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1. YTO TAKOE AMK

1.1 Y710 3TO TakKkoe?

HednuntT mMeBaNOHaTKMHA3bl ABASETCA FreHeTU4YeCckmm 3aboneBaHunem.
DTO BPOXKAEHHOE HapyLleHne BUoOXMMmMYeCcKnx NpoLLeccoB opraHmsMa.
MauneHTbl CTPadaloT OT NEPNOANYECKUX NPUCTYNOB NINXOPaaKu,
COMNPOBOXAAOLNXCA MHOXKECTBOM pPa3/INYHbIX CUMANTOMOB. OHWU
BKJItOYalOT B01€3HEHHYIO NPUMNYXA0CTb MMM aTNYECKNX Y3/10B
(ocobeHHO B 061aCTu Wen), KOXXHYIO Cbifnb, FOS1I0BHYIO 60/1b, 601b B
ropsie, 43Bbl B N0A0CTU pTa, 601M B XXNBOTE, pBOTY, Anapeto, 6onm B
cyCTaBax M onyxaHue cycTaBosB. lNpn Taxenon popme 6onesHn MoryT
pa3BMBaTbCA OMacHbIe A1 XXU3HWN NPUCTYNbl TNXOPaLKN B
MJlafeH4YeCcTBe, 3a4ep>XKa pa3BUTUSA, HapyLUEHNE 3PEHNS U
nosBpexgeHue rnoyek. Y MHormx 60JibHbIX NOBbLILLAETCS cogep>XaHue
KOMMOHEHTa KPOBM Noa Ha3BaHneM nMmmyHornobynmH D (IgD), 4To
MOCJIY>XNJ10 MOBOOOM 019 aJibTEePHATUBHOIO Ha3BaHUS - «runep IgD
CUHAPOM, CUHAPOM MepuoanvyecKkon anxopankum».

1.2 Kak 4yacTo BcTpe4yaeTcs 3To 3aboneBaHue?

bone3Hb BCTpe4vaeTCs peaKo; OHa rnopaxkaeT Jtoaen BCeX STHUYECKNX
rpynmn, HO Yalle BCTpe4daeTcda cpeaun roanaHgues. HacTtoTa
3aboneBaHunn, naxe B HuaepnaHnax, ABNSeTCA 04eHb HU3KOW. Y
nogasnsaowero 60abWMHCTBA NAaLNEHTOB NPUCTYMNbI INXOPAAKKU
Ha4YMHAOTCA B BO3pacTe [0 WeCTn NIeT, Kak NMpaBuio, B paHHEM
ANeTCcKoM Bo3pacTe. lepmunTt MeBasioHaTKMHA3bl C 0ANHAKOBOM
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4yacToTon BCTPEHAETCA KaK Y MaJIbHMNKOB, TaK N 'Y OEBOYEK.

1.3 KakoBbl Nnpu4uHbI 3aboneBaHma?

HedpuunTt MmeBasloOHaTKUHA3bI ABNSETCA reHeTn4Yecknm 3abosnesaHuemM.
OTBETCTBEHHbIN 3a Hero reH HasbiBaeTcsa MVK. [NpoayKTOM 3TOro reHa
aBnseTcs 6es0K, KOTOPbIN Ha3blBaeTCA MeBaJIOHAaTKMHA3a.
MeBaJsioHaTKMHa3a nNpencrtasnseT cobon pepmMeHT - 6enoK, KOTopPbIN
obecneyvymBaeT XMMUYECKYIO peakuunio, HeobxoanMmMyto 459 HOpMasbHOro
COCTOSAHMSA 300POBbA. ITa peakunsa COCTONT B Npeobpa3oBaHUN
MeBaJIOHOBON KNUCOThbl B h0ChoMEBASIOHOBYO KUCNOTY. Y BosibHbIX 06e
Konnn reHa MVK noepe)xaeHbl, B pe3ysibTaTe aKkTUBHOCTb (pepMeHTa
MeBaJIOHAaTKMHa3bl HeJoCTaTo4YHa. DTO NMPUBOAUT K HAaKOMJEHUIO
MeBaJIOHOBOW KUCJ/I0Thl, KOTOpas NosiBsiseTCA B MO4Ye BO BpeMS
BCMbILWEK INXopagkn. KIMHN4YeCKUM pe3ysibTaToM ABNAeTCS
nepunoaonyeckoe rnoBbilLleHe TeMnepaTypbl Tesa. Kak npasunio, 4em
CcunbHee MyTauusa B reHe, kogupywuwem MVK, Tem bonee cepbe3Hoe
3aboneBaHue oHa BbI3blBaeT. XOTA NpuynHa 3aboneBaHns HOCUT
reHeTUYeCKN xapakTep, NPUCTYNbl INXOPaOKMN NHOrga MoryT ObITb
CNpPOBOLMPOBaHbI MPUBMBKAMWU, BUPYCHLIMU MHEKLUAMN, TPaBMOU NN
3MOUMNOHaJIbHbIM CTPEeCCOoM.

1.4 iBnsaeTcsa nm 310 3aboneBaHue HacNenCcTBEHHbIM?

HedununT MmeBanoHaTKMUHa3bl HacsienyeTCca Kak ayTOCOMHO-
peueccmBHoe 3abosieBaHMe. 3TO 03HAYaeT, YTO A1 TOro, 4YTobbl
yenoBeK nMen aepuunTt MmeBasioHaTKMHAa3bl, eMy TpebytoTca oBa
MYTaHTHbIX FreHa: oAuH OT MaTepwu, Apyronm - ot otua. CnegosaTenbHO,
oba poanTenun ABNATCA HOCUTENSAMU (HOCUTENb UMeeT TOJIbKO OAHY
MYTaHTHYIO KOMNUIO reHa, HO He bones3Hb), a camun He bonetoT. Ons
TakKomn NMapbl PUCK TOro, 4TO AeduuUnT MeBasloOHaTKMHa3bl byaeT nmeTb
MecCTo elle y ogHoro pebeHka coctasngeT 1: 4.

1.5 Mouemy Mmon pebeHOK 3abonen 3Ttom 60ne3HbIO? MOXXHO M
npenoTBpaTUTb AaHHoe 3aboneBaHue?
PebeHoOK nmeeT 60/1€3Hb, MOTOMY 4YTO OH UMeeT MyTauun B obeunx
KOMUSAX reHa, KOTopbIM KogUpYyeT MeBasioHaTKMHa3y. 3aboneBaHune He
MOXXeT ObITb NpenoTBpaLLeHO0. PeKkoMeHA0BaHO NMPOBOAUTb
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npeHaTasibHYIO ANArHOCTUKY.

1.6 fiBnsercsa nu 310 3aboneBaHme UH(PEKLNOHHBIM?
HeT.

1.7 KakoBbl OCHOBHble CUMINTOMBDI?

OCHOBHbIM CMMMNTOMOM SIBJIAETCA JIMXOpPadKa, KOTopada 4acTo
Ha4YMHaeTCcsa Cc 03HoOa. JInxopagka OJINTCA OKONO 3-6 AHEN n
MOBTOPAETCH Yepe3 HepPaBHbIE MPOMEXYTKN BpeEMEHN (0T Heaenb Ao
MecsaueB). [MpucTynbl INXopagKyu CONPOBOXOATCA Pa3INYHbIMUN
cumntToMamMu. OHM MOryT BKOYaTb Bosle3HeHHOe yBeNnyeHune
nMmaTnyecknx ysnos (ocobeHHO B 061aCTn Wen), KOXKHYIO CbiMb,
ronosHyto 60sb, 600b B ropne, S3Bbl B NOJOCTU pTa, 601K B XXnNBOTE,
pPBOTY, Anapeto, 60an B CycTaBaxX U onyxXaHue cyCcTaBoB. [1pun Ta)xenon
dopme 60ne3HN MOryT pa3BUBATbLCSA OMacCHbIe ANS XXU3HU NPUCTYMbI
nmMxopagknm B MnageH4yecTBe, 3aep>XKa pa3BnTus, HapyLleHne 3peHund
N MaTOJ/IOr NS rNoYek.

1.8 OaMHaKOBO Nu NpoABJIAeTCcA 3aboneBaHme y Bcex geten?
3aboneBaHMe NPoOABNAETCA Y pa3HbIX AeTen HeoANHaAKoBO. Kpome
TOro, TWUM, NPOAOJIKUTENBHOCTb N TSAXXECTb MPUCTYMNOB MOryT BbITb
Pa3INYHbIMU Ka>XKAbl pa3, Aa>Ke y 0O4HOro 1 Toro »xe pebeHka.

1.9 OTnmn4yaeTtcs nm bonesHb y aeten ot 60s51€3HM y B3pPOCAbIX?

B mepy Toro, kak 60/71bHOW pacTeT, MPUCTYMNOB NINXOPaaKWn, Kak
MPaBuI0, CTAHOBUTCSA BCE MEHbLLE, a CTEMEHb UX TAXKECTU - BCe Nierye.
Tem He MeHee, HEKOTopas aKTUBHOCTb 60N1e3HM ocTaeTcsa y
6onbLINMHCTBA, €CNn He y BceX 3aboneBLlinx. Y HEKOTOPbIX B3POCbIX
nayuneHToB pa3BMBaAETCH aMUIONA03, KOTOPbLIN nNpencTaBnaseT cobon
rnoBpeXxJeHne opraHa 1U3-3a aHOMasJIbHOrO OT/IOXKeHUs B HeM Denka.

2. AUATHOCTUKA U NNEYEHME

2.1 Kak puarHoctupyeTtcsa aaHHoe 3aboneBaHue?
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InarHo3 OCHOBbIBAETCS Ha pe3ysbTaTax OUOXMMMNYECKUX
obcnenoBaHUM N reHETUYECKOro aHaan3a.

AHOMaJIbHO BbICOKOE coAep>KaHne MeBaZIOHOBOW KNCOTbl MOXET ObITb
obHapy>XeHo B BMoXxmMmMmnyeckomM aHanmse moyn. Cneunann3mpoBaHHbIe
nabopaTopumn MOryT TakXe N3MepPSATb aKTUBHOCTb (DepMeHTa
MeBaJIOHATKNHA3bl B KPOBU NN KJIETKaX KOXWN. [@HeTU4YeCKnn aHanms
NMPOBOANTCA C ncnosb3oBaHnmem [HK naumeHTa, B KOTOPON MOXKHO
BblOe/InTb MyTauunm B reHax MVK.

N3mepeHune koHueHTpauun IgD B cbiBOpOTKe 6oblLUe He CHUTaeTCH
ANArHOCTNYeCKUM TeCTOM Ha gepununtT MeBaJiIoHaTKUHa3bI.

2.2 B 4yeM 3HAYUMMOCTb TECTOB?

Kak ynoMmnHanoch Bbilwe, nabopaTopHble TECTbl UrpatoT Ba>kKHYHO PoOJib
B OMarHoCTuUKe gedununta MeBaslOHaTKUHA3bI.

AHanun3bl KPOBU, TakKne, Kak onpeneneHmne CKoOpocTn ocegaHus
sputpountoB (CO3), ypoBHA C-peakTUBHOIo 6enka, ypoBHSA aMuniona-A-
benka (SAA) B CbIBOPOTKE KPOBM, 0OLLMIM aHaIN3 KPOBWU U aHasN3 Ha
punbpunHoreH, Ba>KHbl B nepunoa npuctyna 3abonesaHuns, C Lenbto
OLLeHNTb CTEeNeHb BOCMNAaNEeHUA. DTN aHaNN3bl Nepuognyeckin
MOBTOPSAIOTCA, Korga y pebeHka npoxoasaT CUMMMNTOMbI, YTOObI
MPOKOHTPOIMPOBATL, MPULLJIN JIN B HOPMY aHa/IN3npyeMble
rnokasaTesin.

AHanM3 MoO4YM NMMEET Lenbio onpenennTb NpucyTcTeme benka un
SpUTPOLMNTOB. Bo BpeMs NpUCTYNnoB BO3MOXXHbl BpE€MEHHbIe NU3MEHEHUS.
Y naymeHToB C amMmnaongo3om byayT BblICOKME rMokasaTenun benka B
Move.

2.3 MO>XHO nu neuymTb / BbIJIEYUTb AaHHOe 3aboneBaHue?
Bone3Hb He MOXXeT ObITb BblJlIe4EeHa, N HE CYLLEeCTBYeT Je4YeHnsa ans
KOHTPONSA aKTUBHOCTU 3aboneBaHuns, ahpeKTUBHOCTb KOTOPOro bbina
Obl 1OCTOBEPHO AOKa3aHa.

2.4 KakoBbl MeTOoA bl 1Ie4yeHuna?

JledeHne gedpumunTa MeBalOHAaTKMHA3bl BKJOYAET HECTEPOUHbIE
NMPOTMBOBOCNAINTENIbHbIE NpenapaThl (TakMe, Kak NHOAOMETaLNH),
KOPTUKOCTEpouAabl (Takme, Kak NpegHn300H), n bnonornyeckne




npenapaTbl, HANPUMeEP, STaHepLENT UM aHaKMHpPa. H1 oanH 13 3Tmx
npenapaToB He ABMSETCS 3PPEKTUBHBLIM BO BCEX CJTyHasiX, HO BCE OHMU
MOMOralT OTAesIbHbIM NMauneHTaM. [loka3aTenbcTBa Ux
3hheKkTMBHOCTU 1 6e3onacHOCTU Npu AeduLNTe MEBANOHATKMHA3bI MNo-
Npe>XHeMy HOCST OrpaHUYEHHbIN XapakTep.

2.5 KakoBbl Nno00o4HbIe 3¢ (PeKTbl SiIieKapCTBEHHOU Tepanuu?
NMobo4yHbIe 3hheKTbl 3aBUCAT OT NUCMNOJSb3yeMoro npenapata. HIMBI
MOTYT Bbl3blBaTb NOJIOBHYIO 60J1b, A3Bbl XeJlyKa N NMopakeHne rnoYek;
KOpTUKOoCTepouabl n buonornyeckme npenapaTbl NOBbILLAKOT
BOCMPUNMHYUBOCTb K UH(eKunam. KpoMme Toro, KOpTUKOCTEPOULbI
MOrYyT BbI3blBaTb LUMPOKUIN CREKTP APYrux noboyHbIX 3¢heKTOB.

2.6 Kak 0oJiro goJi>KHO npoaosikKaTtbCs sieyeHue?

HeT HMKaKMX OaHHbIX O TOM, 4TO Tepanusa A0J1IXKHA NPOA0J/IXXaTbCsA BCIO
XXUN3Hb. Y4NTbIBasd eCTeCTBEHHYIO TeHOEHUWIO K YJIy4YLIeHMNI0 COCTOAHNA
MayuneHToB C BO3pPaCTOM, BEPOATHO, Liesiecoobpa3Ho nonbiTaTbCs
OTMEHWUTb npenapaT Yy NnauyneHToB, OTHOCUTE/IbHO KOTOPLIX eCTb
OCHOBaHMs NnoJslaraTb, 4TO 60s1Ie3Hb NepeLwsia B HEaKTUBHYIO hopMmy.

2.7 ECTb In MeTOA bl HETPAAULMOHHON UJIN KOMMNJIEMEeHTapHOM
Tepanun?

Nybnnkaumm o6 shppeKTUBHbLIX JOMONHUTENbHbIX CpeacTBax
OTCYTCTBYIOT.

2.8 Kakue nepuoguyeckme oCMOTpbl He0bxoauMbI?
HeTun, KoTopblie NPOXoAAT ievYeHne, A0/IKHbI CAaBaTb aHaNIN3bl KPOBU U
MO4M, NO KpanHewn mepe, ABa pa3a B rog.

2.9 Kak ponro oyaert npoaos>xXaTtbCca 6onesHb?
Bone3sHb CoOXpaHAETCA Ha BCIO XKU3Hb, XOTHA CTENEHb TSXXECTn
CUMMNTOMOB MOXKET CHMXXaTbCS C BO3PacTOM.
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2.10 KakoB [0/Nrocpo4Hbin NPorHo3 3abonesanun?

NeduunTt MmeBaslOHAaTKMHA3bl COXPAHAETCHA Ha BCIO XXU3Hb, XOTH
CTeneHb TAXXeCTU CUMMNTOMOB MOXXET CHMXXAaTbCSA C BO3pacToM. O4eHb
penKo Yy NauneHTOB pa3BMBaETCS NMNOBPeXXAeHMEe opraHa, 0CobeHHOo
MnoYyek, B CBA3M C aMUIONA030M. Y O4eHb TaXesblX 60NIbHbIX MOXXET
Pa3BUTbCA NMCUXNYECKOEe PACCTPONCTBO M HapyLleHNe CyMepeyHoro
3peHuns.

2.11 MO>XHO N1 NOJIHOCTbLIO BbIJIEYUTHCA?
HeT, nOTOMY 4TO 3TO reHeTu4eckoe 3abonesaHue.

3. NOBCEOHEBHASA XXU3Hb

3.1 Kak MoXxeT 60s1e3Hb NOBAMATL Ha pebeHKa n NoBCeAHEBHYIO
>)KU3Hb C€MbMU?

YacTble NPUCTYNbl HAaPYyLLatoT HOPMasbHYIO XXU3Hb CEMbU U MOTYT
BAUATbL Ha paboTy poantenen nam naumeHTa. YacTto uMeeT MecTo
3HaYUTEeNbHAA 3aepXXKa C YCTaHOBJIEHMEM MNPaBU/ILHOMO AMarHo3a,
4YTO BJieYeT 3a cobo BOJIHEHNA poanTenen, a UHOrAa N HEHY>XXHble
MeOUUMHCKKe npouenypesl.

3.2 lNoceweHme WKOoJbl

YacTble NpUCTynbl Bbi3blBatOT NPobsieMbl C NOCELLEHNEM LLKOJIbI.
YynTtena foaxKHbl ObITb NPONHGpOPMMpPOBaHLI 0 60NE3HN U O TOM, YTO
HY>XHO [eflaTb B C/ly4ae, eCc/iv NpucTyn Had4nHaeTCa B LUKOJIE.

3.3 3aHATUE CNOPTOM

Hnkakmnx orpaHU4YeHnn B rnjaHe 3aHATUN CNOPTOM HeT. TeM He MeHee,
4acToe OTCYTCTBME BO BPEMSA MaT4Yen N TPEHUPOBOK MOXKET NoMellaTb
Y4aCTUIO B KOHKYPEHTHbIX KOMaHOHbIX BUOax cropTa.

3.4 Hy>)XHa nu cneuuasnbHaa aveTta?
Hunkakmx ocobbix AneTUYeCKNX peKkoMeHaaunm aaTb HeNb3s.
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3.5 MoXxeT U KJIMMaT BJIUATb Ha TeyeHue 6osne3Hun?
HeT, He MoXXeT.

3.6 MO>XXHO nu pebeHKy penaTtb NPUBUBKKU?

Ha, pebeHOoK MOXeT bbITb U A0J1KEH ObITb BaKLIMHNPOBAH, Aa)ke eCc/n
3TO MOXXET CNpoBOUMPOBaTb NPUCTYN INXOPaaKW.

OaHako ecnn pebeHoK HaxoaANTCA Ha NIeYeHUU, fievalmin Bpad OoJIKeH
ObITb NPOUHGpOPMNPOBaAH 00 BBEAEHNS XXUBbIX 0CNabneHHbIX BaKLWH.

3.7 EcTb 11 0COOEHHOCTU NOJIOBOM XXU3HU, DepeMeHHOCTH,
KOHTpauenuuu?

MayneHTbl C 4erUUnNTOM MeBaJIOHAaTKNHA3bl MOrYT BECTU HOPMaJibHYO
MOJZIOBYIO XXWNU3Hb N UMETb CODCTBEHHbIX AeTen. Bo Bpems
bepeMeHHOCTN NPUCTYNbl UMEIT TEHAEHLMNIO K CHUXKEeHUIo. LLaHC
BbIMTUN 3aMYy>X 3a NapTHepa, KOTOPbIN ABMSETCA HOCUTEJIEM reHa
nedunumTa MeBasZIoHAaTKMHA3bl KpanHe HN30K, 3a UCKJIIDYEeHUEM Toro,
Korga napTHep NpoucxoanT U3 Ton XKe 60NbLLIoON CEMbU, YTO U
bonbHON. EC/i NapTHEpP He ABMFAeTCA HoCcuTeNneM reHa gedpuumnTta
MeBaJZIOHaTKMHa3bl, 4eTn He MoryT 3aboseTb oednunTOM MeBasloHaT-
KWHa3bl.
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