AQopeHoreHUTanbHbIN
CUHAOPOM
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AJpPEHOTEHUTANBbHBIA CUHAPOM Kox o MKB 10: E
25.0

BpoxneHHas BUPHIN3UPYIOIIAS THIIEPILIA3Us KOPHI
HaJIMOYEYHUKOB - TCHETUYECKH 00yCI0BICHHOE 3a00IeBaHue, B
OCHOBE Pa3BUTHUSI KOTOPOTO JICKHUT HEITOIHOICHHOCTD
(epMEHTHBIX CUCTEM B KOPE HAATIOUCUYHHUKOB, HEJIOCTAaTOYHAS
IPOAYKIIHS KOPTH30J1a U MOBBIIMICHHAS - 1 7-KETOCTEpOUI0B,
00J1a1ar0IIuX aHAPOTeHHBIMHM CBOMCTBaAMHU. 3a00JIeBaHUE
BCTpPEUACTCA Y JUII 000€ero moJa.

NMonynauyuoHHasa YactoTta. 1:5000 HOBOPOXOEHHLIX.




I'eHeTnYeckasi XapaKTePUCTHKA

AI'C otHOCHTCS K TpyIie 3a00J€BaHUM, MOJIEKAIINUX MPOCEUBAsT TUATHOCTUKE Y
HOBOPOXJICHHBIX. [ €H cTepouni-2 1 -ruipoKCuiaspl JOKAIM30BaH B KOPOTKOM ILIEUE
xpomocoMbl 6 (6p21.3). OH sBiIsieTcst yacThio reHa nuroxpoma P450. Ero
MyTaHTHasi (h)opMa BBI3BIBAET HEJOCTATOUYHOCTD 2 1-rugpokcunasbl. Tspkenast
cuibBTpatHa popma AI'C accoruupyercst ¢ anturenamu cucremsl HLA: A3,
BW47, DR7. OTHOCHUTCS K TpYIINe HACIEACTBEHHBIX HAPYIICHUN OMOCUHTE3A
CTEPOUIHBIX TOPMOHOB. M3BECTHO 5 BUIOB HACIIEICTBEHHBIX JI€(PUIIUTOB
(epMEeHTOB, 00ECIIEUNBAIOIIUX CUHTE3 CTEPOUIOB (2 1-ruapoKcuiasbl, X0IeCTepol
I€CMOIa3bl, 3-T-THAPOKCH-CTEPpOUIIETUAPOreHasa, 11-P-rugpokcunassl, 17-a-
ruapokcuiasbl). Bee BapuanThl HacneaytoTest no AP tunom. Hanbonee
pacnpocTtpanerHas ¢opma (90% ot Bcex ciydaeB) - 1eUIUT 2 1 -TUAPOKCHUIIA3EI.
M3BECTHBI J1BA KJIACCUYECKUX KIMHUYECKUX BapUAHTa 3TOM OOJIE3HU - CUIILBTPATHA
U TIpocTas BupuibHa popMmsbl. JIBa Ipyrux (HEKJIACCUYECKUX) BAPUAHTHI
HA3BIBAIOTCS MO3HEH (HEKJIACCUYECKO#) U JaTEHTHOM (0€CCUMITOMHOM )
dopmamu. 3aboseBaHue 00yCIOBICHO TEM, YTO HapyIlIeH mpoiecc 21-
TUJIPOKCUIIMPOBAHUS U 1 7-TUIPOKCUTIPOTECTEPOHA HE MpeBpamaercs B 11-
J€30KCUKOPII30IL.




CunbBTpaTHa popMa xapakTepu3yeTcs MOJHBIM AehUuTOM PepMeHTa u
MPOSIBJISIETCS] B HAPYIICHUHU COJIEBOTO 0OMeHa (AeDUITUT MUHEPATIOKOPTUKOUIOB).
B nmaronornyecknit mpouecc BOBICUYEHA PEHUH-AIbA0CTEPOHOBOU CUCTEMBL. C
IIEPBBIX THEU KU3HU - CPBITUBAHUE, PBOTA, CUMIITOMBI HEIOCTATOYHOCTH
nepudepruueckoro KpoBoOOpaIleHus, COHJIUBOCTh, IOTEPSI MACCHI Tea.
O0e3B0KMBAHUE BHI3BIBAECT MOBBIIICHHYIO KXY, UTO MPOSIBIIACTCA AKTUBHBIM
COCaHUEM. bUOXMMUUYECKOE UCCIEI0BAHUE KPOBU: TUIIEPKAIIUEMUS],
TUIIOHATPUEMUS, ALIUI03.

Ipocrass BUpUIbHA popMa XapaKTEPU3yETCs MPOrPECCUPYIOLIEH
BUPWJIN3ALUEN, PAHHUM COMAaTUYECKUM Pa3BUTHUEM, [OBBIILIEHHOW dKCKpEMEn
TOPMOHOB KOPBI HAAITOYEYHUKOB. Y HOBOPOXKAEHHBIX JIEBOYEK MTPU KapuoTure 46,
XX oTMeyaeTcs pa3jauyHas CTENEeHb MAaCKYJIMHU3ALUMU.

BHyTpeHHUE MOI0BBIE OpraHbl C(OOPMUPOBAHBI 10 KEHCKOMY THUITY TPaBUIIbHO. Y
MaJibiuKoB BUpUiIbHA popma AI'C ipu poXKJIEHUHM CBOEM HE PACIIO3HAETCH.
JlnarHo3 cTraBuUTCA Ha 5-7-M rOAY )KU3HU MPU MOSBICHUU NEPBBIX IPU3HAKOB
MIPEKACBPEMEHHOTO MIOJIOBOTO Pa3BUTHAL.




IHo3nusas ¢gopma (HEKIaCCUYECKUI BUPUIIN3YIOUN BapUAHT)
OKa3bIBACTCA B MOJAPOCTKOBOM BO3pacCTe. Y JIEBYIIEK
HaAOJII0/IaeTCsl YMEPEHHOE YBEIIMUECHHUE KIIUTOPA, pAaHHEE
Pa3BUTHE TPYIHBIX JXKEJE3, YCKOPEHUE KOCTHOTO BO3pPACTA,
HapyLICHUS MEHCTPYaJIbHOTO IHUKJIA, THPCYTU3M. CUMIITOMamMu
M30bITKA aHAPOTEHOB Y MAJIBUUKOB MOTYT OBITh JIUIIIb
YCKOPEHHBIN KOCTHBIN BO3PACT U IPEKIACBPEMEHHOE
OBOJIOCEHHUE HAPY>KHBIX MOJIOBBIX OpraHoB. JIarenTHas popma
HE UMEET KIIMHUYECKUX MPOSABJIECHUM, HO B CBIBOPOTKE KPOBU
OTMEYAETCS YMEPEHHOE MTOBBIIIEHUE YPOBHS
IPEIIIECTBEHHUKOB KOPTU30JIA.




ITHOJIOTHUS AJIPEHOTeHUTAJILHOI0 CHHAPOMA

OCHOBHBIM ATHOJIOTUYECKUM (DAKTOPOM SIBJISIETCS BPOXKICHHAS
HETOJHOLIEHHOCTh (DEPMEHTHBIX CUCTEM HAIMOYECYHUKOB.

IIaTorenes aJpeHOreHUTAJIBHOIO0 CHHAPOMA

Emie Bo BHyTpUYyTPOOHOM MEPHOJIE Y TII0/1a BOSHUKAET HEIOCTATOK (DEPMEHTOB,
OTBETCTBEHHBIX 32 BBIPAOOTKY KOPTHU30Jia B HAAMOYECUHUKAX. DTO BEJAET K
nepuuUTy KOpTHU30Jia B KPOBH, YTO CKA3bIBACTCS HA OCJIA0JICHUHU €T0
TOPMO3SIIETO BIUSHUS HA TPOAYKIUIO KOPTUKOTporrHa. CoaepxaHnue
KOPTUKOTPOIIMHA B KPOBU YBEIIMUYUBACTCS, B CBSI3U C UEM YCHIIMBACTCS
CTUMYJISIMS KOPBI HAJIMIOYECYHUKOB C THNEPIUIA3UEN UX CETYATON 30HBI U
M30BITOYHOM BBIPAOOTKOM aHAPOTEHOB.

AHApPOreHbl 00YyCIOBIMBAIOT BUPWIN3AIUIO IETCKOIO OPraHu3Ma: y MajJbuuKOB
OTMEYAETCS YCKOPEHHBIN POCT, MPEKAEBPEMEHHOE MOJIOBOE CO3PEBAHUE C
YBEJIMYEHUEM MOJIOBOTO YJICHA Y MOSIBIICHUEM TTOJIOBOTO BICYEHHUS; Y IEBOYEK -
HEJOPA3BUTUE MOJIOYHBIX JKEJIE3, BIAraJIMila, MaTKU, OTpyOEHHUE TOJI0Ca U T. 1.
B ciyuasx 0omnee 3HauuTeNnbHOro Aeduiura 2 1-ruipokcunasbl MOXKET
CHIDKATBHCS MTPOAYKIUA abJIOCTEPOHA U PA3BUBATHCS COJETEPSAIONIAN CUHAPOM
(MOBBIIIIEHHASI SKCKPEILUS C MOUOW HATPUS U XJIOPUIOB, YTO BEJET K
JIETUJIpaTallii U apTepUAIbHON TUIIOTCH3UM ).




Kiaaccupuxkanus aIpeHOr¢eHUTAJIBLHOIO
CHHApPOMA

[1o BpeMeHU pa3BUTUA PA3JIMYAIOT NPEHATAIBHYIO
(BHYTPHUYTPOOHYIO) BPOXKICHHYIO
BUPUIU3UPYIONYIO TUNIEPILIA3UIO KOPbI
HaJINOYEYHUKOB M ITOCTHATAJIBHYIO (POPMBI; 110
KJIMHAYECKOMY T€UEHUIO - BUPUJIBHYIO,
COJICTEPSIONIYIO U TMIIEPTEH3UBHYIO (DOPMBI.




dusrKanbHOE 00CIe0BaHUE.

Hapy>xHbIe TeHUTAJINU JIEBOYKU BUPUIIBHBI (OT
HEOOJIBIIION TUNEPTPOPHUU KIIUTOPA A0 €r0 PE3KOH
BUPUJIM3ALIMHI;, OOJIBIIME MOIIOHKOOOPA3HbIC MOJIOBHIC
ryObl, YPOT€HUTAIBHBIA CUHYC), YTO 3aTPYAHSET
OIIPEICIICHUE TTOJIOBOX ITPUHAIIC)KHOCTU. Y MAJIBYMKOB
YBEJIMYCH MOJOBOM WICH MPU HOPMATbHBIX WIIH
YMEHBIIICHHBIX pa3Mmepax ssudek. C 2-4- ner y aereun
000€ro moJyia CAMIITOMbBI aHJIPOT€HU3AINM: TT0JIOBOE
OBOJIOCEHECHHUE, PA3BUTHUE CKEJICTHON MYCKYJIaTypPHlI,
MACKYJIMHM3aIUSA (PUTYpPBI, THPCYTHU3M, OTICPEIKECHUE
(U3NYECKOro pa3BuTus. Y JeBodek 12-16 et oTcyTcTBUE
KEHCKUX BTOPUYHBIX ITOJIOBBIX TPHU3HAKOB.




8. IlepeyeHb OCHOBHBIX U JIONOJTHUTEIBHBIX
AHUATHOCTHYECKUX MEPONPUSITHIA

Jlo mmanoBoit rocnutanu3anun: OAK, OAM, OnoxuMudecKuii
aHAJIN3 KPOBHU

OCHOBHBIE TUATHOCTUYECKUE MEPOIIPUATHS:

1. O0muit ananu3 KkpoBu (6 MapamMeTpoB)

2. OO0umii agaaInus3 MOYU

3. buoxumuueckui ananus (Kajauii, XJIOp, HATPUH )

4. Y3/ HaamnoyeyHnKoB

5. I'1roK03a KpOBHM HATOIIAK

6. OKT

JlonoJIHUTEbHBIE TMArHOCTUYECKUE MEPOTIPUSATHUS

1. peHTreHorpadus J1y4ye3ansacTHbIX CyCTaBOB

2. skckpenus 17-KC B cyrounoi mode

3. OoJbIas IeKcameTa3oHoBas mpooda

4. Y3U opranoB Majoro Tta3a (JJisi A€BOYECK) U stmueK (11
MaJIBYHKOB)

5. KapUOTUIIUPOBAHUE




9. TakTHKA JIeueHus

9.1. Llenu neyeHus:

HOpMaJIM3AlHs CEKPEIUM KOPTUKOCTEPOUIOB
O0opb0a ¢ aeruiparanyen npu coapTepsroe Gpopme
3a001eBaHUs

HOpPMaJIM3alHUs CEKPELUM aHAPOTCHOB U
IpeKpalleHue BUPUIN3AIMA OpraHu3Ma.

9.2. HeMmenukaMeHTO3HOE JICUCHHUE:

PEKUM 3aBUCHUT OT TSHKECTH COCTOSHHMS

JveTa ¢ JOMOIHUTEIbHBIM MPUCATMBAHUEM TTHIIH U
OrpaHUYEHHEM MPOJIYKTOB C MTOBBIIICHHBIM
COJIEpPKaHUEM KaJIus

JIOK

Maccax




9.3. MenuKkaMeHTO3HOE JICUCHUE

1. TIIFOKOKOPTUKOUIBI: TIPEAHU30JIOH OT 2,5 - 15 Mr B
CYTKH, KOPTU30J1 20-25 MI' B CYTKHM B 3aBUCUMOCTH OT
BO3pacTa M CTEIICHU BUPUIA3ALINU

2. MUHEPAJIOKOPTUKOU/IbI: KOpTUHED Miau piiopuHed
0,05-0,2 mMr B CyTKM

3. Harpus xaopuna 0,9% pacteop, 200,0

4. rmroko3a 5% pactsop, 200,0

5. ackopOuHOBas KUCI0Ta, 5% pacTBOp, amil.

9.4. [IpodunakTruyeckue MEpONPUSTUS

-. [IpodunakTrka aagucCOHNYECKOI0 Kpr3a npu
CTPECCOBBIX CUTYAIUSIX (MHTEPKYpPPEHTHBIC 3a00JICBaHKSI,
HH(bEKIUY, OTIepalluy, TPaBMbI U JIp.)

9.5. JlaneHeliee BeACHNE: II0OCTOSHHAS 3aMECTUTEIILHAS
Tepanus NIIOKOKOPTUKOWIaMHU 1 MUHEPATOKOPTUKOUIAMHU
(1O TTOKa3aHMSIM )




IlepeueHb OCHOBHBIX H JONOJHUTEIbHBIX
MeIUKAMEHTOB

OCHOBHBIE MEIMKAMEHTHI

1. IIpeaunu3oioH 5 mr, TO.

2. Harpusa xnopun, pactop, 200 M

3. AckopOuHOBas KucjaoTa, 5% pacTBOp, aMIl.
4. tmoxo3a 5% pacteop, 200,0 M
JlonOTHUTEIbHBIC METUKAMEHTHI:

5. I'mapokoptu3on 500 mr B/M

6. bayapokoptu3oH 0,1 mr, TO.




Nuaukaropsl 3QPPEeKTUBHOCTH JICUCHUS
HopManu3anus Skckpenun 17-KC B
CYTOYHOU MOYE

(PU3HOJIOTMYECKUE TEMIIBI (PU3NYECKOTO U
IIOJIOBOT'O Pa3BUTHSI peOCHKA
HOpMAaJIM3AIUSA YPOBHS SJIEKTPOJIUTOB
KPOBH

HOPMOTJIMKEMMUS

HOpMaJIN3alus apTEPUAIIBHOTO JIABJICHUS




