECKOE 3HAYCHUE UMEHKIT CACAYOWHE CHMUTOMBIL

s THIEPNUIMEHTAUUs KOXKHBIX TOKPOBOB U CIIM3UCTBIX (TOKajibdas WKW 1HQdy3HAs);
» OAeJHOCTb UK CePOBATBHIH OTTEHOK KOWKU:

+ Hu3koe AJl;

e JehUUUT Macchl TeAA UAKM pe3Kas [10Teps 304,

Hy oZHO W3 KIMHWYECKHX NMPOSBICHUI] HE ABILETCH CIPCIO ClEeLn{pHIeC M KPUTEpHEM
anardoctukd XHH H tpebyer nabopaTopHOrc noarsepkieHus.

3. Jlabopamopnas ouaznocmuxa

« Ha nepsom stane obcine10Banis PEKOMEN Ty CTCS ITSOAHAIITIPOBATE CIEAYOLIHE
NabopaTopHble MOKa3aTeiu:

VYpoeeHb KOpTH30a B chiBopoTKe (B 8.00)

Yposeub AKTI B nnasme kposu (B 8.00)

['mr0K03a B CBHIBOPOTKE KpOBH

YpoBeHb Kallus B CbIBOPOTKE KPOBH

YpoBeHb HaTpUs B CHIBOPOTKE KPOBH

PeHUH B nna3Me KpoBH (AKTABHOCTL PCHILHA T12a3Mb1)

-l

3abop KpOBH A TOPMOHANbHEIX HCCIed0BaHMN Npoizeo 1 yrpon 8 8-9.00 Hatolak. B
YCJIOBUAX CTalldOHapa 3abop Kposu A4 w3meperns payniia, AFH npoousT nexa, nocne
HOYHOTIO CHa MaLUUEeHT He T0JKeH IIPUHHMATE BePTUKAIBHOE MONMKEHUE 10 MOMEHTA
3a0opa KPOBH KM JIekKaTb B TEUSHHe 2X 4aceB iieped Tpoieaypoi 3abopa kposu. [1pu



HEBO3MOXHOCTH 3&60])& KpOBH JICHKA NPHMEHAIOTCA NPYTUe HOPMATHBEI A4 OLUEHKH
TTOKAa3aTeid pCHHHA.

PeKOMEHIOBAHO MEPBBIM AHATHOCTUYECKHM LLATOM OMNpEIesuTh yPOBeHE 0a3a1BbHOIO
koprusona u AKTI B kposmu.

KpoBsb 1514 uccnegoBaHus Heo6xoaumo 3abupate paHo vrpom B 6.00-9.00 yacos, 4To
COOTBETCTBYET (PU3UOJIOTHUECKOMY NHKY CEKPELUMH IHOKOKOPTHKOH OB,

OnHOBpEMEHHO ¢ HU3KUM YPOBHEM KOPTH30J1a IIpY NEPBHYHON HaANOYEYHHKOBOH
HeIOCTAaTOYHOCTH onpeaensercs Boicokui ypoBeHb AKTI B nnasme 1o nccnenosanmne
TpebyeT OT Bpaua coboaeHus npasuil 3abopa KkpoBU: Bpemsa 3ab0pa B8 paHHUE YTPEHHHE
4aChl, OCYImECTRIsETCS 3a60p B XonoaHy10 npobupky ¢ 3/(TA, noofinpka nomkHa ObITh
J0CTaBleHa B 1abopaTopHIO IS UCCNENOBAHUS B TeYeHUE HECKOIBXIX HacoB. I1pu
3HAUMHTENbHO NMOBbILIEHHOM YpoBHe AKTL (Donee 150 110'Mil) ¥l ypoBHE KOPTH30Jia MEHEe
500 HMOJIB/N IMArHO3 MEPBUYHOMN HAlTIOU@YHHUKOBOH HETOCTATOUHGCTH MOKET OBITh
YCTaHOBIIEH.

OueHka ypoBHSA 0a3anbHOI0 KOPTH30J1a.

Koptu3zon (HMmonw/n) | BeposatHocte adarHoza HH |

MeHeel S0 Beposarna HH

150 - 500 Comunrtensia HH

bonee 500 sMmone/n Uckntouaercs HH

o Tlpu BepOATHBIX U COMHUTENBHBIX PE3YIBTATAX YPOBHI KODTH30Ja PEKOMEHI0BAHO
NpoBeJEHHE TUATHOCTHYECKUX ITpod

Ecnu nanuesT nonyvaer Tepanuio rOKOKOPTHKOULAMY, TO UCC1€/1NBAHHE YPOBHS
6aszansHoro koptusona U AKTI He moctoBepHo. B Takom cnyyae nepexonst B I srany
JAUATHOCTUKH € MIOMOLLBIO CTUMYIALHOHHEIX NPOD.

Ipn yposae AKTI menee 150 nr/mia v ypoHe KopTH30:1a Meree 300 HMoub/11, TpedyeTcs
JONOJIHUTENBHBIH CTAMYIALIMOHHBIN TECT ¢ CHHAKTEHOM

Anroput™ nposeaeHud npobul ¢ AKTI xoporkoro peiicrsua:

HUcxoaHo Geperca kpoBb 14 ONpeeeHHsd KOopTH3oJa, Nocie 4eio 8/B BBOAUTCA 250 MKT
TeTpako3akThaa (cuHTeTHYecKHil ananor AKTI ) & 5 Ma GU3A01I0THYETKOrC pacTBopa,
NPOACIKUTENLHOCTD HHGY3HU coctaBaser 2 mMuk 3ares yepes 30 u 60 mun 6epyT KpoBb
I8 IOBTOPHOTO ONpeAeNneHns KOpTH30a.

B HopMe ypoBeHb KOpTH30/la Ha CTUMY IS LMY fipessiuiaet 500 urmonn/a. [Ipn nepsuuHoM
HAAMOYEYHHKOBON HEJOCTATOYHOCTH PEAKHUS HA CTUMYIFIUIO CTOYTCTRYET HIH CHHXKEHa,
o/ tbeM KOpTH30ia MeHbilie S00 umons/n [BI1.



[pu orcyrcTBur npenapatoB AKTI kopoTKoro gefcTBus BO3MOXKHO IPOBEAEHHE
anajornvHoi npobst ¢ npenapatom AK'TI npononruposannoro jencreus (CMRaKTeH-
aeno). [ocne 8/M BBenenus 1mu Cunaxrtena (1 mMr) kpose j1s ofipe/ieNeHns KOpTH30I1a
OepeTtcs depe3 10-12 u 24 yaca. Pe3ysibTatel oleryBatoTes anainrnado tecty ¢ AKTT
KOPOTKOro IeUCTBUS.

Beibpoc koptusona B otBeT Ha BBeneHne AKTT Gonee 500 umoas/n nosgonset
OJHO3HAYHO HCKIIOYHTD MEPBUYHYIO HAMOUEUHUKORVH) HEAOCTATOMHOCTh, OJIHAKO, HE
UCKJIIOYAET BEPOATHOCTH BTOPHUHON HANMOUEUHEKOBOW HENOCTATOUHOCTH, JLs
JHArHOCTUKH LIEHTPAMBHOIO MMNOKOPTALIA3ZMA HCITOAB3VIOTCS TECT ¢ HHCYJIUHOM, TECT C
METHPANOHOM U CTUMYJSILMOHHAS Npoba ¢ KOPTUKOTPONHH-PY TU3HHI-TOPMOHOM.

OTtcyTcTBHE aeKBAaTHOTO BbIOpoca kopThiona (0os1ee 500 HM01b/.1) B OTBET HA BREICHHE
AKTI mMoxeT TaKkke HaONMIOAATECH M Y NALMEHTOR € BPOAASHHLIMI (DODMAMII
LEeHTPANbHOIO FHIOKOPTHUN3MA, NIPH 3TOM Daszanbhiid viokeHs AKX LT OyaeT HopManbHbIM
MM CHUKEHHBIM.

« Onpenenenue MeTabONUTOB CTEDOUIOICHEZA B CYTOUHGH Move (1 7-
OKCUKOPTHUKOCTEPOHIOB) He SIBASKCTCH MAGONV T HEREI | 118 DeKOMEH, [yeTCs s
Auarnoctuxyd HH.

HccnenoBanue yposHs CBOOORHOTO KOPTU30JIa B CIICHE N CYTOYHOH MOYE TaKKe MOXET
npumeHaTbes s adarioctuky HEL n B otaeqsusnt ciysasgx nveet psaa TEXHUYECKHX
NpeUMMYLIECTB (HanprUMeEp, HEUBA3KBHOCTE PH 3200 ) MaTCpHaaz).

+ PexoMenaoBaHO MPOBOJAXUTE UCCICTOBAHHE YPOBHSA Kailk&, HATPHUA, pEHUHA, KOTOPBIC
ABIAKOTCA OCHOBHBIMH INMOKA3ZaATEINAMY. HaJlM 1115 Mnepa.rlmcommconﬂﬂoﬁ
HCAOCTATOYHOCTH.

JlabopaTopHbIM HOATBEPKAECHUEM MUHEPAIOKODTUKOMITHON HE0CTATOYHOCTH ABAAIOTCH
JIEKTPONUTHBIE HAPYWIEHUS — THITOHATPUEMU S, [ RICPILIEE MM U A3HHBIE TOPMOBATBHBIX
UCCJIENOBAHU — MOBBINIEHUE AKTUBHOCTH PEHVEA TLA3 { PR ).

B HeKOTOpBIX Clyuasx Ui UCKIFOUEHU MEHEPATOKOPTUXOWIHOT0 jJehrLUTa I0KAa3aHO
npoeeaeHRe Npobbl ¢ hypoceMUaoM. JlaiHas Npota GoHOBAEA Ka 1OM, YT0 B HOPME
THIMOBOJIEMUS, BBI3BAHHAA (YPOCEMUAOM. CTUMYTUDYET CEKPElNtD ANbA0CTENOHA. Y
MAalKEHTOB ¢ AePUIUTOM MUHEPATOKOPTUKOUIOB 2IeKBATHOTO BhiDNOCA allbIOCTEPOHA HE
npoucxoxut. OaHAKO, B Halllel MpaKTHKe 372 Npoba He vMeeT WHDOKOro MPAMEHEHU U He
PEKOMEHIYETCH PYTHMHHO JUIS UCKIIOMEHUS MALHE /000 THAS M 0TS AedULATA.

4. Hnempymenmansuasn ouaznocmuxa

Creunduieckoil HHCTPYMEHTAIBHON OMArHOCTHK He PAspa00 Talio.

5. Huibdbepenyuanvnas duacrnocmuxa

JUia Toro, 4ro onpeaennTh HO30IOrHUecKy 0 Gopmy XHii, He0OX0/1MMO OLEHNTh:



Bo3pact manudectauum HaaAfn09eUHUKORBON HEA00TaTOHHOCT U

Hanuuue riiioKOKOPTHKOHAHOTO U MHHEPalOKOPTUKOMIHOTO KOMIIOHEHTOB
CeMeliHBIN aHaMHE3

Hannune apyrux KIHHHYECKUX KOMITOHEHTOB

el

[Ipy OTCYTCTBHM JOMOAHATEILHBIX KIMHHUSCK % KOMIIOHEH TOE, {2 TOPIe NO3BOJISIOT
npeanonoxuts stuonorydo XHH, seobxoanmo.

1. Bcem Mansuukam ¢ nebrotom XHH 8 Bo3pacte tiocne Tpex jeT NIpOBECTH
uceneposanne OJLDKK (oyeds ZnHHHOUETOYCHHBIX KHPHLIX KUCTOT) JUIS
HCKMOUeHHa X-CUemeHHoH anpeaonefiko1cinog il

2. IMaunenTtam oboero nona ¢ AebroTom 3a00eBania 1} BO3PAcTe 10CNE TPEX JieT
NPOBECTH UCCIIEA0BAHUE aHTUTET K 2| -THIpOKCILTAzE.

3. IlpoBecTu reHeTHYECKUE UCCIEOBAHMS Luin b3 1eH1 MY TalluH B H3BSCTHBIX

reHaX, OTBETCTBEHHBIX 3a PA3BUTHE HALITOHCHHKKOA0H HIAUCTATOUHOCTH,
Jleyenne
OcrosHvie yeau aevenus ITHH:

1. [MopoGpath peXUM M J03bl HPENAPATOR [IHOKOKOPTHRONACE 12K, 4TOOLI OHU
MaKCHMAJILHO COOTBETCTBOBATH QH3MONOTHUECKOMY ¥ UMPKAZHOMY PHTMY
KOpPTH30J1a

2. HNabexaThb pa3BUTUS aAPEHATOBOTO Kpi3a

3. HUs0exaTh XpOHHYESCKOH IEPeAO3NPOBKY U €2 CT/IaIeHHEBIY H2KEHZaTEeNbHbIX
3¢ dekToB (0CTEONOPO3, NOBBLILUEHNE KAD AHORACKYISIPHLIX PHCKOB, Me1adoOIHYeCKUH
CHHIpOM)

4. YIydlluTh KA4ECTBO )KU3HM NAllHeHTa, 0DEeCNEH R €10 NCHXOCOUHAIbHYIO
aJanTauuio

« PexoMmenposaHo NPOBOANTL TEPATILIO I D I THOHOAL

w . 2
I'uapoxopTH3oH 8 - 10 Mr/mM7/cyT, 3x-kpatHbiil nyvam: Koprison - anerat 10-12 Mr/M/cyT
3x kpaTHblii npHem; [Ipeannzonod 2-3 Mr/M/cyT, (GpUMEHATE BOIMOXHO TIPH
UHANBHAYAIBHBIX OCOOEHHOCTAX, HO HEWETATENLHO, 2X-KDa THEIY NPHEM

IIpu npUcoeIHHEHHU UHTEPKYPPEHTHLIX 3800/€ B L, CTPECCE (IICHXONOTHIECKHE HITH
TSXENble PUIMHECKUE HAPPY3KU ) YBENUHUBATE 03V FAIOKOKONTUKOUIOR B 2-3 paza Ha
BpeMs OcTpoH (a3l 3adoneBaHns UM MOMEHT 802Acic Bus cToecca. B nannHedleM
pexoMeHayeTcs BO3BPAaT K 00BIMHON 3aMeCcTHTE 5HOM T03¢. KOTOPVIO NAUUeHT TPHHEMAI
A0 Done3ny,

» PexoMeHzoBaHo MpoBOIMTE 06}“1&‘}1}18 1L ACHTE I COMDLEH



Kniouesyio ponb B newennr HH urpaer obyuenue nanpenTa u ero poauTenel (nm
OMEKYHOB) OCHOBHBIM MPHHLIMIMAM 3aMECTHTEABHCH Tepan iy, NOBE IeHHA B HeOOBIYHON N
OCTPOW CHUTYyauHH.

OcHOBHbIE NIPaBHJIA, KOTOPbIE NOJDKEH 3HATh KAXK/bA MALMERT (MK POANTENS), & TAKKE
OnuxaiLiee ero oOKpyXeHue:

» YBenuuUBaTh O3y KopTeda B 2-3 pasa B CTPeccusoH CHIYaUHN, NIPH
MHQEKIUOHHBIX 3800NeBaHUAX C TEMIIEPATY PO bbillle 33

« HMeTh B nOMalIHel U NOXOARONA anTeuce HAGCE PKCTPEHROE DOMOLIN ~
FUAPOKOPTHIOH U1 B/M (MK B/BR) BBeeHHs. Y METh INALHEHTY WIH
CONPOBOXKAAIOLIEMY JTHLY B cavyae HeoOXOIMMOTT 4 { peioe VXY IIENHE COCTOAHHS,
PBOTA, MOTEPA COBHAHMUS, CYAOPOIH) CaMOCTORT21bH0 C/i¢1 s B/M HHBEKUHIO 10
npye3aa MEANLNHCKOH OMOILIK.

Bcem nauuenTam ¢ HH pexomenayerces nowmene fpaciiera ¢ yRI32HReM UMEHH,
HEOOXOAMMOCTH NMOCTOSHHON TEPAMKH NIFOKC- 1 MU 42N TON I KOV 0B K peKOMeHJalUugX
110 OKA3aHHKIO 3KCTPEHHON MEIUIMHCKOMN LOMCLY, Teie, UhE 40 82PCHHOTO JIHLA.

. ﬂ.l'lil JICMEHHA OCTPOro aApPeHaAIOBOIo KPH I DEROMCHANEAHO]

BBeneHnne rHOpOKOPTH30Ha 25 — 5O Mr 2oy (CarMOCT0sTenLE0, A0 MOCHATATH3ALHH )
Beenenune rugpokoptHsoHa 100 Mr/v(?2) - Cosnoc
Nudysuu NaCl 0,9% + rmokosza 5-10% 450-500 m/m(2) - 1 vac, 3aTteM 2-3
amM(2)/cyr :

o Hudysnonnas tepanus ¢ ruapoxoptrzorcy 100 - 200 a5 /ey T, B/B KanenpHo — 1-2
CYTKH

o KOHTponb ypoBHA Kanus, HaTpus, raxoss, A, HOC - cazciste 2 Yaca

o HopManusaums cocTosHus, Kaius, HaTpus

o Tepexoi Ha B/M BBEAGHHE MMAPOKOPTH3OHA € HOC TCNEHEBIL CHUMAKEHHUEM H
nepexoioM Ha MepopaiibHbie Npernapa’ bl

o Ha3HaueHUe KopTHHE( DA NPH 03€ THAPOKOP THIGHE <50 Aoy

JAucnancepHoe HaGOAeHHE
Habnronenue 3a maunerTom ¢ [THH

1. KoHTpons afiekBaTHOCTH 3aMECTUTENBHOI Tepanith | pa3 © O vecsiuen BKIIOYAeT B
cebs

» HCCIENOBAaHUE Kanus, HaTpuUs!

e aKTHUBHOCTH peHHHA mna3Mel (APII)

s OCMOTp 3HIOKpHHOJOra ! pas B 6 Mecsues ¢ ¢ 1Kol aunavilkd pocTa u seca, All,
K00, aHAM30M MPHYUH OCTPLIX COCTOSHNE (eci1ii TaKoBRle OBINY 32 MPOLIEIIINH
MEepHOJ ¢ MOMEHTA NpeabIayero ocmMotpa) Bl



2. Obcnenosanue ¢ ydyeroM nNpHuuHbl [IHH 1 BelsiBiaeHms HOBLIX KOMIIOHEHTOB
CUHJPOMA MJIH KOPPEKUMH Y€ HAZHAYCHHOW TEPATIN JIOI0THUTEAbHBIX
KOMIOHEHTOB COBMECTHO ¢ APYTHMH CIICUNAHCTAM Y

ITpumepsi:

« [Ilpn X-cuennenHo# aagpeHoneitkonncrpoini: MPT roaopucro moira | pazB 6
MECALEeB, KOHCYJAbTAUUS CleuanycTa-nenpeiiora — | pas s o Mecdles

o [lpn ayTOMMMYHHBIX NOJUTNMAHAYISPHBIX CHHAPOMAX WTH H30JMPOBAHHOM
ayroummyHnnoi [THH: uccnenosanue kanblivs noHu3uposanHoro, docdopa, TTT,
cBT4, AnT, AcT, moko3a, KIMHKYECKU I aHATTT KDOBK, 4 TAKKe — APy rue
UCCJIE0BAHUS - JI0 TIOKA3AHHUAM.

o [llpn nedexrax rena DAX-1: KOHTPOAb AWlEanii: 1T0LGBOLG LASBUTHR A
CBOEBPEMEHHOTO HA3HAYEHHUA 3aMECTHTEIbHOA TepaniH (1010BbiMK CTEPOHAAMH.

[MauneHTHl ¢ peAKHMU HACIEACTBEHHBIMA BapuaiTam: [ THI romxnnl qabarozarses He
TOJIBKO N0 MECTY XHUTENALCTBA, HO K B CHEUHATNIPOSaHLIX ME HLLRCKIX LEHTpaX,
MMEIOLLIUX OIbIT HAOMIOACHWS 32 NAUMSHTaM!T ¢ pe el SHA0RDHRIOH 1210501 HeH,

i

PexoMeHauuy no KOppeKUHUU Tepanuy nauyeHTaM ¢ XHrl KOTopriM MIaHUpyeTes
XUPYPrU4eCKOe BMEHIATENIbCTBO (CXEMBbl TEParinml.

K MoMeHTY 3annaHMpOBaHHOTO XUPYPTHHECKO! ( [ UL PELetion AC.TAKCH HMETD
KJIUHUKO-Ta00PaTOPHYIO KOMIIEHCALMED 110 MJIKIC- U MidH@PATOKOP TAKCAUAM.,

[.  ManonaBa3zuBHbIe NPOileAYPb] (CTOMATONOIHUIECKHE 1pOLe1yps]l MeHee | Yaca,
AKArHOCTHYECKHUE — OUOMNCHS KOXKYU U /iP), 2 TAKIE CTPeCCenLie CHTYdlLuH
(3K3aMeHBl, ONMUMITUEAL]I U 1))

Jlo3a xopreda yBenuunuBaeTcs B 2 pasza 3a 2 4aca 10 NPpoieLyphl 0JHOKPATHO, 103a
xKopTHHEQ A He MeEHsSETCS

II. «Maable» BMeIIATEALCTBA (ZHMATHOCTHNCCKITE NPOLEIVEL, 8 T4,
KOJTOHOCKONUA, IKCTPARLUA 3Y00E # IPYVIHE CTOMATC 0T YeCKHE (dponelypbl
NPOAGIKHTEILHOCTLIO OoJtee 1 aaca)

JeHs nepe BMeLIaTeNnbCTBOM — Gasuchas a1c2a vor teda u voprinaedda

YTpom nepen BMEIIATENbCTBOM — CYCTICH3US ['HAPUKODTHIVHE (Lo iy-KOPTed ) IIpH Bece 10
15 kr— 12,5 Mr, fipu Bece Hosee 15 Kr - 25 Mr (25mr/wi( 2)) Wi «iBOARas» 1032 Kopreda

[Tocne BMeLIaTEIbCTRA — NPH BOIMOXHOCTH HHTELRAT6HOTO NHTAKUA — TabneTHpOoBaHHBIE
npenapaThl — KopTed B YABOCHHON [0se, KopThucG(] 2 nrexwp2il To7e, KOHTPOJb Kalus,
HaTpPHs, JIFOKO36L.

Ha cnenyrowuii neHs - Bo3spalileHe k¥ CasucHoi 1038

HI.  Xupypruueckoe JedeHHe ¢ YHAOTPAXEATHHBIM HADKOI0M (epeaHel c10XKHOCTH)



(X0/IEUHCTIKTOMHSA, THCTEPIKTOMMUS, ONEPAIIH HA HAPYANLIX FeMHTAIHAX H AP)
o [env nepeo onepayueii:

BeuepHas 103a yBeIUYHBaeTcd B 2 pasza. B ciryuae HeBo3MOKYOCTY 1€POPaibHOTO IPHEMA
— BHYTPHMBILIEYHOE BBEIEHHE THIPOKOPTH3OHZ (conv-ronTeda’ 13 pacucTa: 1214 00 15 Kr
— 12,5 mr, 6onee 15 kr — 25 mr (25 mr/m(2))

« B odenv onepayuu:
YTpo — rnapokopTH30H {cony-kopTed) /v 12.5 - 25
« Bo Bpems onepaunun

BHyTpHBEHHO KanenbHO B TeYeHHe onepautiy — SOMr/m(2) v 25 Mr ang aeted no 15 kr,
50 Mr ang geteii nocne 15 xr (CkopocTh BBeIeHHe ~ Ha ccRoB2HaM All)

» [locne onepauuu - — THAPOKOPTU3OH (comy-kopTed ) B/M 12,5 - 25 Mr (25 Mr/m(2)) —
Kaxsle 6 4acoB, NpU MIOXOM CaMOUYBCTBUU, Hu3KoM Al 103y BO3MOXKHO
yBeau4UTh Ha 50-100%. KOHTpons Kaiks, narpud, SI0Kest.

o 1u denv nocae onepayuu: TIpn oTCYTCTRUN OCHOKHEHIN, OTCYTCTBAH PBOTHI —
nepexon Ha TabJaeTHpOBaHHbIE penapaThl B yBeNH4YSHHOM B 2-3 pa3a j03e oT
6azoBoii: kopTed (3 pa3a B AeHb), KOPTHHEPD B OCLISRON 103¢

o Co 2 ro gHA Np¥ OTCYTCTBUU OCMGKHEHNH NOCI2LEHNOC CHIUKERWE 403l KO
CTAHJAPTHOMN N03bt B TEUEHkKE 3-5 jIrcH

IV. Xupypraueckoe jiedeHHe ¢ FIHIOTPIXEANLELIN IADREION {THIRCIEIE)
(KapauOXUpPYpTrHYSCKUE BMEUIATENBCTRA, ONEPAUNH Ha Fi2 21k, H2 TONORHOM MOAITe,

KOJIOHOKTOMHA H ,[lp)

HeHb f0 onepauuy — ABOHHas 4033 KOpTeda. Bedepom — Z5-50 M D APOKOPTH30HA (COTY-
KopTeda)

B ness onepaupmu — 100-200 mr (150 Mr /m{2}) rampo. oprusoina 2 o Tan (25 -50 ME KaKIaBIe
6 yacoB)

11 mens nocne onepauud — 100 mMr B cyTKit B/M (Mitk 100-150 1 Ha M iloMadl
MoBepXHOCTH Tena) (25-50 Mr kaxcasie 6 Yacor)

Janee - B 3aBHCUMOCTH OT BO3MOKHOCTH 3HTEPA s 2000 i tanwst. Hpk ¢I1Cy 1CTaUuM
OCJIOXHEHHI — BEPHYTHCA K 0a3MCHOM 3aMECTHTE ILHOM Tepanyi B T@UEHHe 5-7 THeH



Hcnoabzyeman i cepavypa:

. Duaokpunonorus. / [loa pen. H. Jlasuna. — 2-e u3zn. Jlep. ¢ anrn. — M.: [Ipakruka,
2019, —C. 183—191,271. — 1128 ¢. — 10000 »x3. — [SBN 5-89816-018-3

. CrnipaBOYHMK MO KIMHUYECKO#M 3HAOKpHHOAo kY / o pen. Xonoaosok E. A — 1-e
u3ld, — Munck: «benapyco», 2018, — C. 22, -— 5.0 c. — 10000 k3. — ISBN 985-
01-0031-1

. 17?7 Manas suumknoneaus ppaya-sujoxpuiosora / Hloa pea. A. C. Edgumosa. — 1-
e uza. — K.: Meaknura, ACI JAra, Kikes., ZC17. — €. 38-42, — 360 ¢. —
(«BbubnroTeuKa MPaKTUKYIOILETO Bpayda» ;. —- 5000 sxr - - 15BN 966-7013-23-5

. Heotnoxuas MeauIMHckas nomouds: [lep. ¢ anrin /7 Lioa pes. o 3. TuaTunanim,
P.J1. Kpoyma, 3. Pyusa. — M.: Menuuuua, 2017

. Buyrtpennue 6one3nu Equcees, 2015 1.



DenepansHoE rocynapeTBeHHoe O10KeTHOE 06pa3oBaTensHOe yupekICHHE BRICLIEro 00pa3oBaHus
"KpacHosipckni rocy1apcTBEHHSIN MEANITHHCKIN YHUBEPCHTET HMeHH npodeccopa B.O®. Boino-Sceneuxoro”
MunncTepersa 3apasooxpadenus Pocculickoit ®enepanuu

Kadeapa rocnuraibHoH TepanHnHa H HMMYHOJIOTHH ¢ Kypcom 1O

Penenszus K.M.H. J0UeHTa Kadepbl rOCIMTAILHOH TePATIHH H HMMYH0a0THH ¢ Kypeom [10, OceTrposoi
HaTtane#u bopucoBHbi Ha pedepaT opaAHHATOPA BTOPOro rona 00Y4eHHR CAeUHAILHOCTH
«InaokpunoJornm» JdauswnHol Kcennn Anexcanaposusl no reme: «[lepBHyvHAA HANMOYEYHHKOBAN
HEJI0CTATOYHOCTE»,

Peuensus Ha pedepar — 370 KpHTHYECKHH OT3BIB 0 NPOBEIEHHOMN CaMOCTOSTCIBHON padoTe OpIHHATOPA ¢
JATEPATYPOH 1O BLIOPaHHOH CIELHANEHOCTH 00yUeHHS, BKIIIOUAIOIMA AHATH3 CTEeHk PACKPLITHS BhIOpanHOH
TEMATHKH, TIEPEYHCICHHC BO3MOKHBIX HEIOUETOB H PEKOMEHIAIHY 10 OLEHKE. (3HAKOMHBLUIHCH ¢ pedepaToM,
npenoaaBartelib YOeXKIAETCH B TOM, UTO OPANHATOP BAAACET ONUCAHHBIM MAaTEPHAIOM, YMEET €r0 aHaIH3HpOBaTh
1 ¢nocobeH apryMeRTHPOBAHHO 3aIIULIATE CBOK TOUKY 3peHnd. Hanwcanne pedepata npoussoaurcs B
NPOM3BONLHOH POPME, OJJHAKO, ABTOP J0JKEH MPUACPKHBATLCS ONPEACICHHBIX HErMIaCHEIX TpeGOBaHHi Mo
copepxanno. [lng Oonpiere ynobcTsa, 3KOHOMUM BPEMEHH U MOBBILEHHS HEI IMIHICTH KauecTBa padoT, HaMH
ObUIN BBEAEHE! CTaH1apTU3NPOBAHHBIE KPUTEPHY OLEHKH pedepaton.

OcHoBHbBIE OLIEHOUHBIE KPUTEPHY:

OueHOYHBIA KpUTEpPUIA MNonowMrenbHblis foTpuLaTeabHbIA

. CTpYKTYpUpOBaHHOCTL . O
. Hanuune opdorpaduuecknx owmbox - ___i <}
. CooTBeTCTBME TEHCTa pedepaTa ero Teme [ -
. Bnagernne TepmuHonornen T

. NMonnoTa K rnyﬁnHa PaCKpPbITHA QCHOBHBIX NOHATUIA TEMbI |

. NorMyHOCTL foKazaTenbHoM Gasbl | i

. YmeHwne ApPryMeHTUPOBaTeL OCHOBHbLIE NOAOMEHWA U BbIBOAbI

5 prr UCNONb3IOBAHWA M3BECTHLIX HAYYHbIX WCTOYHWKOB -+

WS Col~|@h|n | & WM =

. ¥YmeHue cgenath 0Bwnii BsiBog,

Hrorosas ouleHKa: NoJ0KHTENLHAS / OTPHUATEILHAS
KoMmeHTapMH pelteH3eHTA:

Hara:

Moamuck penensenta: 7 F v

[Moanucs, opawuaTopa: Ly



