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AymouMMUHHbIi NONUIHOOKPUKABIE cuxgpom 1 muna

B 1946 rony Yurakep n coaBT. onucanu Kaaccu4ecKyio TpMaay: runonaparMpeos, KOXXHO-CIM3UCTbIA KAHAUAO3 U NepBUYHAS
HOAMNOYEYHMKOBAS HEAOCTATOYHOCTb, KOTOPAS AABMSIETCA KIIUCCUYECKUM NOPTPETOM AYTOMMMYHHOTO NOSUINIAHAYNSPHOrO
cuvapoma 1 Tuna (AMC1). B nuteparype MOXXHO BCTPETUTb Crieaylowme Ha3BaHus atoro cuiapoma: APECED — autoimmune
polyendocrinopathy, candidosis, ectodermal dystrophy, MEDAC — multiple endocrine deficiency autoimmune candidiasis,
cMHApPOM YUTaKepd, KAHAUAONONNIHAOKPUHHBIA cuHapom. AMNC1 BcTpeuaeTcs peaKo, 4ACTOTA 30601€BAHUS HECKOJIbKO BbilLie
B ®unnangum (1:25000), B nonynsuum nparckux espees (1:9000) u y xureneir Capauuum (1:12500). AMNC1 xapakrepusyercs
NOMIMOPTraHHbIM MOPAXKEHUEM, BbI3BAHHLIM AYTOUMMMYHHbIMU MexaHusmamu. Mpu AMC1 nopaxkaioTcs B 0CHOBHOM
HOKPUWHHBIE OPraHbl, PU3BUBAETCS MTMNONAPATUPEO3, HEAOCTUTOYHOCTb HAAMNOYEYHUKOBbIX XKEJe3, CaXapHbIi auaber,
HeAOCTATOYHOCTb roHaA U rmnoTupeos. HeaHgokpuHHbIE NposSBRIEeHUs 3060NEBAHUS — 3TO AYTOMMMYHHbIN FeNATUT, BUTUANUTO,
NepHULIMO3HASA AHEMMUS, IK3OKPUHHAS HEAOCTUTOUYHOCTb NOAXKENYAOYHOM Xenesbl, anoneuus. Tun HacnepoBAHUS
3a605eBaHUS — AYTOCOMHO-PEeLIeCCUBHbIIA, BbI3BaH MyTauueii B reHe AIRE, koTopblii pacnono)xeH Ha ANMHHOM nneye 21-i
xpomocombli (21922.3). CeropHs ussectHo 6onee 50 mytauuii reHa AIRE. BORbLLIMHCTBO U3 HUX HACAIEAYIOTCS PELIECCUBHO,

HO eCTb [OKA3ATENbCTEA OMUHAHTHOIO HACNEAOBAHUS HEKOTOPbIX MyTauuii (G228W). FeHotun AIRE — 310 He eauHCTBEHHAS
AeTepMUHAHTA peHoTuna 6onbHbIX ¢ AMC1, ogHOI U3 HUX MOXKET BhicTynaTh Takoke HLA knacca ll.

Junarno3 AITC1 oObIYHO ycTaHABIMBAET-
¢S TP HAJIMYU U ABYX KOMITOHEHTOB U3 YMC-
Jla CJeIYIONINX: TMIIONapaTupe03, HelocTa-
TOYHOCTb HAJMOYEUYHUKOBBIX KeJie3, KaH-
JIMI03 KOXU U CIM3UCThIX. MaHudecranms
AIIC1 mpoucxoauT B JIETCKOM BO3pacTe
B oinune ot AIIC 2 u 3 tTuna. [IpusHaku
ATIC mosBASIOTCS TOCTENEHHO, MHOTIA
MEXIy pa3BUTHEM OTIEJbHBIX KOMITOHEH-
TOB MPOXOJSAT FOfAbI U AecITKH JeT. CTporoit
MOC/IeA0BaTeIbHOCTY BOSHUKHOBEHMSI KOM-
MOHEHTOB CUHJpoMa He cyuecTByeT. Ilep-
BbIM KoMrnioHeHTOM AIICI1 yacto siBisieTcst
KaHAWI03 KOXU U CIU3UCTHIX, CBSI3aHHBIN
¢ nucdyHkuueit T-kieTok. BelpaxkeHHOCTh
KaHAMI03a BapbUpyeT OT JIETKOTO TeYEeHUSsI
C MOpaxeHWeM OJHOTO WJIM HECKOJbKHX
HOITEl 0 MAaCCUBHOTO TpOLIEcca ¢ Mopaxe-
HUEM CJIU3UCTBIX 000JI0UEK PTA, MUILEBOA,
Xenynka, KuieyHuka. [umomnapatupeos siB-
JISeTCSl CcaMbIM YacCThIM KOMITOHEHTOM
ATIIC1 u BcTpeuaeTcst y OOJbIIMHCTBA MALIM-
eHTOB. XpoHMYecKash HeJ0CTaTOYHOCTD
HaJMMOYeYHUKOB OOBIYHO MaHUbeCcTUpyeT
KaK TpeTUii KOMIIOHEHT CUHIPOMa, MOCie
KaHAWI03a W TUIoTapaTupeosa. BhIsBie-
HME OJHOTO M3 3THUX 3a00JIeBaHUI TOKHO
HamnpapJIsITh TMarHOCTUKY Ha MOUCK APYTUX
komrioHeHToB AIICI.

Knunuueckuii cnyvaii

bonbHoit A., 17 ner, Haxoawicsi Ha 00-
C/IeMOBaHUM W JICYCHUM B OTHEe NEeTCKOM
9HIOKpUHHON martojgoruu 'Y «MHcTUTYT
SHIOKPMHOJIOTMM M OOMEHa BeIIeCTB
uMm. B.I1. Komuccapenko HAMH Ykpannbi».

Kao00b1 pH MOCTYIUIEHNH: CTab0CTh, TO-
JIOBOKPYXKEHUE, TOAECPTUBAHME MBI JIU-
11a, OTCTaBaHME B POCTE U TEHUTATBHOM Pa3-
BHUTUU, MUKOTHUYECCKIE BBICHIITAHMSI Ha KOXE
M TPOKOBOE TTOPaKCHUE HOTTEH.

AHamHe3 3a00/1eBaHud: OOJIeH C Bo3pac-
Ta | rom, Korma MosSBUINCH TPU3HAKYA MU-
KOTUYECKOTO TOopaxkeHus Koxu. B Bo3-
pacte 1,5 roga mpUCOEeAMHUIOCH IPUOKO-
BOe TopaxkeHue Horreil. Haxomwmics mon
HaOJTI0OMEHUEM IepMAaToJIora ¢ IUarHo30M:
CTPENTONEPMHUS, TPUXODUTHS, CUCTEM-
HBIU KaHaumo3. [leprmoandyecku mojayJaer
Kypchl aHTUMUKOTHYECKHUX IIPErnapaToB,
OIHAKO OTMEYaeTCs TOJIbKO BPEMEHHOE
YIYYIIEHUE AePMaTOJIOTUICCKOM CUMIITO-
MAaTHUKU.

B necstuneTHeM Bo3pacTe TIOSIBIIUCH CY-
JOPOTH, BBISIBJICH HU3KUI YPOBEHb KaJIBITUST
B KpoBHu. B ampene 1997 roma B KIMHUKE
WHCTUTYTa YCTAHOBJIEH AMArHO3: IMapasH-
JOKPUHHBIM CUHIPOM, THIIONAPaTUPEO3,
CHCTEMHBIN KaHnumo3. Ha3HaueHa Tepamnms
TperapaTtaMy Kaiblins, BuTaMiuHa D (amb-
akanbluI0a, KaJbLUTPUOI), HaOII01aeT-
¢Sy IepMaToJiora 1o MOBOAY MUKO03a KOXU
1 OHUXOMUKO34.

B Bo3pacre 12 ner ycTtaHOBJIEH AUArHO3:
XpOHMYECKass HaIIIOYCUYHUKOBAST HEIOCTa-
TOYHOCTh, HaYaTa Teparus PeIHN30JI0HOM
U GAYIPOKOPTU30OHOM.

AHamMHe3 KH3HM: DOIWJICS OT TpPeThei
HOpPMaJIbHO TpOTEKaBIIel OepeMEeHHOCTH
Y MOJIOJIBIX 3I0OPOBBIX pouTeseil. Macca Tena
npu poxnenuu 3200 r, mmmHa Tena 53 cwm.
Jlo roma peOGeHOK POC 1 pa3BUBAJICS HOPMaJlb-
Ho. B Bo3pacre 1 ron nosiBUIIMCH Xajao0bl Ha
KpacHEIE TISITHA TIO TEJTy, CTOMATHT.

B Bo3pacte 1 ron 8 MecsilieB MaJTbuUKY yC-
TAHOBJIEH JMArHO3 <«PeTUKYJOTMCTUOLUTO3
Jlanrepranca». PebeHok Habmogancs rema-
TOJIOTOM, TIOJTy4YaJl 3THOIATOICHETHYECKYIO
Tepamnuio, JeKcaMeTa3oH. TeueHue 3aboire-
BaHMs peuunusupytoniee. B 1995 romy yera-
HOBJIEH TMarHO3 <«XpOHWUYECKUI TepCUCTH-
pyloluMii rematuT». B HacTosIee BpeMs co-
[JIACHO 3aKJTIOYEHMIO FeMaTojiora oTMevaeT-
51 KIIMHUKO-TabopaTopHast peMuccus. B ne-
kabpe 2001 roma oTMevanch KOMITPECCHUOH-
HBbI€ TIEPEJIOMBI T€JI TPYAHBIX TO3BOHKOB.

JIELTAL ocMompa u IIIHSIII(HIIhHIIBII
uccnegosanug

PeGeHOK MOBBILIEHHOTO MUTAHUSI, Ha-
0J1t0a10TCsl MPU3HAKU DK30TEHHOTO TUIep-
KOpTULIM3Ma — MaTpoHu3M. Ha Koxe nuua,
TYJIOBUILIA, KOHEYHOCTEH — MHOTOYMCJICH-
Hble MUKOTMYECKHE BBICHINIAHUSA SIPKO-
KpacHOro 1iBeTa ¢ 1eyieHueM. OHuXoMu-
KO3 BCEX HOTITEBBIX IJIACTUHOK (puc. 1).

Poct Mmanpumka 136 cMm, Bec 44 KL
ITo pocty orcraer ot HOpMbI Ha 2,50, Tenn-
TaJbHOE Pa3BUTHE PE3KO 3alep:KaHO, COOT-
BeTcTBYeT | craguu mo TaHHepy (puc. 2).
[uToBHaHAS Kese3a MaabIaTOpHO He yBe-
JIMYeHa, MSTKO-3JaCTUYeCKO KOHCUCTEH-
1uu, 6e300Je3HeHHA MpyY Najnbnauuu. Kim-
HUYECKUX TPU3HAKOB HapyleHus QyHK-
1Y IIUTOBUIHOM XKeJie3bl HET.

IIpu 00BEKTUBHOM 00C/I€A0BAHUM CHUMII-
TOMOB JIATEHTHOI TeTaHUM HET — CUMIITO-
Mbl XBOcTeKa, Tpycco oTpuliaTesbHbIE.

AyCKyJIBTaTUBHO: CEPALE U JIETKKME B HOP-
Mme. [lepKyTopHO — SICHBII JIETOYHBI 3BYK,
IpaHMIIBl cepilla He M3MeHeHbl. Yacrora

CepIeYHbIX COKpalleHu — 85 ynapoB B Mu-
HYTY, TOHBI YeTKHUE, PUTMUYHBIE. ApPTepH-
anbHoe nasieHue 110/75 mwm pt. cT., D=S.

KuBot MsTkuii, 6e300/1e3HEHHBII, OTMEYa-
eTCsl He3HAUYMTeJIbHBI MeTeopusM. [lajbia-
TOPHO OTIPEIEIISIETCST TETTaTOMETAINS JTO 2 CM.

CumnroM [lacTepHalkoro oTpulaTelb-
HBII.

Jlannbie nabopamopHbiX
I UHCMpYMeEHManbHbIX III:[:IIB!][IBHHIIﬁ

Oormit anam3 Kposu: Hb — 132 1/, apur-
poumtsl — 3,9x102/n. LIIT — 1,0. COD —
9 Mm/u. JletikormTsl — 3,9x10°/11; 1oHbIE — 0%,
najoukosiiepHble — 1%, cerMeHTOsIIEpHbIE —
70%, mamcdorutel — 23%, MOHOLIUTHL — 6%.
[Troko3a KpoBu HaTolIaK — 5,2 MMOJIb/JI.

OO0mui aHalIM3 MOYM: OTHOCHUTEJbHAs
I0THOCTH — 1014 1/11; GeJIOK, TJTI0K03a — He
BBISIBJIEHBI; peaklusi — €a1a00 LIEJTOYHAs;
JIERKOLUTHl — 3-4 B ToJie 3peHUsI; CIu3b,
OKCaJlaThl — HET.

PesynberaThl 1a00OpaTOPHBIX MCCICIOBA-
HUIf CYMMHMPOBAHBI B TA0JIHUIIE.

OKT — cuHycoBast (nmpIxaTeiabHas) —
apurmusi co cpenneit YCC 77 yn/MuH.

DaeKTpuyeckast ocbh cep/ia He OTKIOHe-
Ha. [IpeobiamaeT sjeKTpuyecKas aKTHB-
HOCTB JICBOTO JKeJIyIouKa. YUIMHEHWE WH-
tepBaia QT MOXeT CBHAETETBCTBOBATH O
TUITOKATBIINEMU.

DT — Ha GoHe 001IEMO3TOBLIX U3MEHE-
HUIl OMO3JEKTPUYECKON aKTUBHOCTU TO-
JIOBHOTO MO3ra MPPUTATUBHOIO XapakTepa
PETUCTPUPYETCS CYIOPOXHAs TOTOBHOCTB
TOJIOBHOTO MO3Ta.

PentrenorpaMMa depema — OCTEOIOpPO3
CITMHKU TYPEIKOTO Cejia, MPU3HAKOB BHYT-
pUYepErHON TUTIEPTEH3UU HET.

PenTreHonornyeckuii Bospact — 12 Jet.

MPT rosioBHOro Mo3ra: oyaroBble HM3Me-
HEHMS B TapeHXMMe MO3Ta 1 TPU3HAKK 00b-
€MHBIX HOBOOOpa30BaHWI HE BBHISBICHHI.
Kucra npaBoii raiitMopoBoii OJIOCTH.

Puc. 1. OHUXOMMKO3 HOITEBBIX NACCTUHOK

Puc. 2. Bunepku NoNoBOro Pa3BUTUs

E.B. Bonbliosa

OKyJMCT — TJIa3Hble Cpefibl MPO3payuHbl,
IJ1Ia3HOE THO B HOPME, CJIOXKHbBIN MUOTUYEC-
KW aCTUTMAaTHU3M.

Y3U: HaamouyeyHUKN — TIpaBbIii pa3me-
pamu 18x13 mm, neBbiit — 16x13 mm. Jlo-
MOJIHUTEIbHbIE 00pa30oBaHuUs B 00JIACTU UX
MpoeKkLnKn He ompenensiorcsa. Y3U mouek,
LIATOBUIHON Keje3bl — 0e3 MaTOJOTUU.
IleueHpb yBennyeHa Ha 2 CM, 3XOT€HHOCTb
TKaHU MECTaMU YBEJIMUEHA 32 CUET yMEpeH-
HbIX TUDGY3HBIX GUOPO3HBIX U3MEHEHUH.

JleHCMTOMETPHS KOCTHOI TKaHM — BbIpa-
JKEHHBIN OCTEONOpPO3.

Koncyabranust HeBponaTosiora: S1uenT-
YeCKUii CMHAPOM (BTOPUYHBIN) y peOeHKa
C TUIMOINAPaTUPEO30M.

Opromea: BBIPaXEHHBIH OCTEOMOPO3
rpyaHoro otaesa mo3poHouHuka (Th6, Th7,
Thll, Th12).

KIIMMEIIIIIaIIIIII N0 BbIIBNEHHBIM
U3MEHEHUIM

OusukanpHOE 00CIeIOBaHNE JTaHHOTO
MalKieHTa TO3BOJSET TOBOPUTH O BhIpa-
JKEHHOM CUCTeMHOM KaHaugose. TeueHue
3a00JIeBaHUSl XPOHUYECKOE, DPELUMINBU-
pylomee. HecmoTpsi Ha Hanuuue Jjadbopa-
TOPHBIX JAHHBIX, YKa3bIBAIOIIUX HA TUIO-
KaJlbIIUeMUI0, KIMHUYECKUX TPU3HAKOB
JIATEHTHOM TUITOKAJbIIUEMUU HE BBISIBIIC-
HO — cuMnToMbl XBocTeKa u Tpycco oTpu-
1arejabHble. Hu3kuit ypoBeHb mapaTropMo-
Ha, HU3KWI YpOBEHb OOIIETO U MOHU3UPO-
BAHHOTO KaJIbLIWSI CHIBOPOTKM (HECMOTpSI
Ha Teparuio TperapataMy KaJbLUWUs U BU-
tamMmuHa D) CBUAETENBCTBYIOT O TUTIOPYHK-
LIMY MapalMTOBUAHBIX XKeJie3. YPOBeHb M-
MoKaJblIMEMUU HalleJl OoTpaxeHue U Ha
KapauorpaMMe IMalueHTa — YAJIMHEeHUe
uHtepBajga QT. IlanueHT naMTEIbHO MPU-
HUMaJT OOJIBIITNE O3Bl TTIOKOKOPTUKOUIOB
JUIST JIEYEHUSI COMYTCTBYIOLIEH MaTOJO-
TMU — pPEeTUKYJOrucTuouuTosa JlaHrep-
raHca W rematuta. B Hacrosiuee Bpems
HaOioAal0TCsl KJIMHUYECKUE TpU3HAKU
9K30I€HHOT0 TUIEPKOPTUIIM3MA, BbIpa-
JKEHHBIE SIBJICHUST OCTEONOP03a, MOATBEPXK-
JIEHHbIE TaHHBIMU IEHCUTOMETPUU U PEHT-
reHorpacduu. I[Moxazarenu AKTI u kopTtu-
30JIa B HOpMe (Ha Tepanuu).

[TonoBoe u ¢dusznyeckoe pazBuUTHE Ma-
LIMEeHTa 3alep>XaHo, OTMeyaeTcsl MOBbI-
menue yposHs JIT u @CI, uyTo mo3Bossier
TOBOPUTH O TUTIEPTOHAAOTPOITHOM TUIIOTO-
Haau3Me.

[Ipu3HakoB HapyUIEHUS] CTPYKTYpbl U
(byHKIIMU 1UTOBUAHON XeJe3bl HET.

Knvnunyeckuil nuarHos: ayTouMMyHHOE
MTOJIMOHIOKPUHHOE 3aboseBaHue | Tuma;
CHUCTEMHBIN KaHINUA03 KOXU U CIU3BUCTHIX;
TUIONApaTUPE03, COCTOSIHUE MeNCyOKOM-
MeHcaluuu; XpoHUYecKash HaJarmouyeqyHUKO-
Basl HEJIOCTATOYHOCTb, COCTOSIHUE MeNCy0-
KOMIIEHCAllMU; TUMEePTOHANOTPOIHBI
TUITOTOHAIN3M; SMWICNTUYECKUI CUHJI-
POM; OCTEOTIOPO3 TPYAHOIO OTHAENa MO3BO-
HOYHUKA.

JInarHo3 CUCTEMHOro KaHAMI03a KOXU
W CJIM3UCTBIX YCTAHOBJIEH NepMaToJOraMu
B paHHEM BO3pacTe naiueHTa. B nonb3y ru-
ToTIapaTpPe03a CBUICTENLCTBYET CYTOPOXK-
HbIA CUHIPOM, HU3KWUN YPOBEHb IMapar-
TOPMOHA M KaJIbLIKSI CHIBOPOTKU. JlnarHos
TUMOKOPTUIIM3MA  YCTAaHOBJEH paHee,
0 CYOKOMIIEHCMPOBAHHOM  COCTOSIHUU
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CBUJIETEJbCTBYET HOPMaJIbHBI YPOBEHb
AKTI um mpusHaku B5K30T€HHOTO THIIEp-
koptuuu3ma. [loBblieHHBIH ypoBeHb JIT'
u OCT u | cTagusi TeHUTATbHOTO PA3BUTHS
no TaHHepy MO3BOJIWIM HaM IOCTaBUTh
JIMarHo3 runeproHagToTPONHOIO IMIOoroHa-
NM3Ma, a KOHCYJbTAllMM HeBpoJora u
DI — snunenTuyeckoro cuHapoma. Jlua-
THO3 OCTEONOpOo3a TPYJHOrO OTIeNa MO3-
BOHOUHMKA YCTAHOBJIEH KOHCYJIBTAHTOM-
OpTOTEAOM TMpPU TOMOIIU PE3YIbTaTOB
VJABTPa3ByKOBOU IEHCUTOMETPUU U PEHTIe-
Horpaduu Mo3BOHOYHUKA.

BaXHBIMU. JIJIT CBOEBPEMEHHOCTH TTOCTa-
HOBKM TUaTHO3a CAMBIM BOXXHBIM SIBJISIETCS
3HaHWE KJIMHULKUCTAMU Pa3HOOOPa3HBIX
MPOSIBJIEHUI 3TOTO TSKEJIOTo 3aboJieBa-
Hus. Hanmmaume IByX KJIacCUYeCKHUX KOMITO-
HEHTOB CHMHIPOMa IT03BOJISICT ITOCTaBUTh
IUArHO3, HO JaXe B TeX CIydasx, Korma
TIPUCYTCTBYET TOJBKO ONWH, TEAMATPHI,
HEBPOIATOJIOTH, AePMATOJIOTH, SHIAOKPU-
HOJIOTM B 3aBUCUMOCTH OT TEPBUYHOU
MaHHU(peCcTallu JOKHBI pacCMaTpUBaTh
BO3MOXHOCTh JaJIbHEUINEro pa3BUTUS
cuHApoMa. [T BBISIBICHUST KaXXIOTO W3

Hassanue uccnegosaxus 3HaueHune Hopma
MaparropmoH (nr/mn) 0,1 13-70
TIT, mnEa/n 6,2 0,17-4,05
T, nMonb/n 19,0 11,5-23,0
AKTF 30,0 7,20-63,3
Koptuzon 180 177-536
JIr, MME/n 20,4 0,04-3,6
&Cr, MME/n 15,3 1,79-5,12
Kanbuwii ceiBopotku, Mmonb/n 19 2,02-2,6
WNoHu3npoBaHHbIi Kanuii, Mmonb/n 0,88 0,9-1,27
®ocdop, mmonb/n 1,33 1,3-2,26
O6wwii 6unupy6uH, Mmonb/n 8,8
Kanwuii coiBopoTky, MMOnb/n 5,1
Harpwii coiBopoTKM, MMOnb/N 138,0
06wwmit 6enok, r/n 4,7
Kanbuwit moun, mmonb/cyt 8,0 2,5-6,25
Docdop mouun, mmonb/cyT 0,70 0,61-1,9
17-0KC (cymm.) mkmonb/cyT 0,30
17-KC (cymm.) mkmons/cyT 24,5

inan neyenus

1. Anbdakanbiuaoi 1o 1 karcyne 4 pasza
B cyTku. [latoreHeTHyeCKM ONpaBaaHO UC-
MOJIb30BAHUE Y MALIMEHTOB C TUIONApaTh-
pPeo30M MMEHHO aKTUBHBIX (POpPM BUTAMUHA
D, KoTopbie He HYXXIaIOTCsI B TapaTTOpMOHe
IUTS IpEBpallieHrs] B aKTUBHbBIN METabOJIUT.
YV naHHOTrO ManueHTa npuem ajibhakaibly-
J10J1a TIOKa3aH TakXKe ¢ YUeTOM BbIpakeHHO-
T'O OCTEOIOPO3a.

2. Kap6onar xanpius 500 mr — 3 Tabner-
KU B cyTku. Ha3HaueHue mpemapara rnoka-
3aHO KaK CTaHAapT JeuyeHUs MaluueHTOB
C TUMONApaTUPEO30M U OCTEONMOPO30M.
AIleKBaTHOCTb JIO3UPOBKM TIPENapaToB BU-
TaMrHa D 1 Kanbuus cienyeT KOHTPOJIMpo-
BaTh, U3MePSIsl YPOBEHb Kaublus U (ocdo-
pa ChIBOPOTKHU.

3. [IpenHu3zonoH: yrpom 1 Tabn., B oben
1 Tabu.; ¢ayapokoptu3oH 1 Tabi. B CyTKH
KaK 3aMeCTUTEIbHAs TEPANUSI XPOHUYECKOM
HaJAMOYEYHUKOBOM HEMOCTAaTOYHOCTU. Tak
KaK ObUla TIpOM3BeNeHa KOPPEKIIUS O3BI,
HeoOxonuM KOHTpoJib ypoBHSI AKTT uepes
MeCSIlLl, MOCTOSTHHBII KOHTPOJIb apTepuaib-
HOTO JaBJIeHUs U NTPU HEOOXOAMMOCTH KOP-
PEKIIUS T03bI.

4. TecrocTepoH (B Buae IpornuoHarta, ¢e-
HUWJITNIPOTIMOHATA, M30KallpoHoaTa U JeKa-
HOaTa, CyMMapHas [103a TEeCTOCTEpOHA B
1 ammyne — 176 mr) 1 pa3 B MecsIIl peKOMEH-
JIOBaH Kak 3aMeCTUTEJIbHAs Teparusi TUIo-
rOHaau3Ma.

5. BoinmojHeHue peKoMeHAaluii nepMma-
TOJIOTa, HEBPOIIATOJIOTa, opTorena, Hadro-
JIeHUE reMaToJIora.

Bhigoghl

Jlnst 6e30TacHOCTH TallMeHTa CBOEBpe-
menHast muarHoctuka AIIC1 m moctosiH-
HOe HabIIoNeHNe SIBJISIOTCS YpE3BbIYATHO

3nopopd” Ykpainn™”

KOMITOHEHTOB CUHAPOMA WCIOJb3YIOT
CTaHIapTHbIE TUAarHOCTUYECKUE METOAM-
ku. Ocoboe 3HaUeHME UMEET TUArHOCTH-
Ka HEeZOCTAaTOYHOCTU HAAMOYEYHUKOB,
MTOCKOJIbKY Pa3BUTHUE OCTPOTO aJpeHANO-
BOrO KpHU3a MOXET MPUBECTU K Trubdenu
60abHOro. OCOOEHHOCTHIO pa3BUTUS
CUHApPOMA y IaHHOTO MalMeHTa Oblia pe3-
Kasi BBIPAXEHHOCTh CUCTEMHOTO KaHAM-
[103a, COMYTCTBYIOLIAsl MATOJOTUSl B BUE
petukyjgoructuouurtosa Jlanrepranca u
XPOHUYECKOTO TemnaTuTa, U3-3a MPUco-
eMHEeHMS KOTOPBbIX MOTpedOBaJOCh Ha-
3HaYeHUe OOJbIINX 103 TJTIOKOKOPTUKOU -
noB. Crparerusi Je4eHUs] MHOTOUYMCIIEH-
HBIX 9HIOKPMHHBIX W HEIHIOKPUHHBIX
nuchyukumit pu AIIC1 Ga3upyercs Ha
JIEYCHUU OTAEJIbHBIX KOMITOHEHTOB CUHI-
poMa. XOTsl eCThb €IMHHUYHBbIE MyOJMKa-
LIMM O BO3MOXHOU TO0JIb3€ OT UMMYHO-
CYyNpeCcCUBHOI Tepanuu IJis JedeHus mna-
LIMEHTOB C CUHIPOMOM, MOJIyYEHHbIE TaH-
HbIe HE TMOATBEPXKAAIOT BO3MOXKHOCTH UX
IIAPOKOTr0 KCIOJb30BaHUs. Takum obpa-
30M, xotsd AIIC1 BcTpeuaeTcs y aeTeii pea-
KO, 3a4acTyl0 OH UMEET TIXeJloe TeueHue
W MPUBOAUT K MHBATUAM3ALMUU OOJTbHBIX.
YuuteiBasi pazHooOpasue KIMHUYECKUX
nposieienuit AIIC1 y mereit, B KOMILIEKC
00cenoBaHusl JOJXHBI BXOAUTb MHOTO-
YUCJeHHbIE TOPMOHAbHbIE, OMOXUMUYEC-
KHe, KIMHUYecKue 00ce0BaHusl, OCMOTP
HEeBPOMAaTOJOTOM, OKYJIUCTOM, CTOMATOJIO-
rom. HacTopoXeHHOCTh y3KMX crelua-
JINCTOB B OTHOIIEHUM BO3MOXHOCTHU pa3-
BUTHUS CUHIpPOMA y IeTeii C IepBUIHOM Ma-
Hu@ecTalueil OynetT crnocoOCTBOBAaTh paH-
Hell NMarHocTMKe M CBOEBPEMEHHON Me-
NMKAaMEHTO3HOW KOPPEKIIMU BBISIBICHHBIX
KOMITOHEHTOB CUHApPOMA.
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NERIATPISA « BTACHUA AOCBIf

MepiaTtpia ® HoBu

Tinbkn 36epiraoun 3nopoB’'a pitei,
mMu cihopMyemo 3[0POBY Hauilo

Mpe3upent Ykpainm nocraere nepepn ypsaom i rpo-
MOACHKICTIO 30BAAHHS, BMPILLEHHS SKOTO € Be3yMOBHUM
NPIOPUTETOM ANst BCIEI CUCTEMM OXOPOHM 3A0POB’ S Kpa-
iln. Lle — peanizaujs HaMBaXMBILOrO 30 POKM Hesa-
nexHocti Ykpaiu HauioHanbHoro npoekty «Hose xwut-
TS — HOBA SIKICTb MATEPUHCTBA | AUTMHCTBAY.

MeTa npoekTy — cTBOpEeHHs! NOTYXHOI NEPUHATANbHOT
cnyx6u y 27 periotax Ykpainu. [ns ycniwHoi Horo pe-
anizauji Hakasom Minictepcta oxopohu 3gopos’s Yk-
paiHM 3aTBEpPAXEHA CreujanbHa MiXrany3esa ekcrep-
THA rPYNA TA NAAH NIArOTOBKM i NiABMLLEHHS KBanibikauii
KOAPIB AN NEPUHATANBHUX LIEHTPIB.

Opratisauis 06nacHAX NEPUHATANBHUX LEHTPIB
AACTb 3MOTY HOBABATM KOHCYNLTATUBHO-GiArHOCTUYHY,
nikyBanbHy i peabinitaviiHy AOMNOMOry 3 BUKOPUCTOH-
HSM CYHMOCHMX NiKYBQbHO-BiArHOCTUYHUX TEXHONOTIM
HOMBINbL BAOKKOMY KOHTUHTEHTY BAMTHMX XIHOK, OPO-
AiNNSM | HOBOHOPOZXEHUM.

Mpoekt nepeabauae, Wwo B ycix 06nACHUX LEHTPAX
GyayTb CTBOPEHi NEPMHATANbLHI LIEHTPU TPETLOTO PIBHS,
A€ CKOHLEHTPYIOTbC BMCOKOKBanidikoBaHi daxisuj,
BCTAHOBNSTb CydacHe OBNORHAHHS, BMKOPUCTOBYBATM-
MyTb HAMCyuacCHiLWi TexHosorii. Ta Bce X TAKM MU MOEMO
nam’STaTH, HACKINbKK BAOXIMBOIO € EPBMHHA JIGHKA, Op-
raHi3aLis NepUMHATAbHOI AONOMOrU HA NEPLIOMY i ApY-
rOMy piBHSIX.

MinictepcTeo po3pobuno KoHuenuilo MOAANLLIOro
PO3BUTKY NEPMHATANBLHOI AOMOMOTM | MAAH peanisauji
30x0piB KOHUenLji, ki 3aTBepAXeHi BIANOBIAHUM HAKA-
30M. KoHuenuis nepernspae nigxogyn fo perioHanisauii,
cnpusie po36yao.i NAHLIOra OPraHisauii HaBAHHS fono-
MOTU HO Pi3HMX PIBHSIX HOJAHHS MEAMYHOI LOMOMOTH.

BianoeigHo A0 KoHUeNUii MeauyHa Aonomora BariT-
HMM | HOBOHOPOAXEHMM Byae HOAGBATMCA HO TPbOX
piBHSIX.

Ha nepoMy pieHi neBHui obcar akyLepcbko-riHeko-
noriyHoi ponomorn byse Hagaeatu nikap 3aranbHoi
NPAKTMKM a60 CIMEMHOI MERULMHM, A Ha ApyroMy —
CTBOPEHi MIXPAMOHHI OKYLUEPChbKi BifAINEHHs, nepuHa-
TQnbHI LEEHTPM.

PedbopMyBaHHs nepesbayae yKpynHEHHsS MOTYXHWX
NOOroBMX CTALOHAPIB LWASXOM peopraHisauii manorno-
TYXHMX MONOroBUX CTALiOHApiB. ToMy MXPaMOHHI nepu-
HaTANbHI LLEEHTPM MaloTb NpuitMaTi He MeHwwe 400 nono-
ri8 Ha pik, a pagiyc ix obcnyrosysaHHs He Gyae nepesu-
wysaTu 60 kM. [lns BigAGNEHNX ripCbKMX PAMOHIB yMOBM
GynyTb iHAMBIAYAnbHUMM. Y MIKPOMOHHMX LEHTPAX
0608’ 513k0BO PYHKLIOHYBATMMYTb BifAineHHs aHecTesio-
norii M iHTeHCHBHOI Tepanii, a aKyLuep-riHekonor i nikap-
HeoHatonor GyAyTb roTOBI NPUMHATU NALIEHTOK LinO-
noboeo.

HauioHanbHuit npoekt «Hose xuTTs — HOBA siKicTb Ma-
TEPUHCTBA | AUTMHCTBAY PEANi3y€ETbCs TPbOMA ETANAMM.

2011 poky nnaHyeTbcs BBEAEHHS B eKCMTyaTalilo
BOCbMU MEPUHATANBHUX LIEHTPIB y BOCbMM PErioHaX,
2012 poky — pes’stn, 2013 poky — pecatu.

Cooropi Big 30 po 60% poponomiuHnx BiggineHb
B obnacrax npuitmatots meHwe 300 nonoris Ha pik, WwWo
BMAMBAE HA piBeHb kBanidikauji daxisuis i, BignosigHo,
SKICTb MEAMYHOI OMOMOTH.

PeopraHisaujs cnpusitume ditkoMy posnoginy pisHiB
HOAAHHS MEAMYHOI SOMOMOTH | AACTb 3MOTY AOTPUMYBA-
TUCS NepeniKy HapaHHs 6a30BMX NOCAYT NEPUHATANLHOT
AOTOMOTH.

Mpu ubOMy HEOBXIBHO AOTPUMYBATMCS ETAMHOCTI,
HaCTynHOCTI i Ge3nepepBHOCTI HABAHHS MEJMYHOI AOMO-
MOTM HO OCHOBI OPraHi3aLyi TPUPIBHEBOI CUCTEMM MEAMY-
HOI JOMOMOTH BATITHWAM, MOPOAINISM | HOBOHOPOZXKEHNM.

ManbyTHiin cTan 3nopoB’a pitei
Ha 50% 3anexuTb
Bifi iXxHboro cnoco6y XurTa

[0NOBHWMM 3QBAAHHSIM CbOrOAEHHS € CTBOPEHHS YMOB
AN BUXOBAHHS Y KOXHOTO FPOMOASHWUHA HALLOT AepXa-
BM MOYYTTS BIANOBIAANBHOCTI 30 BNACHUM CTAH 3[0POB’S,
bopmyBaHHs noTpeb cTocosHO BUBOPY 3[0POBOrO Cno-
coBy XMTTS.

Cnioci6 XuTTS AiTel | MONOAi y CTPYKTYpi YMHHMUKIB
BNMBY HO GOPMYBAHHS CTAHY 30OPOB’S CTAHOBMUTH MO-
Hag 50%. Jnwe 30% piteit MOXYTb BUKOHATU HOPMATH-
BM Bi3MYHOrO HABAHTCXEHHS HO YPOKAX (i3UYHOT Kyb-
Typy 6e3 pu3nKy ans 350poB’s.

[leTpeHoBaHi AiTM Maixe He ByBatoTb HA ByNML, Npo-
BOASAYM Binbluy yacTUHY yacy 6ins komn'totepa abo Te-
nesisopa. 3a fOHMMM couionoriyHux onutysaHs, 25%
XNOMYMKIB NOYMHAIOTb KypuTH Y BiLi 11 pokis, Bxu1BaTH
ankoronb — y il 13 pokis.

MipTBepaxeHHaM i€l cuTyauii € TpariyHi BUNAaKK HA
YPOKax ¢isKynbTypH, KONM AITU BUSBASIOTCS HErOTOBM-
MM HOBITb A0 HEBENMKMX Bi3UYHMX HOBAHTAXEHS.

CninbHo 3 Minicrepcteom oceitn MO3 Ykpainm apek-
BATHO BifPEAryBanO HA LI CUTYAUjlO, NEepernsiHyBLM
HOPMATMBM 30HSTb 3 I3UYHOrO BUXOBAHHS i 3MIHMBLLM
CUCTEMy 3any4qeHHs AO YPOKiB isnuHOi KynbTypu. Mu
3MIHWIM NigXoay A0 NPoBeAeHHs NPOdINAKTUYHUX OrNSAIB
AiTei y NiKyBaANbHMX 30KAAAAX 3 AKLEHTOM Ha 0608’ A3K0-
By yuactb 6arbkis. Lie cnpustime kpawomy pesynbtary i
dopMyBaHHIO BignosiganbHocTi 6aTbkiB 30 380pOB’s
nacHoi autuHK. Came Big MIKPOKIIMATY B pOAMHI Ta Npo-
LieCy BUXOBAHHS 3QNEXMTb 3HOPOBMM CMOCI6 XMTTA AUTH-
HM | NPOTUAIS LWKIANMBUM 3BUYKAM.

3noposoto Moxe ByTn Ta gopocna noanHa, sika Byna
3A0POBOIO Y AUTAYOMY i nignitkoomy sii. Came Len Bik

HaMBinbWw 6naroaatHuit ana GOPMYBAHHS 3HOPOBOrO
cnocoby XurTs.

B ymoBax cborogeHHs ocobnneo notpebye ypocko-
HaneHHs poboTa 3 iIHGOPMOBAHOCTI TA HABYAHHS HaCE-
NEHHs HOBUYOK NPOGINAKTUKM, Be3neyHoi NoBeaiHKM Ha-
camnepep NipAiTkie i ix aTbkis.

3aans BUKOHAHHS i€l MeTH B pisHux obnactax Ykpa-
iHu ctBopeHa mepexa i3 93 «Kninik, apyxHix o mono-
Ai», Y SKAX HOAQIOTb MEAMKO-COLAsbHI MOCYTH AiTAM i
MooAi Ha MPUHLUMNAX APYXHbOro nigxody. Ix 3aspaH-
HAM € 36epexeHHs MCUXIYHOro 30OPOB’s, y ToMy YMcni
Y CKNOAHUX XUTTEBUX OBCTABMHAX; NONEpPEAXeHHs BU-
HWUKHEHHS| PU3MKOBOI MOBEAIHKM TO 3MEHLLEHHS BRMBY
ii Hacniakis; NpodinakTMka iHdeKuiM, Wo nepesatoTbes
cTaTeBuM wnsixoM, y oMy uueni BIJI/CHIL; 36epexen-
HS PenpoayKTMBHOrO 3AOPOB’S i MIArOTOBKA AO YCBi-
AomneHoro 6aTbKiBCTBA, [OMOMOrA ACOLaNbHUM POaK-
HOM TOLLO.

Docsin Ykpaium BeecsitHs opratizauis oxopoHu 3go-
POB’S OLHMNA SIK MO3UTUBHMM | TAKMM, LLO € NPUKNOAOM
AN IHWKMX EBPONENCbKMUX AEPXKOB.

MiHicTepcTBo BrieBHEHE, WO CMINbHUMM 3YCUANSMMU i
GKTUBHOIO CMBMPALIEI0 MOXHA PO3B’s3aTH BCi Npobne-
MM i CTBOPUTM YMOBM Ansi BCEBIYHOrO PO3BMTKY AITEM i
3abe3neyeHHs iXHiX npas.

B VKpaini sakpinnnaca TeHfeHuia
3pocTaHHA HapoaYyBaHOCTI .
Ta 3MeHIWEeHHA CMepTHOoCTI AiTen

B YkpaiHi npoxueae 8 mnH 81 tme. 126 piteit sBikom
Bin 0 no 18 pocie, 3 Hux 508 544 autnnm sikom po po-
ky, 1 mnn 597 tmc. 566 nigniris.

MpaBo AUTMHM HO XMTTS 1 OXOPOHY 3AOPOB’S ra-
patTosaHo KoweeHuieio npo npasa gt OOH, Oc-
HOBOMM 30KOHOAQBCTBA MPO OXOPOHY 3A0POB’s i 30-
koHoM Ykpaiu «Ipo 0xopoHy AUTUHCTBOY.

Hap ix peanisaujeio noctiMHo npawioe MeauyHa ra-
ny3b.

[MopiBHAHO 3 MMHYNIMMM POKAMM YPSIA MaiXe Y nis-
TOpa pasu 36inblWMBE PIHAHCYBAHHS BITYUSHSHOI OXO-
POHM 300pPOB’S, Y TOMY YMCi M AEPKABHUX NPOTPAM,
CNPAMOBAHMX HA NOAINLIEHHS 380POB’ S AiTeH.

B YkpaiHi sakpinunacs TeHaeHLUis WORO 3pOCTAHHS
HAPOAXYBAHOCTI TA 3MEHLIEHH CMEPTHOCTI AiTeH,
Y TOMY YUCTTi MAIOKOBOI.

2010 poky Bigbynocs nonoris y kinbkocti 491 591 i
Hapopunocs 497 689 nemoenst (2009 poky - 512
526).

CrabinisyBaBcs NOKA3HUK MANIOKOBOI CMEPTHOCTI,
akuit 2010 poky cranosue 9,1 Ha THcsdy Hapopxe-
HUX XMBMMM NpoTh 9,4 3a aHanoriunmi nepiog 2009
poky. Momepno 4564 putmnm Bikom po poky (3a 12
Micsuis 2009 poky — 4802). 3aeasku nocrynosomy
BMPOBAAXEHHIO CUCTEMM CYYACHMX MEPUHATANBHMX
TeXHONOrM (36inblueHHs NAPTHEPCbKUX NonoriB fo
51%) BRAnocs 3HU3UTH piBeHb YCKNGAHEHUX NONOTIB 3
50 marxe go 33,2%, wWwo cyTTEBO BNAMBAE HA PiBEHDb
MOTEPUHCBKOT T MAMIOKOBOI CMepTHOCTI. TaKOX BaX-
JIMBUM € Te, LLO Y ABO PA3M 3POCIA KibKiCTb HOPMQTTb-
HMX nonoris.

Sk HACNIROK LMX 30XOAIB NPOAOBXYE 3HUXKYBATUCS
piBeHb 3axsoptoBaHocti Hemosnst. 3 2001 poky Ha
43% BinBynocs 3HMXEHHS NOKA3HUKA 3AXBOPIOBAHOC-
Ti HOBOHOPOAXEHMX B OKYLIEPCbKMX CTALOHAPAX.

3aBasku ctBopeHHIo B YKpaiHi 4iTkoi opraHisauiiHoi
CUCTEMM AiSNbHOCTI POAONOMIYHMX 3AKNQAIB CMiNbHO 3
ueHtpamu npodinaktuku i 6opotsbu 3i CHIJom 3Hu-
31BCS piBeHb iHIKYBAHHS HOBOHAPOAXEHOTO Bif MaTe-
pi, xeopoi Ha BI1/CHI, 3 7,2% 2007 poky go 6,2%.

B Ykpaini Hanivyetbes 165 121 gutuHa-iveanip.
LLlopoky noHap 18 Tuc. aiteit craioTh iHBAnigamu.
Dns uiei kateropii pitei pyxe Baxnusoio € peabini-
Tauis.

[ns uboro NPoAOBXYETbCS PO3BMTOK 3AKNAAIB Me-
auuHoi peabinitauii giter 8 Ykpaini. Mpautoe 41 pea-
Ginitauiinmi uentp. 3 2010 poky posnouaTo cTeopeH-
HSl HOBMX MOTYXHMX LIEHTPIB PAHHBOI MEAMKO-COLLiaNb-
Hoi peabinitauji B 6yanHkax autuam (ycsoro 48). Lle
BiMYTHE AOMOBHEHHS [0 iCHYI04YOi MEPEXi.

Sk i 8 baratbox iHWKX kpaiHax, 8 YkpaiHi sanpoeag-
XEHO CUCTEMY CKPUHIHFY HOBOHAPOAXEHMX Ha eHin-
KeToHypito i rinotupeos, a 3 2011 poky — Ha Mykosic-
UMAO3 | AfPEHOTEHITANbHUIM CUHAPOM.

Cooropi B YkpaiHi 30 kowTh gepxasHoro 6loaxery
LEHTPANi30BAHO 3AiHCHIOIOTHCS 30XOAM 3 LOTPMMAHHS
Yy nepluy Yepry npae Aitel 3 o6MeXeHMMM MOXAMBOC-
TAMM 300pPOB'S, 30KpemMa MepuKameHTo3He 3abesne-
YeHHs AiTel, XBOPUX HA NepBUHHI (BpoaXeHi) iMyHope-
biunti, remodinito, MyKoBiCUMAO3, AMUTAYMI Lepeb-
panbHuiA napaniy, rinodisapHUM HaHiI3M, XPOHIYHMA Bi-
PYCHWI renatir, GeHinKeToHypito, PO3CisHUI CKepos,
HUPKOBY HeAOCTATHICTb, xBopoby lowe, oHkonoriuHi Ta
reMaTonoriyHi 3aXBOPIOBAHHS.

Heseaxatoun Ha 3ycunns memukis, CTaH 3AOPOB’s
AiTel BUKNMKAE TPUBOTY.

lMpK1Kpo KOHCTATYBATH, LLLO NPOTSrOM OCTAHHIX POKIB
He BAAETbCS YHUKHYTM TEHAEHLii 4O 3POCTAHHS PiBHIB
30XBOPIOBAHOCTI TA NOLWMPEHOCTI XBOPOb cepep AiteH,
sKi nopisHsaHo 3 2003 pokom 3pocnn Ha 19 i 15% eia-
nosigHo.

Ha piseHb 3axsoproBaHocti BniuBae 36inbLueHHs
KiNbKOCTi HOBOYTBOPEHb, XBOPOH EHAOKPMHHOI CUCTe-
MM, OPraHiB AUXAHHS | TPABNEHHS.

Mpec-cnyx6a MO3 Ykpainu
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