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1. YTO TAKOE PAPA

1.1 Y710 3TO Takoe?

AKpoHNM PAPA 03Ha4aeT NMUOreHHbIN apTPUT, raHrpeHo3Has
nuooepMmsa n akHe. 3To - reHeTnyeckn obycnosneHHoe 3aboneBaHue.
CuHOpOM XapakTepusyeT Tpuaga CMMMNTOMOB, KOTOpas BKJIlOHaeT
NepmnoanNyeckKnin apTpUT, TUM KOXKHbIX A3B, U3BECTHbIX NO4 Ha3BaHUEM
«FAHFPEeHOo3Hasa NMoaePMUA» U TUM aKHE, N3BECTHbLIN KaK «KUCTO3HbIE
aKHe».

1.2 Kak 4yacTo BcTpe4yaeTca 31O 3aboneBaHue?

PAPA-cuHgpoM, No-BMANMOMY, Oo4eHb penoK. OnmMcaHo o4YeHb
HebonbLoe Ynucno cny4aenB (MeHee 10). TeM He MeHee, YacToTa
3abo0n1eBaHNA TOYHO HE N3BECTHA N MOXXET ObITb 3aHUXXeHHoW. PAPA-
CUHOPOM B OAMHAKOBOW CTeNneHn nopa)kaeT JINL, MY>XCKOIro N XXEHCKOro
nona. Kak npasuno, 60se3Hb NosaBaseTCa B AeTCTBeE.

1.3 KakoBbl npu4inHbI 3aboneBaHuna?

PAPA-cnHOpoM - reHeTn4yeckoe 3abonesaHne, KOTOPOE BbI3bIBAOT
MyTauuun B reHe nofg Ha3dsaHmeM PSTPIP1. MyTaunn nameHaoT
dyHKUWMIO Benlka, KOTOPbIN KOAUPYET YKa3aHHbIN reH; 3ToT 6enok
UrpaeT Ba>KHYI0 pOJib B perynsaynum BoCnajJnTeslbHON peakunn.

1.4 fiBnsertca nu 310 3aboneBaHue HacnenCcTBeHHbIM?
PAPA-cMHOpPOM HacsienyeTCca KakK ayTOCOMHO-O0MUHAHTHOe
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3aboneBaHue. 3TO 03HAYaeT, YTO OHO HE CBA3aHO C MOJIOM. DTO TakKXe
O3Ha4aeT, 4TO Yy O4HOro U3 poguTenen NMeTCA, No KpanHen Mmepe,
HeKoTopble CUMNTOMbI 3aboneBaHusa K, Kak Npasunno, 6onee ogHOro
bonbHOro 6yaet obHapy>KeHo B ceMbe B0JIbHOr0 B Ka>X40M MOKOJIEHNMN.
Korga KTo-To ¢ PAPA-CMHOPOMOM NNaHUPYyeT UMEeTb AeTen, ecTb
50%-Hasa BepOATHOCTb poxxaeHuns pebeHka ¢ PAPA-CMHOpPOMOM.

1.5 NMoyemy Mo pebeHOK 3abonen 3Ton 60ne3HbI0O? MOXXHO NN
npepoTBpaTUTb AaHHOe 3aboneBaHume?
PebeHOK yHacnepnosan 3aboneBaHme OoT O4HOIM0 U3 CBOUX poauTenen,
KOTOpPbIN ABNSETCA HOCUTesneM MyTauum B reHe PSTPIPL. Y poauTens,
KOTOPbIA ABASETCHA HOCUTENIEM MyTaunmn, MOryT NMPOSABAATLCS He BCe
cuMnTOMbl 3abosieBaHns. ITO 3abosieBaHne He MOXKET BbITb
npenoTBpaLLEeHO, HO CUMNTOMbI MOXKHO N€4YUTb.

1.6 iBnsaetcsa nm 310 3aboneBaHme UHPEKLNOHHbIM?
PAPA-CMHOPOM He ABNSAeTCS MH(PEKUMOHHbIM 3abonieBaHmeM.

1.7 KaKkoBbl OCHOBHbI€ CUMNTOMbI?

Hanbonee pacnpoCTpaHeHHbIMN CMMNTOMaMm 3Toro 3abonesaHuns
ABNAIOTCA apTPUT, FAHrPEeHOo3HasA NMOAEPMUNSA U KUCTO3HbIE aKHe.
PefKO BCe TpU CMMMTOMa NPUCYTCTBYIOT Y OOHOIO N TOr0 >Ke nauneHTa
oOHOBpPEeMEHHO. ApTpUT 0ObI4HO pa3BMBaAETCA B paHHEM OeTCTBe
(nepBbI anKM304 nponcxoguT B Bo3pacTe oT 1 go 10 neT); oH, Kak
rnpasunio, Nopa>kaeT 0OAWH CyCTaB 3a 3nun3o4. [lopa)keHHbIN CyCcTaB
onyxaeT, CTAaHOBUTCS B0JsIe3HEHHbLIM U KpacHbIM. KnnHu4eckasa KapTuHa
HaNnOMUHaEeT CenTUYeCKNN apTPUT (apTPUT, BbI3BAaHHbIV NPUCYTCTBNEM
bakTepun B cycTase). ApTpuT npu PAPA-cnHOpomMe MOXKeT NpMBECTU K
MOBPEXXAEHUIO CYCTaBHOMoO XpsLla U OKOJIOCYyCTaBHOW KOCTW. bonbLune
S1I3BEHHbIe MOopa>KeHns KOXXU, N3BECTHble KaK raHrpeHo3Has
nunoLepMuns, Kak rnpasuno, pasBMBaOTCA NMNO3>Ke Y B OCHOBHOM
rnopa)xatoT HOrn. KNCTO3Hble akHe 06bIYHO NOABNAIOTCA B
MNoApPOCTKOBOM BO3pacTe N MOryT COXPaHATbLCSA B 3pesioM BO3pacTe,
nopa)kas nmuo n tynosumuie. CUMNTOMbI HaCTO MPOBOLUPYIOTCA N1IerkKomn
TPaBMON KOXXW NN CyCTaBa.
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1.8 OgmMHaKoOBO nu nposaBnseTca 3aboneBaHue y Bcex pneren?
3abonieBaHne NPOSBASETCS Y Pa3HbIX AeTen HeoAMHaKoBoO. Y nnua,
SIBNSOLLErocs HOCUTENIEM MyTaLIUM B FreHe, MOryT NPOosiBNISATLCA HE BCE
CUMMNTOMbI 3a60N1€BaHNSA UM MOTYT ObITb CUMATOMbI B O4EHb NIEFKOW
bopme (NnepeMeHHasi NeHETPAHTHOCTL). KpoMe Toro, CMMNTOMbI MOTYT
MEHATbLCSA; KaK NPaBWJI0, CTEMEHb UX TSXXECTU CHUXXAETCSA No Mepe
TOro, Kak pebeHoK CTaHOBUTCS CTapLue.

2. AUATHOCTUKA U NNEYEHME

2.1 Kak gpuarHocTtupyeTcs gaHHoe 3aboneBaHue?

Bonpoc o Hann4ymm PAPA-cMHOpPOMa MOXXHO pacCMaTpMBaTb, Korgay
pebeHKa nMeT MecTo NnoBTopsAlLWwmMecs ann3oabl 6onesHeHHOro
BOCMAaJINTENIbHOr0 apTpuUTa, KOTOopble KIIMHNYEeCKN HanoMUHaoT
cenTUYeCKnnm apTpUT, HO NevYeHne aHTUbnoTuKkamMm He NomMoraer.
APTPUT N KOXKHbIe MPOSABJIEHNA MOTYT MOABMIATLCA HE O4HOBPEMEHHO U
MOryT MPUCYTCTBOBATb He Yy BCex NauneHToB. [leTanbHasa OLeHKa
CEMENHON NCTOPUN TaKXXe O0JIKHA ObITb BbIMOJIHEHA; MOCKOJIbKY
3abonieBaHue ABNSETCS ayTOCOMHO-AOMUHAHTHLIM, Y APYrUX YJ1€HOB
CeMbW, CKOpee BCero, MMerTCs, N0 MeHbLUEN Mepe, HEKOTOopbIe
CUMMNTOMbI 6one3Hn. lInarHo3 MoXeT ObITb NOCTaBJ/IEH TOJIbKO C
MOMOLLLbIO FEHEeTNYEeCKOro aHasm3a, MMeroLlero Lenbio yCTaHOBUTb
Hannyme myTtauum B reHe PSTPIP1.

2.2 B 4yeM 3HA4YUMMOCTb TECTOB?

AHann3bl KPOBU: ornpenesieHne CKOpPoCTM ocefaHnsa spuTpoLNTOB
(CO23), ypoBHSa C-peakTuBHoro besnka (CPB) n dpopmynbl KpoBU, Kak
rnpaBwu10, OTPa)kalT OTKJIOHEHNE OT HOPMbl BO BPEMS 3MNN3040B
apTpuTa; 3TU aHaJIN3bl UCMOJIb3YIOTCSH OJ19 MPOBEPKN Ha NPUCYTCTBUE
BOCMaJsieHns. HapylweHns, BbisiBNsieMble NMOoCpencTBOM aHaJIN30B KPOBMU,
He ABJIATCA CneunPuYHbIMMN ona guarHoCctukm PAPA-cnHOpoMma.
AHann3 CyCTaBHOW XXUAKOCTW: BO BPEMSA 3MMN3040B apTpuTa 0ObI4HO
BbINOJIHAKOT NYHKLMIO CyCTaBa, 4Tobbl M3BN1€Yb CYCTaBHYIO XXUAKOCTb
(n3BeCTHYlO Mo Ha3BaHMEM CUHOBUANIbHOW XMNakocTn). CHOBMabHas
XXUOKOCTb Yy NauneHToB ¢ PAPA-CMHOPOMOM rHoMHasa (kenTtada un
MJOTHAs) N COOEPXXUT NOBbILLEHHOE KOJINYECTBO HenTpodmniaos (oguH
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N3 BUAOOB DesbliX KPOBSAHbLIX KN1eTOK). 9Ta 0CODEeHHOCTb HanoMUHaeT
CcenTUYeCKNinn apTpUT, HO pe3yNbTaTbl TECTOB Ha bakTepuanibHbie
KYJNbTYpbl OTpUUaTesibHbl. [€eHeTU4eCKUn TecCcT: e GUHCTBEHHbIM TECTOM,
KOTOPbLIA OQHO3HAYHO noaTBep>XaaeT anarHos PAPA-cuHapoma,
ABNAETCHA reHeTUYECKNIN TEeCT, KOTOPbIN MOKa3biBaeT Ham4yme MmyTaumm
B reHe PSTPIP1. OTOT TecCcT BbINOJIHAETCA Ha HEBONLLLIOM KOIMYecTBe
KpOBMW.

2.3 MO>XHO N neuunTb / U3Ne4YnTb AaHHOe 3aboneBaHune?
PAPA-CMHOPOM HEBO3MOXXHO BbIJIEYUTL, TaK KakK 3TO reHeTun4yeckoe
3aboneBaHme. TeM He MeHee, ero MO>XXHO JIe4NTb C MOMOLLbIO
rnpenapaToB, KOTOPble KOHTPOJINPYIOT BOCMNasieHne B CyCcTaBax,
npenoTBpallas NnoBpeXxneHns CyCcTaBoB. To e caMoe KacaeTca n
KOX>XHbIX MOPa>XeHNin, XoTH X OTBET Ha JieyeHne nposiBadeTcs
MeaJ1IeHHO.

2.4 KakoBbl MeTOoA bl iIe4yeHun?

JleyeHne PAPA-cuHOpoMa pa3/IM4HO B 3aBUCUMOCTU OT
npeobsiagatrouiero rnposBieHUs. Inm3onbl apTpuTa 06bI4HO AOBOJIBHO
ObICTPO NOAJAOTCA JIeHeHUIo NepopasibHbIMN NN BHYTPUCYCTaBHbIMU
KopTuKocTepoungamm. NHorga nx shppekTUBHOCTb MOXET bbITb
HeyLoOBNI€eTBOPUTESIbHON, N apTPUT MOXKET Tak>Xe NOBTOPATLCH OYEHb
4acTo, 4TO TpebyeT ANNTENbHOIr0 NPUMEHEHUSA KOPTUKOCTEPONL0B,
KOTOpble MOryT Bbl3blBaTb N0O0YHLIE 3(hheKTbl. FTaHrpeHOo3Has
nuoLepMmns NnokKasbiBaeT HEKOTOPYIO peakunio Ha JledyeHre C NoOMOLLbIO
rnepopasibHbIX KOPTUKOCTEeponaoB. KpoMe TOro, AN4 ee neyeHunsd, Kak
MpPaBuI0, NUCMOJIb3YIOT TaKXXe MECTHbIN UMMYHOCYNPECCaHT (KpeMm) un
npoTuBOBOCNaNNTEsNIbHble npenapaTbl. OTBET Ha SleyeHne NoaABNAeTCH
MeOJ1IeHHO, U NoBpeXXaAeHNsa MoryT bbiTb 6osie3HeHHbIMWU. B nocnegHee
BpeMs B OTAesIbHbIX CJ/lydasax 6bls10 NOKa3aHo, 4TO Jsle4eHne HOBbIMU
bnonorn4yecknumm npenapaTtamm, Kotopble MHrMbmpytoT UI1-1 nnn ®HO,
3P PEKTUBHO KaK ANg NnogepMun, Tak N ong nevyeHmsa v
npounakTukn peunaneoB apTpuTa. NockosbKy 3aboseBaHue
BCTpeYaeTCcsa pefko, KOHTposiMpyemMble NCcCnenoBaHus npoBoanTb He
npencTaB/ifAeTCa BO3MOXKHbIM.




2.5 KakoBbl no0o4Hble 3¢ PeKTbl JieKapCTBEHHOU Tepanuu?
JledeHne KOpTUKOCTEPONOaMUN MOXKET Bbl3blBaTb YBEJIMYEHNE BECA,
OTEYHOCTb NInua N Nnepenaabl HACTPoeHUs. ANnTenbHoe evyeHne
3TUMKU NpenapaTaMy MOXKET BbI3BaTb NofaB/iIeHUe pocTa n
0CTeonopos.

2.6 Kak ponro AoJsi>kKHO nNnpoAaoJikKaTbCa fevyeHue?

JledeHune, Kak Npasnio, HarnpasseHO Ha bopbby C peunamnsamm
apTPUTa WIN KOXKHbIX NPOSABAEHNN N 0ObIYMHO OHO HE NPUMEHSETCS
HenpepbIBHO.

2.7 Kak HacyeT HeTpaaAULMUOHHON UZIU KOMMNJIEMEHTapHOM
Tepanun?

Nybnnkaunm o6 3hheKTUBHbLIX AOMONMHUTENbHbLIX CPpeaCcTBaX
OTCYTCTBYIOT.

2.8 Kak ponro oypgert npoaosxaTtbCca 6onesHb?

BonbHbLIM, KakK NMPaBua0, CTAHOBUTCSA Ny4dLlUe NO Mepe TOro, Kak OHM
CTAHOBATCSA CTaplwe, n npossaeHna 6one3Hn MoryT NCHe3HyTb. TeM He
MeHee, 3TO NMPOUCXOAUT He Yy BCeX NaLNeHTOB.

2.9 KakoB A0JIFOCPO4YHbIA NPOrHo3 (NPOrHosmpyembin
pe3ynbTaT) 3aboneBaHma?

CTeneHb TSAXKeCTN CUMIMTOMOB C BO3PacTOM CHU>XaeTcsa. OgHako B
CBA3U C TeM, 4TO PAPA-CMHOPOM ABIAETCA OYEeHb peoKuM
3aboneBaHueM, JOrOCPOYHbLIN MPOrHO3 HE U3BECTEH.

3. NTOBCEOHEBHASA XKU3Hb

3.1 Kak MoXxeT 00os1e3Hb NOBNIUATbL HAa pebeHKa n NoOBCeAHEBHYIO
>)KU3Hb C€MbU?

OcTpble 3nNM304bl apTpUTa HasaratT OrpaHUYEeHNSa Ha NOBCEeAHEBHYIO
neatTenbHoCTb. OA4HAKO NMPU MPUMEHEHNN COOTBETCTBYIOLWLEro Jie4eHuns
OHUN BbICTPO NpoxoaaT. FaHrpeHo3Haa nNnoaepMus MoXeT BbiTb
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bone3sHeHHOW N OTBeYaTb Ha JleyeHne O0oBOJIbHO MeasnieHHo. Korga
6one3Hb Nopa)KaeT yH4aCTKN KOXXN Ha BUAMMBIX YacTaX Tena
(HanpuMmep, Ha Nnue), 3To MoOXXeT BbITb 04EeHb TAXKEN0o AN NauneHToB
n poaunTenen.

3.2 KakK HacuyeT LWKOoJbI?

Ona peten ¢ XpoHNn4yecknmm 3aboneBaHNAMN Ba>KHOE 3Ha4YeHNE NMeeT
cucteMaTunydeckoe obydveHune. ECTb HECKOJIbKO (DaKTOPOB, KOTOpbIE
MOryT Bbi3BaTb NpobsieMbl C NOCELeHNEM LLIKOJIbl, U MO3TOMY Ba>KHO
Pa3bACHUTb BO3MOXHble NOTpebHOCTN pebeHKa y4ynuTtenam. Pogutenun u
YYnTensa OO/KHbI cCaenaTb BCe, OT HUX 3aBucsulee, 4Tobbl pebeHoK Mor
y4acCTBOBaTb B LWIKOJIbHbIX MEPONpuUAaTUaxX B 0bblI4HOM nopsgke, He
TOJIbKO A5 TOro, 4Tobbl pebeHoK Obin ycnewHbiM B yyebe, HO 1 4TObbI
OH 6bl1 NPUHAT U Hallen NpuU3HaHMe B KPYry CBOUX CBEPCTHUKOB U
B3poCabIX. byayuwasa nHrerpaunsa B npoeccnoHasbHOM MUpe nmeeT
Ba)KHOE 3Ha4yeHue 48 MoJI040ro naumeHTa u aBnsgeTcs ogHom ns
uenewn rnobasibHOM NOMOLLN XPOHNYECKUM BOIbHbIM.

3.3 Kak HacueT cnopTa?

Ncxons n3 atoro, pebeHoK MoXXeT 3aHMMaTbCA BUAAMUN OeATeNIbHOCTMH,
KoTopble eMy nof cuny. Takum obpasom, obuwaa pekoMmeHgaums
COCTOUT B TOM, 4TO6ObI MO3BONIATL NAaUMEHTAM y4aCTBOBATb B 3aHATUAX
CMOPTOM M NoNaraTbCA Ha TO, YTO OHM OyAyT OCTaHaB/MBATbLCSA, €C/n
3abonnT cycTaB, a yuntensa puskysabTypbl 0683aHblI NpefoTBpallaThb
CMOPTMBHbIE TPaBMbl, B HaCTHOCTM Cpeaun NoapoCcTKOB. XOTA
CMOPTMBHbIE TPaBMbl MOFyT CMPOBOLMPOBAaTbL BOCMNAaNleHUe cycTaBa nan
KOXXM, UX MOXHO DObICTPO /Ie4nNTb. @ BANSHNE NOJTYYEHHOr 0
dpun3n4eckoro NoBpeXAeHUs ropasno MeHbLle, 4eM NCUXOIOrNYeCcKnin
ywep6, CBA3aHHbIN C HEBO3MOXXHOCTbIO 3aHMMATbCSA CNOPTOM C
Aopy3bsaMn n3-3a 6onesHn.

3.4 Kak HacuyeT gueThl?

HNKakKnx KOHKPETHbIX ANEeTUYECKUX PEKOMEHOAUWN AaTb Henb3s. B
uenom, pebeHok aosmkeH cobnoagatb cbanaHCMPOBaHHYO, HOPMaJlbHYO
0J15 CBOEro Bo3pacTa gmeTy. 300poBas, xopowo cbanaHcnpoBaHHas
AneTa C 4OCTaTOYHbIM coaep>XaHnem 6enkos, KanbUnUs U BATAMUHOB

6/7



pekomeHayeTcs ons pactyuwero pebeHka. MauneHTam, NPUHMMAOLWNM
KOpTUKOCTepouabl, cnenyet niberatb NnepeenaHmns, NOCKOJIbKY 3TU
npenapaTbl MOrYyT MOBbLILWIATL anneTuT.

3.5 Mo)xeT nu KJMMaT BJZIMATbL Ha TeueHue bonesHn?
HeT, HEe MOoXeT.

3.6 MO>XXHO nu pebeHKy pnenatb NPUBUBKKU?

Ha, pebeHOoK MOXeT ObITb 1 A0/XKEH OblTb BAaKUMHNPOBAH, 0AHAKO
fleqallero Bpada Hy>KHO MHOPMUPOBaATL O Hannynm 3abonesaHus,
npexne 4em pebeHky byaeT BBeaeHa xunas ocnabneHHasa BakLMHa,
4TO6bI MOXKHO ObIJIO NPEeAOCTaBUTb HaglIeXXallne peKkoMeHgaumm Ha
MWHOWBUAYANIbHON OCHOBE.

3.7 Kak Hac4yeT NoJIOBOM XXU3HU, OepeMeHHOCTH],
KOHTpauenuuu?

Ilo cnx nop nHgopmMmaLumnsa Nno aToMy BOMNPOCY B inTepaType
OTCYTCTBYeT. XeJslaTesibHO, KakK N B c/ly4ae ApYyrux
ayToBoOCnannTesnbHbiX 3abosneBaHnn, 6epeMeHHOCTb BAYMYUBO
NJaHUPOBaTb, TaK KaK 3TO MO3BOJINT CKOPPEKTUPOBATL JIeHeHne
3apaHee, NPUHMMas B pacyeT BO3MOXHbIN MODOYHbIN 3hdekT
bnonpenapaToB Ha noa.
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