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1. NPEAUCNOBUE

LeHTpanbHbIit cMHgpom runoBeHTUAAuum (CHS) — peakoe 3abosieBaHMe, AMArHOCTMPOBAHHOE BMepBble B
Havane 1970-x rogos. bonbWMHCTBY Bpayelt 3a BClO CBOKO NPodeCcCMOHaNbHYIO Kapbepy HW pasy He NPUXoAUTCA
UMeTb Aeno c 3abonesaHnem CHS. [axke Te Bpauu, KoTopble sieyaT nauneHtos ¢ CHS, HabnwogatoT Yale Bcero
TONbKO OAHOro — ABYX 60nbHbIX. OAHAKO MeaMUMHA He CTOUT Ha MecTe, Tak 4YTO AMArHOCTUYECKME U
TepaneBTUYECKME BO3MOXKHOCTM CTAaHOBATCA BCE H6osee KomnieKcHbiIMW. COOTBETCTBEHHO, OCTABATbCA B Kypce
HOBENLWMNX MEAUUNHCKUX WUCCNeAoBaHUIM B 006M1acTM TaKUX peaKkux 3abosieBaHU CTAHOBUTCS HACTOALLMM
UCNbITAaHWEM A/1A Bpayel, NosTomy Oblan co34aHbl KIMHUYECKME CETEBbIE CTPYKTYPbl, YbM HEMHOTOYUC/IEHHbIE
cneunanmnsnpoBaHHble Bpadm 06CAyKMBAIOT Fpynnbl NALUEHTOB C PeAKMMU 3a601eBaHUAMMU.

B cnyyae 3abonesaHma CHS cHavana ¢ppaHLy3cKkme Bpaum chopMUPOBAAU HALMOHANbHYIO CETb BPaAYen, @ 3aTEM OHWU CTa/IM BCTyNaTb B KOHTAKT
C Bpayamu Apyrmx eBponenckux ctpaH. EBponeicKasa ceTb, cneumanmsmpytowanca Ha CHS, 6bina chopmmposaHa B 2004 roay Hebonblioi
rpynnoii spayen. OgHako yxe B 2009 rogy oHa nonyymna ¢uHaHcuposaHune Esponeiickoro Coto3a nog obuieeBponercknin npoeKT. Lenbto
NPOeKTa ABAANOCb CO34aHME LEeHTpanbHOro obuweeBponeinickoro perncrpa naupeHtoB CHS ana yyéta JaHHbIX O MeHegXMeHTe AAHHOro
3aboneBaHna BO Bcex CTpaHax. Ha BTOpom 3Tane npoeKTa A0/XKHbl 6blin 6bITb pa3paboTaHbl KAMHUYECKME PEKOMEHAATE/IbHbIE MOI0XKEHMUS,
CO34aHbl CBOM COBGCTBEHHbI Beb-canT M MHPOpMaumoHHas bpowtopa. WUTaK, AaHHaAa Opowtopa ABAAETCA NepBbiM  Pe3y/ibTaToM
obLLeeBpONENCcKOro coTpyaHUYecTBa.

Huke Bbl HalMAETe CNUCOK yyacTBYOWMX Bpayeid. Mbl TakKe xoTenu 6bl BOCNOAb30BaTbCA BO3MOXKHOCTbIO MCKPEeHHe nobiarogaputb cCeMbU U
rpynnbl B3aMMOMNOMOLLM MNaLMEHTOB 3a CAeNaHHbIe NOoe3Hble 3aMeYaHUs U NPea/IOXKEeHUS.

Bpayu

N3abenna Yeuuepunu, lenya, Ntanua ArHeta Mapkctpom, Ctokronbm, LLiseuma Pakenb NopTto, Magpua, UcnaHma

XeneHa 3cTeBao, Koumbpa, MNopTyranusa Mapek Murgan, Bapwasa, lMonbwa MopwuTu, Popbax, MioHxeH, FfepmaHua

Mattrac ®Ppepuk, MioHxeH, lepmaHnsa ®paHyecko MopaHau, Ipba, Ntanua MapTtnH Camyanbc, CTOK-OH-TpeHT, AHrAnsa
Anxenec MNapcua, Magpwug, icnaxHua xaHkapno OtToHenno, lenysa, Ntanua MoxaHHec LLIE6ep, MioHxeH, FfepmaHua
bapbapa NHmnpaosey, /ltobnaHa, ChoBeHus MoxeH MNetepc, MioHxeH, lepmaHus NpeHa 3eHeuny, 3arpeb, Xopeatua

Mwupunam Katu-CanamoH, Ctokronbom, LLseuma AHppeac Mnerep, Mpau, ABCTpua Xa TpaHr, MapuK, PpaHuma

Oasna Knnnep, JlToHaoH, BennkobputaHusa Paddaane Mbromennu,dnoperHumsn, Utanus

lpynnsl nod0epxcku ceMbu Mapu BaHgepnaaH, CCHS Family Network, CLLA
AneccaHapo KapkaHo, A.l.S.I.C.C., Utanua dnnmnne Umywa, A.F.S.0., PpaHuuna Nuuaga MugantoH, UK Family Support Group,

AHrNnA
MapmuH Camyanec, napmHép epavyebroli obuweesponelickoli cemu no 3abonesaruro CHS u3 Beaukobpumaruu, anpens 2012
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2. BBEAEHME: LEHTPA/IbHbIA CAMMNTOM F'MMNOBEHTUNALUU

MoHATME  “UeHTpanbHbIi  cMHAPOM  runoseHTunaumm®  (CHS)  oxsaTbiBaeT  rpynny  3aboneBaHui,
XapaKTepM3YOLWMNXCA HeA0CTaTOUYHbIM AblXaHMeM (= runoBeHTUAAUMEN). MPUUYMHON TMNOBEHTUAALMM KPOETCA B
HapyweHWM nepedaym WMMNYNbCOB, NPUBOAALLMX B ABWMKEHWE AblXxaTeNbHble MYCKyabl (auadparpmy wu
MYCKYNaTypy FPyAHOM KNETKM) OT FOJIOBHOFO MO3ra K AblxaTeNbHOM Myckynatype. HanboneepacnpocTpaHEHHbIM
3aboneBaHMeEM ABNAETCA BPOKAEHHbIN LEHTPaNbHbIA cMHAPOM runoseHTUNAUnK (CCHS), KoTopbiii npoaBaaeTcs B
H6ONbLINHCTBE CNyYaeB YXKe Ha NePBOM MeECALE KM3HM, 4acTo yXKe B NepBble Yacbl Nocne poxKaeHna. CUMNTOMbI
bonee MArko BblpaxKeHHbIX dopm 3aboneBaHma CCHS moryT obHapy»KMBaTbCca No3gHee B AETCKOM WU 3pesiom
Bo3pacTe (Late-onset CCHS wnnun LO-CCHS). CyuwiectByeT Takxe dopma 3aboneBaHus, npoasasioulasca B bonee
nosgHemM [AeTCKOM BO3PacTe, NPM KOTOPOM HapAady C FMNOBEHTUAAUMEN BO3HWUKAIOT TaKXKe FOPMOHa/bHble
HapyweHus. ITo 3abosieBaHMe HasbiBaeTca cuHapom ROHHAD (BHe3anHoe oXKuUpeHue, Bbi3BaHHOE ANCHYHKUMEN
rMnoTanamyca, rmnoBeHTUNSLMEN N HAapyLWeHWEM BeretaTtuBHon ¢dyHKUmK). Mpu Bcex aTux popmax 3abonesaHun
3aTPOHYTbI TaK}XKe 1 Apyrne oTae bl BereTaTMBHOM HEPBHOM CUCTEMDI.

HensBecTHO, CKOIbKO MmeeTcA 60/bHbIX C LEHTPaNbHbIM TMNOBEHTUNALUMOHHLIM cuHapomom (CHS). CornacHo
NPUBAN3NUTENBHBIM OLEHKaM, Yncao 6onbHbix ¢ CHS coctasnseT 1 cayvait Ha 50 000 — 200 000 HOBOPOXKAEHHbIX
aetent, Tak uto CHS - peakoe 3aboneBaHue. B KpynHbIX €BPOMENCKUX CTpaHax npoXxueaeT okono 50 — 100
60onbHbIX CHS. B 60nblIMHCTBE CTPAH HEM3BECTHO, FAe MPOXKMBAKOT 04U C TMNOBEHTUNALMOHHBIM CUHAPOMOM. B
HacToAlee Bpema obuieeBponenckmii pernctp 6onbHbix CHS dopmupyetrca no obpasuy yrKe co3aaHHOroO BO
®paHuum permncrpa.

LleHTpabHbIA CUHAPOM FMNOBEHTUAALMM U3BECTEH TaKKe Mo, Ha3BaHMEM «CUHAPOM YHAMHbI», HECKONbKO HeyAauyHoe Ha3BaHMe, MPUCBOEHHOEe 3TOMY
3aboneBaHuto B 1962 rogy. 3To HAMMEHOBAHWE BOCXOAMT K HEMELLKOM SiereHe, CornacHo KoTopol, HUMda YHAMHA HaoXuaa Ha CBOEro HEBEPHOrO My»Ka
NpoKnaTMe. Bce aBTOHOMHbIe QYHKLMU €ro opraHM3ma yracium, U oH 6bia BbIHYXAEH BCE BpeMA HanomuHaTb cebe 0 HeobxoaMmocTH AbixaHuA. Koraa oH
3acbinan, OH NpeKkpalan ablwaTb. BONbWKUHCTBO Nt0AEN C TMNOBEHTUNALMOHHBIM CUHAPOMOM BO BPEMS CHa He NMPeKpaLlatoT NOJIHOCTLIO AblWaTb, a Ablwat
HeA0CTaToOUYHO ry6oKo.
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3. KAK ®YHKUMOHUPYET A bIXAHUE

MOYEMY ObIXAHUE ABAAETCA XXU3HEHHO HEOBXOAUMbIM?

[bixaHWe ABNAETCA KM3HEHHO BaXXHbIM MPOLLECCOM, BO BPEMA KOTOPOro KPOBb MOFNOLLAET KUCNOPOA U BblaendeT yrnepod, nobouHbIn
NPOAYKT 06MeHa BelLecTB. B NErKMX KNCNOPOA M3 BAbIXAaEMOTO BO3AyXa NPUCOEANHAETCA K SpPUTPOLUTAM, KPOBAHLIM KNETKaM, 1 NepeHoCcUTcs
3aTEM MO KPOBOTOKY KO BCEM K/eTKaM opraHusma. OyHKLUMOHMPOBAHME KAETOK OpraHmsama M, TeM CaMblM, BblXKMBaHWE 3aBUCAT OT
NnocTosaHHOro obecneyeHnn aHeprmvei. dHeprua obpasyeTca B npouecce NpeobpasoBaHUA MIOKO3bI (AEKCTPO3bl) U KMCAOPOAA B YINEKUCbIN
ras u sogy. OpraHusm panonaraeT 601bWMMK 3aMacaMiu FHOKO3bl A8 TOTO, YTOBbI BbIXKMTb BO BpemMaA NepuoaoB ronoaaHus, 04Hako He umeet
HUKAKOW BO3MOMHOCTM HaKan/aMBaTb KUCNOPOA. TakMM 06pasom, y)Ke B TeyeHuMe HECKONbKUX MWUHYT MOoCAe OCTaHOBKM AbIXaHMA MOTyT
BO3HWKHYTb NOBPEXKAEHUA TKAHEN OpPraHM3Ma.

KAK ®YHKLIMOHWUPYET AbIXAHUE?

Hawa cucrema AbIXaHWA COCTOUT M3 AbIXaTeNbHbIX NyTen (Hoca, POTOrNOTKKU, Tpaxewn, BPOHXMANbHOW CUCTEMbI), KOCTHOM TPYAHOM KNETKM,
AbIXaTeNbHbIX MbIWL, (Anadparmbl U MbILL, TPYAHOW CTEHKM) M NErKMX. [bixaHWe peryMpyeTca MO3rom, KOTOPbIM HemnpepbiBHO MOCblIaeT
MMMYNbCbl Yepe3 CNMHHOW MO3r U nepudepuyeckne Hepsbl K auvadparme. CokpalleHuAa auvadparmbl YBEAUYMBAKOT MAM COOTBETCTBEHHO
YMEHbLUAIOT 06BEM TPYAHOM KNETKKU, B pe3y/abTaTe Yero BO34yX BXOAMT WUAW CHOBA BbIXOAMUT U3 NErKMX. [a3006mMeH NpoucxoanT BO Bpems
Hano/sHeHMA NErkmx Bo3ayxom. Kncnopos npoHUKaeT M3 AbixaTeNbHbIX NyTel B KPOBb, @ YI/IEKUC/bIM ra3 HA060pPOT BblAENAETCA U3 KPOBM B
AblXaTeNibHble NyTw.

KAK PEFYNUPYETCA AbIXAHUE?

KoHLeHTpaunio KMCNopoaa, a TakKe KOHLUEHTPALMIO YI/IeKMCAO0ro ra3a B KPOBU TWATENbHO KOHTPOAMPYIOT CneumasbHble CEHCOPbl HEPBHOWM
TKaAHM, KOTOpble HaXo4ATCA, NpeXae BCcero, B roJlIOBHOM mo3re. Kak npaBuao, napuyanbHOe AaBleHWe KUCNoPOoAA B apTepuasibHOM KpPOBM
(PO,) coctaBnaet 70-100 mm pT. cT. (9.7-13.3 KMa). HacbiweHne KpoBu Kucnopoaom (Sp0O,) coctasnaet B Hopme 95-100% n namepsetcs
06bI4HO C NOMOLLBIO NYbCOKCMMETPA. HopmanbHoe napumanbHoe gasneHue yraekucnoro rasa (pCO,) B Kposu coctasnaseT 35-45 mm pT. cT..
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KonnuectBo BO34yxa, BAbIXaemMoe Mpu KaxKA0M BAOXE, Ha3blBaeTcA 06bEMOM BAOXa UM AbixaTeNbHbIM 06bEMoM ([0). YacToTa abixaHus (Y1)
N AbixaTeNbHbIM 06bEM ([0) onpeaenatoT MUHYTHbIA 06BEM AbixaHua (MO/).

00 (M) x Y4, (mur )= MOA(MA x MuH™)

Korga obmeH BelecTB ycKopAeTcA, Hanpumep, Bo Bpema GU3NYECKOM aKTUBHOCTU WM NPU BbICOKOW TemMNepaType Tena, OPraHn3m [O/KeH
nornowartb 6onble KUcAopoaa 1 BblAenAaTb 6onblie yrnekncaoro rada. C NOMoLLbHo AbIXaTeNbHbIX MMMY/IbCOB MOBbLILWAOTCA YAaCTOTa AblIXaHUA
n rnybuHa Baoxa, 4Tobbl NPUBECTU MUHYTHbBIN 0O6BEM AbIXaHWUA B COOTBETCTBME C USMEHMBLUMMUCA NOTPEOHOCTAMM.

KAK U3MEHAETCA AbIXAHUE C BO3PACTOM?

Monopnoi, pacTywmii opraHnMam HyKgaetcs B 60OnblIeM KOAMYECTBE KUCAopoga U sHeprun. MUHYTHbIM 0ObEM AblXxaHWA perynvpyeTtcs B
COOTBETCTBUM C ITUMM NOTPEOHOCTAMM, Npexae BCero, ¢ NMOMOLLbIO YacToTbl AbixaHMA. YacToTa AbiXxaHUS HOBOPOXKAEHHOrO COCTaBAAET B
cpeaHem 40 BOOXOB B MUHYTY, B TO BPeMs KaK B3POC/blA coBepluaeT Tonbko 12 — 18 BaoxoB. B NpoTMBOMNOAOXKHOCTb YacToTe AblXaHWUs
AblXaTeNIbHbI 06bEM OCTAETCA B TEYEHUE BCEWN KM3HU OTHOCUTENIbHO NOCTOAHHBLIM (NpuMepHO 7 — 10 ma Ha 1 Kr macchl Tena).

YTO TAKOE rMNOBEHTUNALMA?

CornacHo MeauLMHCKOM TEPMUHONOIUM 2UMo O3HAYaeT «HeAOoCTaTOUYHbINY, @ 8eHMUAAYUSA - «AblxaHWe». Takum obpasom, rMnoBeHTUNALUA
03Ha4aeT «HeAoCTaToYHOoe AbiXaHue». TMNOBEHTUNALMA HACTYMaeT, eCI BO BPEMA AbIXaHUA B NErkue nonaaaeT C/IMWKOM Masio KUcaopoda u
N3 NETKNX BbIBOAMTCA CANLLIKOM Maso YyrNeKMUCNOoro rasa. B pesynbTaTe NOHUKAETCA YPOBEHb KUCNOPOAA B KPOBU (FTMNOKCEMMA) M NOBbILLIAETCA
YPOBEHb YI/IEKUC/IOTO ra3a B KPOBM (rMnepKanHuma).

TMNOBEHTUNALMA MOXKET BblI3bIBaTbCA 3a60NEBAHMAMU MYCKYNATYypbl, NETKUX, AbIXaTeNbHbIX NyTElA MAM FONOBHOMO MO3ra, B 0COBeHHOCTH,
3aboneBaHNAMWN TNYBUHHBIX CTPYKTYpP Mo3ra (,M03roBbix cTBon0B”). K 3a60/1€BaHUAM rO/IOBHOTO MO3ra, Bbi3blBalOWMM TMNOBEHTUNALUIO,
OTHOCATCA rNyboKaa NoTepa CO3HAHWUA U LEHTPaNbHbIA CUHAPOM TMMNOBEHTUNALMU. B 3aBUCMMOCTU OT TOrO, HACKONIbKO CUIbHO MOHUMKaeTCcs
MWHYTHbIN 0B6BEM AbIXaHUA, MOHMMKAETCA HaCbIlLEHMEe apTepuanbHON KPOBU KUCIOPOAOM U NOBbIWAETCA KOHLEHTPauusa YrieKUcaoro rasa.
OpraHusm pacnonaraer onpeaenéHHbIMM  KOMMEHCAUMOHHbIMM  BO3MOXHOCTAMM Ha CAyvyall HacTynaeHWs OCTPON KUCNOPOAHOM
HeAOoCTaTOYHOCTU. Ho yxe camble Nnérkne ¢opmbl XPOHUYECKOM, T. €. MNepUOANYECKM BO3HMKAWOLWENW TMMNOBEHTUNALMK, BbI3blBAOT
NOBPENKAEHMA PA3BMBAIOLLErOCA MO3ra, a TaKXKe Cepaua U NErKuX.
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4. CUMNTOMbI LLEHTPA/IbHOIO CUHAPOMA M'MMNOBEHTUNALNUU (CHS)
YTO TAKOE LLEEHTPANILHAS TMNOBEHTUAALMA?

LleHTpanbHas rMNOBEHTUNAUMA O3HAYaeT, YTO TMNOBEHTUMNAUMA Bbi3BaHa 3aboseBaHMemM ronoBHOro mo3ra. Mosr He MOXKeT nepenaTtb
Anadparme CUrHaN COKPaATUTLCA B 06bEMe M NPOM3BECTU BAOX.

bonbHble CHS He pearnpyloT Ha U3MEHeHMEe KOHUEHTPALUUM KUCAOPOAA U YINEKUCAOro rasa B KPOBWU. IDTO CBA3AHO C TeM, YTO CEHCOpbl B
KpOBAHbIX cocyaax 06a1acTu Weun M roIoOBHOMO MO3ra He OTMNPaBAAKT KOPPEKTHbIE MMMYAbCbl CTBOIAM FO/I0BHOrO mMmo3ra. CTBO/Ibl FO/IOBHOIO
MO3ra He pearnpylT yCUAEHWEM CTUMYAAUMM AbIXaHWA, Koraa 3To Heobxoammo. BonbHoli CHS He ouylwaeT Kak OCO3HaHHO, TaK U
HEOCO3HAHHO, YTO ero AblXxaHWe ABNAETCA HeAOCTAaTOYHbIM, TaK YTO COBepLlaemMble MM BAOXM OCTAKOTCA MOBEPXHOCTHLIMM M 4acTOTa AbIXaHMA
HWU3KOW. B pe3ynbTaTe B HEAOCTAaTOYHOM CTENEHM NOCTYMNAET KUCN0PO4, U He BblAENAETCA B LOCTAaTOYHOMN CTENEHW YINEKUCbIN Fas.

YTO TAKOE BPOXAEHHbIA LLEEHTPA/IbHbIA CUHAPOM FTMNOBEHTUNALUN?

BpoKAEHHbIM 03HayaeT, 4To 60/1e3Hb NPUCYTCTBYET y¥Ke Npu poxaeHun. CMMnoTombl 3a60seBaHMA NOABAAIOTCA, KaK NMPaBWIO, CPasy Uau
BCKOpE MNoc/e poXaeHUa. MHoraa cMMnoToMbl OBGHAPYKMBAKOTCA TONIbKO HECKO/IbKO MECALEB CNYCTA UAWN [aXKe HECKO/IbKO NeT. M3meHeHuA B
OHK npucyTcTBYIOT B MOC/NeAHEM Cayvae TaKXKe yXKe MPU poXKAeHUU, HO NPpUBOAAT K bonee nérkon popme 3abonesaHunsa. Ecnm cumnotTombl
BO3HWMKAIOT NOC/Ie NEePBOro MecALa *KM3HM, TO B 3TOM Cy4ae YacTo ynoTpebnstoT TepmuH late-onset-CCHS (LO-CCHS) - BpOXAEHHbIV CUHAPOM
C NO34HMM HAYa/IOM.

O ueHTpanbHOM CUHAPOME TMMOBEHTUAALUM pedb MAET B TOM C/y4vae, ecin TMNOBEHTUAALMA He Bbi3BaHa HMKaAKMM Apyrum 3abonesaHnem
rON0OBHOrO MO3ra, MYCKY/I0B U/IN HapylueHnem obmeHa BelecTB, eCM He MMEEeTCA HUKAKOM ApPYyron reHeTUYEeCKUin CMHAPOM, a TaKKe ecnm
6blna AoKa3aHa myTaums reHa PHOX2B.

CYLLECTBYIOT I APYTUE ®OPMbl LIEHTPA/IbBHOrO CUHLAPOMA MMNOBEHTUNALUN?

fMnoBeHTUNALUMA, BO3HWKaloWaa B 0Oosee no3gHeM [AeTCKOM BO3pacTe Hapaay C ObiCTpbiM yBe/MYEHUMEM Beca M FOPMOHa/IbHbIMMU
HapyweHnAMMN, Ha3biBaeTca cmHapomom ROHHAD.

KAKOBbI CUMMTOMbI LEEHTPANIBHOTO CUHAPOMA FMMOBEHTUNALUN?
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Y HEKOTOpPbIX NALUEHTOB C HOPMA/IbHBIM AbIXaHUEM B COCTOAHUN 60APCTBOBAHMA TMNOBEHTUNALMA NPOABAAETCA BO BPEMA CHA. Y APYrux
NaLMeHTOB AblXaHWe BO BPEMA CHA OCTAaHAB/AMBAETCA, @ B COCTOSHMM 60APCTBOBAHUA MMEETCA BblpaXKeHHasa runoseHTuAaumua. Cheayowme
CUMNTOMbI MOTYT OOHAPYKMBATLCA:

*  WCKYCCTBEHHaA BEHTUIALMA NETKNX HEOOXOAMMA C MOMEHTA POXKAEHUA

* ronyboBaTbli, cEpoOBaTbIi UAN OYeHb BneaHbIN LBET KON Yy pebEHKa

* TaK HasblBaeMble yrpoxatowme *KunsHum cobbitus (life threateting events, ,, ALTE®)
*  TAXENbIE UHOEKUMM AbIXaTeNbHbIX NyTeln

* HapylweHuAa pocTa

*  HapyweHWA pa3BUTUA

* cepAeyvHas HeaoCTAaTOYHOCTb

*  cygoporu unm rnybokme o6MopoKu

Mpu cneayroWmMx CMMNOTOMAX Yy AeTelt Mbl TakKe npegnonaraem CHS

* 04YeHb HBbICTPOE yBEANYEHME BECA, OXKUPEHUE

* HapyleHuAa noBeaeHuA

* YypesmepHas Kaxaa

* rOPMOHaJibHble HapyLeHna

CHS mokeT 6bITb y AeTen 1 B3POC/bIX TaKXKe NpU Cneayowmx CMMATOMaXx:

* TAXENaAa ¢opma anHO3 BO BPEMA CHa
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*  WHUMAEHTbI BO BPEMS HAapKO3a, B 0COB6EHHOCTM, B Nepros, BBeAeHMA HAPKO3a U BbIXOAA U3 HapKo3a

*  TAXENbIEe UHPEKUMMN AbIXaTeNbHbIX NyTEN, cAeNaBlUMe HEODXOAMMBIM UCKYCCTBEHHOE annapaTHoe AbixaHue

NHoraa amarHo3 cTaBAT TO/IbKO NOC/Ie FTeHEeTUYECKOro TeCTa, KOTOPbIN Obl BbINONHEH, MOTOMY YTO APYroM YneH cembn 6oneH CHS.
KAK OUArHOCTUPYETCA TMNOBEHTUNALMNA?

Y106bI NOATBEPAMUTDL LEHTPaNbHbIA CUHAPOM FMNOBEHTUAALMN, U3MEPAIOT YPOBEHb YIIEKMCNOTO ra3a B KpoBu. [NoKkasatenn Bbiwe 50 mm prT.
cT. (Mm pTyTHOrO cTon6a) nnm 6,7 KMa (KMNonackanb) CHUTAOTCA NOBbIWEHHBIMWU. DT NOKa3aTeIn MOryT 6bITb U3MEPEHbI C MOMOLLbIO aHaN3a
KPOBMW, KOXKHOIO AaTymKa (YpeckorkHoe mamepeHue CO2) uam aHanmsa KoHueHTpauum CO2 B Bblgbixaemom Bo3ayxe (cogep:kaHune CO2 B
KOHLE BblZ0Xa).

MMnoBeHTUNAUNA ABNAETCA Haubosiee BbipaKeHHOM M ypoBeHb yraekucnoro rasa (CO2) Hanbonee BbICOKMM BO BpeMsi CHa, B 0COBEHHOCTH, BO
Bpems ¢asbl megneHHoro cHa (pasa non-REM-cHa). M3amepeHune CO2 BO BpemMs CHa C MOMOLLbIO 3a60pa KPOBU MOKET AaTb IOXKHbIE 3HAYEHUs,
TaK KaK OT YKONA U0 PebEHOK UM NAUMEeHT MOXKET UCNYraTbCA, MPOCHYTbCA MU HayaTb rNyOOKOo AblwaTb.

rVII'IOBEHTVII'IFILI'VII-O MOXHO ANArHOCTUPOBATb Pa3/IMYHbIMN METOAaMWN:

Okcumempus 8o epemsa cHA. C NOMOLLbIO 3TOr0 METOAa MOXKHO OOHAPYXUTb NafZeHMe YPOBHA HACbIWEHWA KPOBU Kucnopoaom Ho meHee
cepbésHble Npobsembl HapyweHWA AblXaHWA, KaK Hanpumep, AblXaTesbHble naysbl (anHO3) 6e3 CHUMKEHWA YPOBHA HACbILWEHMA KPOBWU
KMCNOPOAOM HEBO3MOXHO OOHapPYXUTb C MOMOLLBIO 3TOrO MeToAa. MNOCKONbKY AblXxaTesibHble Nay3bl MOTyT BblITb HOPMaNbHbIMK, CTAHOBATCA
Heobxo4AMMbIMW AaNbHENLLME NCCNEA0BAHUA.

1o OKcumempus 80 8pems CHA
SAO2
40

3558
197

157 107 101
00 os 02 o0 op 01 o0 01 o0z o5 05 05 14 21 40

400 430 460 90 520 S50 s8N L0 640 670 700 70 760 790 820 850 880 010 94N 970 1000

RUPOUOPECNTUPOUZPUQPUA 80 BPEMA CHU. T TIOMOILbIO 3TOr0 METOoZa MOMKHO YCTaHOBUTb Ha/MYMe AblXaTesbHbIX May3 (anHo3), HO He XxBaTaeT

MHPOPMALMM O KauecTBe CTaguM CHa. bbiBalOT TaKKe C/ly4an, Koraa y naumeHTa He 6bian obHapyKeHbl AbIXxaTeNbHble May3bl, TaK KaK ero CoH
BO BpeEMA NpoBeAeHUA UccnefoBaHMA Bbla HeAO0CTaTOUHO FYy6OKMM.
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MonucomHozpadgpua. 310 cambii 3GDEKTUBHLIN METOA UCCNeAO0BaHWUA, TaK KaK C €ro MOMOLLbI0 MOXHO MONY4YUTb BCHO MHPOpPMaLMIO AnA
OLEHKM AbIXaHUA BO BPEMA CHa.

CyTo4HaA (aHeBHasA) rMNOBEHTUNAUMA ANATHOCTUPYETCA NYyTEM M3MepeHUa ypoBHelM noKasaTtenen Sp0O2 n CO2 B TeyeHue aHA. MokasaTtenb
Sp02 Huxke 95% n nokasatenb CO2 Bbiwe 50 mm pT. cT. (6,7 KINa) CBUAETENLCTBYIOT O TMNOBEHTUAALMN B COCTOSHUN 60APCTBOBAHMUA.

UMEIOT 1 NAUMEHTbI ¢ CHS APYTME CUMNTOMbI KPOME MTMMNOBEHTUNALUN?

BpoXAEHHbIM LeHTPaNbHbIA CMHAPOM rMnoBeHTUNALNKN CCHS 1 BPOXAEHHBIN LEeHTPaNbHbIA CUHAPOM FTMNOBEHTUAALMN C NO3AHUM
npossnaHmem LO-CCHS anAtoTcA reHeTU4ecKMmm 3aboneBaHnaMM, BbI3BaHHbIMU MyTaumen reHa PHOX2B. 3ToT reH urpaeT BaxKHyt0 poJib B
HOPMa/IbHOM Pa3UTUKN BETeTAaTUBHOM HEPBHOM CUCTEMbI, KOTOPAA KOHTPOIMPYET MHOTME OpraHbl M MYCKy/bl, TaK YTO MyTauusa reHa PHOX2B
3aTparnsaeT MHOroYMCcAeHHble GYHKLMN OpraHn3ma.

MpumepHo 20% naumeHToB cTpagaet oT 6bonesHu MNpwnpyHra. Mpu aTom 3abonesaHMM OTCYTCTBYIOT HEPBbI B TO/ICTOM KuMLWKe. [pyrue
NauMeHTbl MMEIOT HapyLeHUA NPUEMA NULLM M CTPASAIOT OT pedAtoKca, 3aN0pPOoB U 3aTPYAHEHHOTO MNOTAHMA TBEPAON NULLA.

HeKkoTopble naymeHTbl ¢ CHS nmeroT NoBbIWEHHbIM PUCK 06pa3oBaHUA onyxo/iei HepBoB (HeMpobaacTom) B 061aCTM HAANOYEYHUKOB, LLEMN,
rPY4HOM KNETKM U CMMHHOTO Mo3ra. MNpu 3Tom onyxoan moryT 6bITb Kak A0O6pOKa4YeCcTBEHHbIMM, TaK U 3/T0KAYECTBEHHbIMMU.

Y naumeHToB ¢ CHS HapyLweHuA BereTaTUBHON HEPBHOW CUCTEMbI MOTYT Bbi3BaTb TaKMe CUMNTOMbI, KaKk HEHOPMa/ibHas pPeakuus 3paykoB Ha
CBeT, cnopagmyeckoe 0bMnbHOE NOTOOTAENEHNE, HEHOPMA/IbHOE OLLYLLEHUE KaXKAbl, a TaKXKe HapyLleHWe peryiaunm apTepuasnbHoOro
OAaBNEHUA, CEPAEUYHOro pUTMa 1 TeMnepaTypbl Tena.
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5. BPO}K,D,EHHbIﬂ LI,EHTPAﬂbeIVi CUHAPOM TMNOBEHTUNALUU CCHS: OBLLEE MNOHATUE
Y10 TAKOE CCHS?

BpoXKAEHHbIN LeHTpanbHbI cMHApom runoseHTUnaumMmn (CCHS; cuHapom YHAMHbI) ABNAETCA reHeTUMYeCcKMM 3aboneBaHneMm, 3aTparnsaroLmm
BEreTaTUBHYIO HEPBHYylO cuctemy. lNocneaHsna KoHTponmpyeT 6eccosHaTenbHble QYHKLUM OpraHM3ma, B TOM Yuc/ie AbixaHue. BpoxaEéHHbIN
O3HayaeT, YTo 3aboneBaHMEe UMEETCA YXKe NPU POXKAEHUWN, XOTA Y HEKOTOPbIX BONbHbIX NPO6AEMbl BO3HMKAIOT HE cpa3ly Nociae PoXKAeHUs.
LleHTpanbHbIM CMHAPOM Ha3blBAaETCA, MOTOMY YTO 3aTPArMBaeTCA LEeHTPa/sbHaA HEPBHAA CUCUTEMA, TONIOBHOM MO3r. [biXxaTeNbHble LEHTPbI
HaxoasaTca B rNy6oKo nexawmx 06,1acTax roN0BHOrO MO3ra, B MO3roBbIX CTBO/1AX, YyTb Bbille TOr0O MecTa, B KOTOPOM CMMHHOM MO3r ynnpaeTca
B rofioBHOM mo3r. fTmnoBeHTUAALMA Hanbosiee BbiparkKeHa BO Bpems CHa.

Mpobnembl C AbIXaHMEM MOTYT BO3HWMKATb M B COCTOSHUM 6OAPCTBOBAHWMA, HO, Kak npaBuno, B bonee mArkon ¢opme. 3abonesaHue
nposBAAeTca pa3HOObpPa3HO: OT OTHOCUTENLHO HEDBO/bLIOrO COKPALWEHMA AbIXaHWA BO Bpems OnpeAeNéHHbIX CTaaui CHa M HOPMA/bHOTO
AblXaHMA B COCTOAHMM 6OAPCTBOBAHUSA 40 NOMHbIX OCTAHOBOK AbIXaHWA BO BPEMSA CHA M B 3HAUYUTE/IbHOM CTENEHU HEAOCTAaTOYHOrO AblXaHMA B
cocToaHnn 6oapcTBoBaHMA. MPU3HAKaMM HEAOCTAaTOYHOIO AbIXaHWA MOTYT BbiTb HAPYLIEHUSA KOHLEHTpaLMM 1, Npexae BCero, TPYAHOCTU C
KOpM/IeHMeM B rpyAHOM BO3pacTe.

YT0 BbI3bIBAET CCHS?

B nocnegHue rogpl 66110 fOKa3aHO, YTo Npu 3abonesaHmm CCHS nmeeTca myTauma reHa, OTBEYAIOLWLETO 33 Pa3BUTME Y N10AA HEPBHOM TKaHU B
roJIOBHOM Mo3re. B 601blUMHCTBE Cly4aeB 3Ta MyTaLMA ABAAETCA TaK Ha3blBAEMOWM CMNOHTAaHHOM MyTaLMelt. 9TO O3HAYaeT, YTO OHa NPOUCXOAUT
CNy4YalHoO B Xo4e pa3BuTUA naoaa. Bo Bcex kKneTkax nnoaa obHapyKuBaeTca myTauma. Pogutenm He UMeOT 3TOM MyTaLUu.

B 5-10% cnyyaeB poguTenu ABNAOTCA HOCUTENAMM STON FEHETUYECKOM aHOMAIMM, OTYACTU TOZIbKO B HECKOJIbKMX K/IeTKax. 9TO 0b6bACHsAeT,
noyemy y HEKOTOPbIX poauTenen Nocae yCTaHOBAEHUA FEHETUYECKOM MyTaumn Bblna obHapyKeHa rMNoBEeHTUNALMA, OAHAKO Y BONbLIMHCTBA
poauTenen oHa OTCyTCTBYeT.
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MNormal - 20 alanines

Expansion - 25 alanines

Expansion - 29
alanines

Paznauy4us my»c0y HOpMasbHbIM U Mymupo8aHHbIM 2eHom npu CCHS

leHeTMYecKana myTauma 3aTparmeaeT 06aacTb, HasbiBaemyto PHOX2B, B o4HOM M3 nape reHoB, Pacno/IoXKeHHbIX Ha YeTBEPTON Xxpomocome (B
KaXkaoWn KneTke Tena nmeetcs 23 napbl xpomocom.) F'eH PHOX2B oTBeyvaeT 3a pa3BUTME TKaHEN rONOBHOrO MO3ra B paHHEM 3MOPUOHAIbHOM
nepuoge, T. €. Ao 8 Heaenn 6epemeHHOCTU. Ha 0AHOM y4YacTKe 3TOro reHa PacnooXeEH PErMOH C Lenoykoi 13 20 0AMHAKOBbIX aMUHOKUCAOT
(Tak Ha3blBaemaa aMWHOKMUCNOTA Gs1I0HUH). HO MyTMPOBaHHbLIM reH Ha 3TOM y4acTke mmeeT oT 25 ao 33 anaHWHOB (MONMANAHWMHOBAA
aKcnaHcuA). Y 340poBbIX Ntoael He obHapyXKunBaeTca 3Ta 0cobeHHOCTb, NoaTomy PHOX2B siBnaeTca reHom, onpegensatownm 1o 3abonesaHue.
JKCNnepMMeHTbl HaZ, MbilWamMmM NOKasanu, 4To aMbpmMoH nornbaeT Bo Bpema BepemeHHOCTHU, eCcn 3TOT reH MMeeT MyTaumio obenx xpomocom
3TOM XPOMOCOMHOW Mapbl.

Y geten, y KOTopbix He bblia HanaeHa aTa myTauua reHa PHOX2B, nHoraa obHapykuBatTcs apyrue nusmeHeHus s reHe PHOX2B.

Ecnn y Koro-to ¢ myTtauueir PHOX2B poxxaatotca AeTu, TO BEPOATHOCTb nepeaaym no HacneacTBy AeTAM MYTUPOBaHHbIN reH coctasasaeT 50 %.
He cyuwiecTByeT Tak HasblBaeMbIX KCKPbITbIX HOCUTENIENY» UAN «NPOBOAHUKOBY, T. €. MOJIHOCTbIO 30POBbIX HOCUTENEN 3TOM MyTaLnK, KOTopble
nepenasanu bbl €€ No HacneacTBy. KaxKabi, UMEOLWNIM 3Ty MyTauuto, UMeeT 6onee UnM MmeHee BblpaXKeHHbIe CUMMATOMbI TMMOBEHTUNALMN.
TaK 4YTO Cny4yaeTcs, YTO Y HEKOTOPbIX B3POC/bIX 3Ta 60n1e3Hb 0O6HApYKMBaeTCA Nocne NpoBeseHua reHeTudeckoe obcnenoBaHUA ceMbM U3-3a
6onbHoro pebéHka. Ecnm naymeHTKa ¢ BPOXKAEHHBIM LEHTPaIbHbIM CUHAPOMOM M'MNOBEHTUAALMM U C MyTaumel reHa PHOX2B 3abepemeHena,
MOYHO NPOBECTU reHeTu4Yeckoe obcneaoBaHMe IMOPUOHA YXKe Ha PaHHMX CPOKax bBepemeHHOCTH.
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HA 4TO OKA3bIBAET BAUAHUE CCHS?

KoHeuyHo, ocHOBHaa npobnema — 3To AbixaHMe. HO n Bce ocTanbHble GYHKUMM OpraHM3ma, KOTopbiIMW ynpasnseT
BeretaTMBHaA HepBHaA CUCTEeMa, MOTyT ObiTb 3aTPOHYTbl, B TOM YMUC/ie CepAevyHO-COCyaMCTas CUCTEMA, FONOBHOM
MO3T, KULLIEYHUK, FNa3a M KoXa.

ObIXAHUE

Kak yxe 6bin0 onucaHo Bbiwe, y 60abHbIXx ¢ CCHS rMnoBeHTMAALMA HAcTynaeT B OCHOBHOM BO BPEeMSA CHA, HO OHAa BO3MOMKHA TaKKe B
COCTOAHMM 604 PCTBOBAHUA.

B oTanume ot 340poBbix Atogeit naumeHTbl ¢ CCHS He pearvMpyloT Ha M3MEHEeHUs CoAepXKaHMA KNUCAopOoda M YINEeKUCOro ra3a B KpoBu. ITo
NPUBOAMUT K MNOBEPXHOCTHOMY AbIXaHMIO, K 3a[eP’KKE POCTa M HAPYLIEHUAM Pa3BUTUA, K TAXKENON GopmMe MHEBMOHUM, HarpysKe Ha Npasbin
oTaen cepaua, K 06MopoKam, K NOBPEKAEHNAM TKaHel roN0BHOIO MO3ra U, B KOHEYHOM UTOTe, K CMEpPTH.

CEPAEYHO-COCYAUCTAA CUCTEMA

Y 60nbHbIX CCHS 0TY4acTU CAMWKOM AJIMHHbIE May3bl B CEPAEYHOM pUTME (CMHYC-apecT). 9TO MOKET NPOSABAATLCA B BUAE FO/JIOBOKPYKEHMUS,
Koa/1anca uan cyaopoXkHoro npunagka. MHorga HeobxogmMma nmnnaHTauma Kapamoctumynatopa. Mpu nérkmx popmax CCHS 3To ocnoskHeHume
MeHee BepOoATHO.

KWLIEYHMK U NUTAHUE
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NHoraa npu CCHS 3aTpoHyTa HepBHaA perynauma nuwesoaa, Kenyaka uan KuweyHuKa. Ecam 6bin 3aTPpOHYT KMLWEYHUK, TO MOTYT BO3HUKATb
TAXKENblE 3aN0pPbl, BO3SMOXHO, C CU/IbHO BblAAKOLWMMCA BNEPES KMBOTOM (M3BECTHbIE KaK 60s1e3Hb MMpnpyHra). B atom ciyyae Heob6xoaMmo
NpPoBecTn onepaumio. HapylweHns HepBHOW perynaumm NUWeBsoaa M Xeayaka MoryT NpoasaaTbca B Buae aucharnm (HapyweHue rioTaHus),

paCCTDOHCTB nunuieBapeHna nnmn oTcyTCcTBmnA anneTuTa.

Swollen colon from
Hirschprung's disease

Normal sigmoid
colon and rectum

F0N10BHOM MO3r Y HEPBHAA CUCTEMA

Y HeKoTopbIXx 60/1bHbIX MOXKET HbITb 3aTPOHYTa paboTa roNI0BHOrO MO3ra UK MOTYT UMETbCA HapyWeHUA B Pa3BUTUM. BO3MOXKHbI TPyAHOCTU B
obyyeHuu, anunencma, HapyweHna 3peHna nam cayxa. K Tomy xe, y maneHbkux aeteit ¢ CCHS 6b1BatoT Tak HasbiBaeMble «CUHUE CyA0pPOruy,
cBA3aHHble ¢ apPeKTOM, Bbi3blBaeMble THEBOM, HO/IbIO U CTPAXOM.

Y naupeHToB ¢ TAXKENbIMM popmamm CCHS cyliecTByeT Tak»Ke NOBbIWEHHbIA PUCK 06pPa30oBaHMA OMyXo0/iel HEPBHbIX KNETOK BereTaTUBHOM
HepBHOM cucTeMbl. OHM MOTYT BbITb KaK 3/10Ka4eCcTBEHHbIMM, TaK U AOHPOKAYECTBEHHbBIMM.
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®domoepagpuu demelii c CCHS
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6. CuHapom ROHHAD: obuwee noHATHE

Y10 TAKOE cMHAPOM ROHHAD?

AbbpeBmatypa ROHHAD o03HayaeT BHE3aNnHO HAYaBLUEECA OXMPEHWE, TUMNOBEHTUNALUMIO, AUCPYHKLMIO TMNOoTaNamyca WM HapylleHue
BeretatuBHOM pyHKUMM (= Rapid-onset Obesity, Hypoventilation, Hypothalamic and Autonomic Dysfunction)

3aboneBaHue ABNAETCA O4YeHb peakMM. CMmnTOMbl 3aboneBaHUA: OXUPEHUE, TMNOBEHTUNAUMUA, TOPMOHA/IbHbIE HAPYLIEHUA, HapyLeHUA
BEreTaTMBHOM HEPBHOW CUCTEMDbI (NpeXKae BCero, 3aTparveatroline TemnepaTypy Tena, NOTeHUe, YacTOTy CePAEYHbIX COKPALLEHUI U KPOBAHOE
AasneHue). Kpome Toro, 06HapyKMBaKOTCA U3IMEHEHUA NOBEAEHMA, KAaK HaNpPUMep: arpeccUBHOCTb, Ype3MepPHOE YyBCTBO r01043 WU KaXKabl.
MoryT MeTbCA 04YeHb cepbE3Hble Npobiembl C AblXaHWEM, BNAOTb A0 MOJIHbIX OCTAHOBOK AbIXaHWUA, Aenatowmx HeobxoAnmMon peaHnmaumio.
310 3aboneBaHMe MOXKET BbI3BaTb KOCOr/iacMe WAM HEOAMHAKOBOE paclwMpeHue 3paykoB rna3. OXKuMpeHue ABNAETCA TaKkKe CepbE3HOM
npobnemon. MHorpa, owmMboOYHbIM 06PA3OM, OXKMPEHME CYUTAIOT MPUYUHOM BO3HMKHOBEHMA MNpobnem C AblxaHMEM W OCTaBnAlT bHes
BHMMaHMA 3abonesaHne ROHHAD.

Y10 BbI3bIBAET CMHAPOM ROHHAD?

BonesHb Bbi3blBaeT AUCHYHKUMA FMNOTaNamyca, TOYHAs NPUYMHA BO3HUMKHOBEHMA KOTOPOM Heu3BecTHa. Mnotanamyc — obnacTb mMo3ra,
perynvpytowan HeKoTopble BaXKHble GYHKUMM opraHnama. 3To, B NepBylo ovyepeab, TemnepaTypa Tesa, COH, rono4, X¥axaa, pocT, noaoBas
bYHKUMA, PYHKUMA WNTOBUAHOM ¥Kenesbl, AblXaHUe 1 NoBeAeHMe.
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rmnoTasamyc
Thalamus
Hypothalamus

KAK NPOABNAETCA TMNOBEHTUNAUMA?

TMNOBEHTUNALNA MOXKET HaCTyNUTb COBEPLUEHHO BHE3anHo, MHorAa nocne MHPEKUMOHHOro 3aboneBaHMa UAWM Nocie Hapko3a. Bo3moxkHa
[AaKe Nno/siHas OCTaHOBKa AbiXxaHWA. BO3MOXHO, He0bxoAMMO NpoBOAUTL 06CneAoBaHUE KarKAoro pebéHKa, CTaBLIero BHe3anHo TO/CTbIM, B
nabopaTopumn cHa , YTO6bI NPeaoTBPATUTb TMNOBEHTUAALMIO. TaK KaK YacTo OXUpPEHWe NOABAAETCA A0 rMNOBEHTUAALMMN.

JIEYEHME rMNOBEHTUNALMK NPU cuHAPOME ROHHAD nroBoanTcAa MHAYE YEM NPU CCHS?

Kak u npu CCHS runoseHTUnaumna npu cnHgpome ROHHAD moXKeT MmeTb pasnuyHble CTeneHW TAXKecTu. HekoTopble naumeHTbl AblwaT
NOBEPXHOCTHO TO/IbKO HOYbLO, B TO BPEMSA KaK Apyrue AplwaT BCE Bpems Hernyboko. Y naunmeHToB ¢ rMNOBEHTUAALNEN TONBKO BO BPeMA CHA
BEHTUNALMA NETKMX OCYLLECTBAACTCA C MOMOLLBIO BEHTUAALMOHHON MACKK, B TO BPEMA KaK Y NaLMEHTOB C TMNOBEHTUAALMEN B TeYEHNe BCero
AHA NBJ1 ocywecTBaAeTcA Yepes TpaxeocTomy.

B KAKOW CTEMEHW 3ATPOHYTA FOPMOHA/IbHAAl CUCTEMA?

CuHgpom ROHHAD Bbi3biBaeT paf HapylweHWii B ropMOHanbHOM cnucteme. Kak npaBuao, HEKOTOPblE TOPMOHbI He 06Pa3ylOTCA B AOCTAaTOHHOM
KONIMYEeCTBe, TaK YTO UX HEOBXOAMMO NPUHUMATL B IEKAPCTBEHHOM BUAE.

K HUM oTHOCATCS:
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1. rOpMmOH TMPOKCKH, 0B6pasyemblil B LMTOBUAHOM Kenese
2. KopTu3on, obpasyemblit B KOpe HaANOYEYHNKOB
3. 3CTporeHbl MW aHApPOreHbl, 0bpasyemble B ANYHUKAX MATKM UM CEMEHHbIX ANYKaX

Perynauma »axabl U ronoga oCcyLwecTBAAETCA TaKKe TOPMOHA/IbHO U MOXKeT bbiTb HapyweHa npu 3abonesaHnn ROHHAD.
YTO NPOMCXOAMT B NEPMOZ, NOTIOBOrO CO3PEBAHUA?

NocKkonbKy npu 3sTom 3aboneBaHnn nonosble rOPMOHbI He o6pa3y+0TC$| B AO0CTAaTOYHOM KoOAn4yecteBe, TO POCT M NONOBOE pasBuTUe
3a4epPXMNUBALOTCA. NMonosas 3PEeNOoCTb MOXET HAaCTynnTb C 3ano3gaHnem, Tak YTO MOXKET BO3HUKHYTb BOMPOC O HGO6XO,D,VIMOCTVI nposeaeHnA

3aMeCTUTeIbHOM FOPMOHA/IbHOM Tepanuu.
B KAKOW CTENEHW 3ATPOHYTA HEPBHAAl CUCTEMA?

MoTOpUMKa, YMCTBEHHbIE WU WHTENNEKTya/ibHble CNOCOBHOCTM He 3aTPOHyTbl y Atogen ¢ cuHgpomom ROHHAD, Ho paboTta BeretaTmMBHOWM
HEepPBHOM CUCTEMbI MOMKET ObITb HapylweHa. ITO MPMBOAWUT K HAPYLWEHMAM B PEerynauum 4acToTbl CEPAEYHbIX COKPALLEHWM, KPOBAHOrO
OABNEHUA, AbIXaHWA, NOTOOTAENEHMA, TEMNEPATYPbl TeNa UAK PabOoTbl KMLLIEYHUKA.

KAK NNEYMTCA OKUPEHUE?

OXMpEHNE MOXKEeT HeraTMBHO NOBAMATb Ha AblxaHue. [o3Tomy abcontoTHO HEeOBXOAMMO CHUXKEHWE Beca C MOMOLLbO cbanaHCUPOBAHHOIO

NMUTaHUA.
MOBBLILIEH NN PUCK OEPASOBAHUA ONYXONEN?

Y HekoTopbix nauneHToB ¢ ROHHAD Habntoganocb obpasoBaHMe onyxonen. FnaBHbIM 6pasom, peyb Waa 06 onNyxonAx HEePBHbIX KNETOK B
obnactu xusoTa. MaymeHTbl ¢ cuHgpomom ROHHAD pgonKHbl perynspHo obcnenoBatbcA Ha HanmMune nogobHbIX onyxonen ANa NnposeaeHun

NleYeHnA Ha paHHen cTagum o6pa3oBaHMA ONyXoau.

WU3MEHAETCA /11 CO BPEMEHEM 3ABOJIEBAHUE?
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3abonesaHne ROHHAD aBnaeTcA oyeHb pefKUM. Bbinn 3aperucTpMpoBaHbl AN HEMHOTME NaUMEHTbl, TakK YTO O xoae 60ne3HN M3BECTHO
o4yeHb Mano. B ogHoM mepuumHCKOM cTatbe coobuwanocb, 4Yto cuHgpom ROHHAD npossnsetca B nepBble roApl KU3HU B BUAE PE3KOro
yBenmMyeHua Beca (nepsbii cumnTom 3aboneBaHus). Hapaay € OXMpPEHWEM BO3HMKAIOT yKe FOPMOHAa/IbHbIe HApYLWEHWA, Kak Hanpumep:
noBblWeHWE NPONAKTMHA (FOPMOHA U3 rMnodur3a) Unn rMNOPYHKUMA KOPbl HAANOYEYHUKOB U WMTOBUAHOM enesbl. [MNOBEHTUAALUMA MOXKET
NOABUTLCA Yepe3 HECKObKO neT. K coxaneHunto, cocToaHne npu 3Tom 3ab6oneBaHUM He YNYULLAETCA CO BPEMEHEM.

YTO NPUHECYT UCCNEAOBAHUA CMHAPOMA ROHHAD B BYAYLIEM?

MpuunHa 3abonesaHns HEM3BECTHA.

EBponeiickuii peectp, PerucTpupyowmii BCeX NaLUMEHTOB C LLEHTPANbHbIM CUHAPOMOM FMNOBEHTUAAUMK CHS, a TakKe 6ONbHbIX CUHAPOMOM
ROHHAD, nomo)KeT no/yYynTb HOBOE MOHMMaHME 3TOro O4YeHb peaKoro 3abonesaHuA. bnarogapa cobpaHHbIM UCTOPUAM GONE3HU, MbI
CMOEM COBEpPLUEHCTBOBaTb METO/bl ANArHOCTUKMU U NeYeHUns 3Toro 3aboneBaHus.
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7. CHS v reHeTUKa

ECTb Y FTEHETUYECKWUI TECT?

C 2003 roaa MOXHO AMarHoCTMPOBaTb BPOXKAEHHbLIN LEeHTpasAbHbIN CUHAPOM runoBeHTUAAUMKM CCHS ¢ nomMoLLblo reHeTUYeckoro Tecta. 3ToT
TecT obHapyKMBAeT MyTaLMIO B KaXKAOW KNeTke opraHnMama naumeHTa. Y 340pOBbiX NH0AEN HUKOrga He ObiBaeT 3TOM MyTauuu. Y yenoseka
nmeeTca 23 napbl XPOMOCOMbI. XPOMOCOMbI ABAAKOTCA HOCUTENAMMU FrEHETUYECKON MHPOPMaLIMK B KaxKaoM KneTke. MyTaumsa, oTBevatowLas 3a
BOo3HUKHoBeHMe CCHS, HaxoguTca Ha 4 xpomocome B permoHe noA HaseaHnem PHOX2B.

YTO ONPEAENAETCA C MOMOLLIO TECTA?

Hanbonee pacnpocTpaHéHHan myTauma, BcTpedatowanca y 90 % nauneHToB, 3aK/104YaeTcs B yAJAMHEHUN YYacTKa anaHUHOB. AnaHWH ABnaneTca
amuHoKkucnoTon. MHpopmaums, cogeprkawanca B AHK, npuBoauT K 06pa3oBaHUIO aMMHOKWUCIOT, KOTOpble B CBOK oyepeab obpasytoT
NPOTEUHbI.

O6bI4HO Ha 3TOM y4acTKe Pacno/sioXKeHbl nocnegoBaTesibHO 20 anaHMHOB (AMMHOKMUCAOTLI). TakKmm 06pasom, y 340pPOBOro YenoBeKka Ha 4-i
nape XpPomMocom pacnonaratotcs no 20 aMMHOKMCNOT Ha Kaxaon xpomocome. B cBszm ¢ cuHapomom CCHS 3ToT reHoTMn ob6o3HavaeTca Kak
reHotun 20/20 (340poBbIN). MpK BPOKAEHHOM LEHTPANbHOM CUHAPOME runoBeHTUAAUMKM CCHS Ha AaHHOM y4YacTKe, Ha OA4HOMN M3 XPOMOCOM
4-1 napbl, MOXKeT bbITb 0O6HapyKeHo oT 24 A0 39 anaHMHOB. ITa MyTaLMA Ha3bIBAETCA «NOANANAHNMHOBOM NOBTOPHOM MyTaumein» (polyalanine
repeat mutation, PARM). Y 6onbHbix CCHS BcTpevatoTca reHotunbl ot 20/24 ao 20/39.

Y meHee 10 % 60nbHbIX 0OHapyKMBaKOTCA gpyrne myTaumm reHa PHOX2B, KoTopble Ha3biBalOTCA MUCCEHC- MYTaLMAMM, HOHCEHC-MYTAUMAMMU U
3HaKOBbIMU MYTaLMAMM.
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Normal - 20 alanines

Expansion - 25 alanines

Expansion - 29
alanines

NMonnaHnHoBblie nosTopeHune B reHe PHOX2B

MOXHO N1 AENATb BbIBOAbI O CTENMEHWU TAXECTU 3ABO/IEBAHMUA HA OCHOBAHUU MVTALIMM?

Tun MyTauun BAUAET Ha NpoABaAeHNe CMMNTOMOB 3a60neBaHVIF|, TaK YTO MOXXHO AenaTb BbiIBOAblI B OTHOLLIEHUN:
1. puCKa BO3HMKHOBEHMA OMyX0Jiel HEPBHbIX KNETOK, Kak Hanpumep, HeBpoH1acTOMbl MU FAHTINOHEBPOMbI
2. PWCKa BO3HWMKHOBEHWA 3abosieBaHnA MMpLInNpyHra
3. CTeneHu TaxecTu rmnoseHTUNALUN U H806XOAMMOCTM B 24-x YacoBoM MCKyCCTBeHHOH BEHTUNAUUNN NETKNX
4, pPUCKa HapyLUEHWN CePAEYHOro PUTMA, KaK BO3MOXKHOM NPUYMHbI BHE3ANOHOM CMEPTH;

Hanpumep, o4eHb MaNOBEPOATHO, YTO NauMeHT ¢ reHoTunom 20/25 byaeT Hy»KAaTbCs B 24-X YaCOBOW MCKYCCTBEHHOW BEHTUAALMMU NETKUX. U
Hao60poT, nmaumeHTbl ¢ 6onee AJAMHHOM NONMAHMHOBOM 3KCNaHcueln umeroT Bonee TAXKENYID GOPMY TMNOBEHTUAALMM U B COCTOAHWUM

6oapcTBOBaHMA.

Opyrum dopmam myTtaumm (He PARM), cBaAzaHHbIM ¢ 6onee Taxkénbimm dopmamm CCHS, yacto conyTcTBytOT 6001€3Hb MMPLINPYHra UK ONyXOau

HEPBHbIX KNETOK.

DA KAKUX LLEENEW UCMO/b3YETCA ELLE FTEHETUYECKUX TECT?
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C nomouwblo reHeTMyeckoro TecTa OblnM HalaeHbl 6ecCMMNTOMHbIE pPOAUTENU, ABAAIOWMECA HOCUTENAMM MyTauumu. Y HUX MMeeTcA
MOBbIWEHHbIA PUCK PoaAUTb cneaylowero pebéHKa ¢ BPOXKAEHHbIM LEHTPaAbHbIM CUMNTOMOM TMNOBEHTUAALUK. KpOome TOro, y HEKOTOPbIX
poAuTeNie Ha OCHOBAHUM NONOKUTE/IbBHOFO FEHETUYECKOro TecTa bblna AMarHocTMpoBaHa MArkaa gopma rMnoBEHTUAALUKM, KOTOPana A0 3TOro
He 6blna 06HapyKeHa 1 AN1A KOTOPON MOXKHO Ha3HauYUTb ieyeHue.

MOXHO N1 NPOBECTU AUATHOCTUKY BO BPEMA BEPEMEHHOCTU?

TaK HasblBaeMylo NpeHaTaNbHyl0 AMArHOCTUKY MOMKHO MPOBECTU C NMOMOLLbIO reHeTu4eckoro tecta. Kaxabin 6onbHOM nepenaér myTtauumio
cBoemy pebEHKy ¢ BepoATHOCTbIO 50% (ayTOCOMHO-AOMWHAHTHOE HacneaoBaHue). Ecan myTaums NpUCyTCTBYET Ha OAHOM U3 ABYX XPOMOCOM
XPOMOCOMHOWM Napbl, TO 3TOT YenoBeK 6oneH.

Autosomal dominant

Affected Unaffected
father mother

om i | ] ]

M Unaffected
[] Affected

st
///‘\P\
[ ] ] [u}

I\‘
= I.
om II@

Affected  Unaffected Unaflected  Affected

san daughter son daughter HaCﬂeaOsaHue zeHa PHOXZB

3ATPATMBAET /1N MYTALNA POAUTENENR?

bonee 90% popguteneit He ABNAKTCA HOCUTENAMM MyTaumu. MpegnonaratoT, YTO MyTauMA BO3HUMKAET CNYYAMHO Ha OYEHb PAHHMX CPOKax
6epemeHHOCTM, B CAaMOM Havase pa3BuTMa ambpunoHa. Ho Tak Kak 5-10% poauteneit BCE-TaKM ABAAIOTCA HOCUTENAMU MyTalnK, TO poaUTEeNsM
6onbHOro pebéHka B Nt060M cnyvae HeobxoaMMO caenaTb reHeTUYEeCKUM TecT.
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B 60/1bLUMHCTBE CYy4aEB POAUTENM, Y KOTOPLIX BblNa yCTaHOBAEHA TaKMM 06pa3om MyTaums, HUKOrAa paHblue He 06cnesoBanmcb Ha Haauuyme
BPOXAEHHOIO LLEHTPaNbHOIO CMHAPOMA FMMNOBEHTUAAUMU. HEKOoTopble MMET MYTauMio TONbKO B HEKOTOPbIX KAeTKax opraHusma. 3ToT
dbeHOMEH Ha3biBaeTCA MO3anKoM.

KoMy ELLE HEOBXOAMMO NPOBECTM TECT?

B HacToswee Bpems NPONTU reHeTUYECKUI TeCT A0NKHbI TO/IbKO POAUTENN AETeN C yCTaHOBNEHHON myTaumel reHa PHOX2B. B nto6om cnyvae
poauTenu, a TakxKe 60bHble NOAPOCTKN AOMKHbI MONYYUTb FTEHETUYECKYHO KOHCY/IbTaLMIO.

KAK BbINONHAETCA FEHETUYECKUI TECT?

[na 3TOro KpoBb, B3ATan ANA UCCef0BaHMA, MOCbIIAETCA B CNeunann3npoBaHHyo reHeTuyeckyto nabopatopuio B EBpone (ccbinka Ha KapTy).
370 UccnepoBaHWE AOMKHO NMPOBOAUTLCA NO PACNOPANKEHUIO BPaya, YTObbI AOMNOAHUTENBHO K 06pasuy KpoBu bbina nepegaHa Heobxogmmas
KAMHMYecKaa MHbopmaums.

IMOXHO N1 C MOMOLLbIO TECTA NPOBECTU ANATHOCTUKY MALMUEHTAM B BONEE NO3AHEM AETCKOM WU/IU 3PE/IOM BO3PACTE?

Tonbko nocne nNpoBeAeHUA FeHeTUYeCKOro TecTa Y HEeKOTOPbIX B3POC/blX MAUMEHTOB Obll ANMArHOCTMPOBAH BPOXAEHHbIA LLEHTPA/bHbLIN
CUHAPOM TMMNOBEHTUNALMM B KAYeCTBE NPUUYNHBI XPOHUYECKOM TMNOBEHTUNALMN. TaKKe Y HEKOTOPbIX NALMEHTOB C OBCTPYKTMBHbLIM anHO3 BO
CHE WU C TAXKENBIMU peaKkLMAMM Ha HapKo3 bblna guMarHocTMpoBaHa myTtauma reHa PHOX2B. O6bI4HO y 3STUX NAUMEHTOB pedb UAET O MyTaLMAX
C KOPOTKMM MONMAHMHOBbBIM MOBTOPEHMEM, B O0COBeHHOCTM, O reHoTune 20/25. Tak Kak Mpu 3TOM Tune MyTaumu 3abosieBaHWe 4acTo
BblparkeHo B Hbonee mArkor ¢opme, TO OHO He BblI0 OBHapy)KeHO paHee. HYacTo CMMNTOMbI NPOABAAIOTCA TO/IbKO B PAMKax Ype3Bbl4alHbIX
CUTYaLMM, TAaKMX KaK aHeCTe3nA Uan TAaxKENble MHOEKUUM AblXaTeNbHbIX NyTe.

FEHETUYECKUM TECT BCEFA NONOXWUTENbHbLIN?

Y NauMeHTOB C LEeHTPaNbHbIM CUHAPOMOM TMNOBEHTUNALUKN pe3ynbTaTbl ucciegoBaHme reHa PHOX2B moryt 6biTb 6€3 oTKnoHeHW. Toraa
HY’KHO MCKaTb APYrMe NPUUYUHbI LLEHTPaIbHOM TMNOBEHTUNALUN.

Y naumeHToB ¢ cuHapomom ROHHAD reH PHOX2B He umeeT oTK/IOHEHUIA. He cyuiecTByeT reHeTU4eckoro tecta gna cuHapoma ROHHAD.
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8. LUeHTpanbHblt cMHAPOM runoBeHTUAALKMU CHS U NCKycCTBEHHAA BEHTUNALMUA NETrKNX

MOYEMY UCKYCCTBEHHAA BEHTUNALMA NEFKMX ABNAETCA HEOEXOAUMOWN?

MaumeHTbl ¢ CHS He MoryT camocToATe/IbHO AbllWaTh BO BPEMA CHA, @ MHOTAa U B COCTOAHUM boapcTBoBaHUA. 3abonesaHne CHS He noapaértca
Nle4YeHUI0 U He pearvpyeT Ha /SieKapCTBeHHylo Tepanuto. Nostomy naumneHTbl ¢ CHS HyXOaloTCcA B UCKYCCTBEHHOM annapaTHOM AbIXaHUM.
CyLLecTByeT HECKOJIbKO BO3MOMKHOCTEM WMCKYCCTBEHHOU BeHTUAAUMM Nérkux (UBJ1). B 3aBMCMMOCTM OT BO3pacTa MAUMEHTA, TAXKECTU
3aboneBaHMA M oOMbiTa OGCAYKMBAOLWEIO MEAUUMHCKOTO LEHTPa A1 KaX4oro naumeHta u ero 6auM3Kmx pomkeH 6biTb nogobpaH
ONTUMaNbHbLIA BUA UCKYCCTBEHHOWN BEHTUNALMUN NETKUX.

KAKMKE BuablI UBJ1 CYLLECTBYIOT?
B HacToALLee BpemA CYLWEeCTBYIOT YeTbipe Pa3/InyHbIX BO3MOXHOCTU UCKYCCTBEHHOIO anmnapaTHOro AbIXaHuA:

* BeHTUAAUMA yepe3 TpaxeocTomy (MHBa3MBHaA UCKYCCTBEHHAA BEHTUAALMA)- Hanbonee pacnpocTpaHEéHHaa Gopma MCKYCCTBEHHOW
BEHTUNALMWN NETKUX. [lNA 3TOro XMpypruyeckmm nyTém co3gaéTtcs OTBEPCTUE B TPAXee Ha ropse (TpaxeocToma), Yepes KoTopoe BBOAAT
TPYOKY UCKYCCTBEHHOM BEHTUAALUMMK. ITa TpaxeocToMMyecKkas TpybKa noacoeAnHAETCA C NOMOLLbI CUCTEMBbI LWAAHIOB K annapaty UBJI.

* BeHTMNAUMA uyepe3 MacCKy (HeMHBa3MBHAA MCKYCCTBEHHAA BEHTUAALMA): Yepe3 HOCOPOTOBYHD MacCKy, HOCOBYKD MAcKy WAM 4yepes
HOCOBbIE KaHOKN, NOAKNKOUYEHHDbIE K annapaTy MBJ1, ocywecTBaaeTca BEHTMAALMA NETNKNX NALMEHTa.

* BeHTMAAUUA C NOMOLLbLIO CTUMYANATOpPA Auadparmbl: Aas 3Toro suaa MBJ1 umnnaHTUpytoTca ABa 3neKTpoda Ha auadparmanbHbIX
HepBax FPYAHOM KAETKM M ABa MPUHMMAIOLWMX YCTPOMCTBA MNOZ KOXEW. DNeKTpMYecKas CTMmyaaumsa guadparmanbHblX HEPBOB
3acTaBnseT guadparmy cokpaliatbcs. Takum obpasom Bbi3biBaeTcs BAOX. Koraa 3akaHYMBaeTca noaaya MMnyabca, gMadparma CHoOBaA
paccnabnaetcsa. Takmm cnocobom Bo3MOXKeH MaccMBHbIM BblaoX. B nocneaHee Bpemsa 6binv pa3paboTaHbl TakKe Apyrve metoabl, npu
KOTOpPbIX HENOCPEACTBEHHO CTUMynupyeTca amadparma. [Jo cMx NOp TONbKO OYEHb HEMHOIMME MaUMeHTbl MO/b3YHTCA 3TUM TUMOM
3/1IEKTPUYECKOro CTUMYAATOPA.
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* BeHTMAAUMA C OTpPUUATENbHbIM AaBAeHUeM: nNpu 3Tom metoae MBJ/1 rpyaHas KneTka M XKMBOT NaUMeHTa CHUMAIOTCA annapatamu.
Baoox nponssoauTca cieayolmm obpa3om: C MOMOLLbIO OTPULLATE/IbHOTO AaBJ/IEHUA BO3AyX NodaéTtca B nérkue. Mpubopbl HasbiBatoTCA
«KMpaca», «xxunet», Port-a-lung;

KAKME OBLUME PUCKN UMEIOTCA Y UBJT?

*  WUHdeKuumn: Yyepes TpaxeocToMmUYeckyto Tpybry bakTepum n BUpycbl MoryT 6onee Nerko NonacTb B HUXKHME AbixaTenbHble nyTu. Mpu
BOCNA/NIEHUN B AbIXaTeNbHbIX NYTAX YCUAMBAETCA 06pa30BaHNE CEKPETA, KOTOPbIN MOXKET 3a/10XKUTb AblXaTeNbHble NyTU UAN NPUBECTU K
BOCNANeHWo NErkux. NMosatomy B cnyyae geTen C TpAaxeoCToOMUYeCKoM Tpybkoi HeobxoauMmo Bceraa NOMHUTL O MOBbLILEHHOM PUCKe
NHPeKUMKN. TaKKe U NPU UCKYCCTBEHHOM BEHTUNALMKM Yepe3 MACKy MIMC MOMOLLbIO BogUTena putma avadparmbl MOryT BO3HWKATb
nHpeKuun.

* YTeuka BO3gyXa: UCKYCCTBEHHAA BEHTUAAUMA A0MKHA ObiTb ONTUMANAbHOM, YTOObI COXPaHWUTb 340POBbE MNALMEHTOB C LEHTPasIbHbIM
CUHAPOMOM TMNOBEHTUNALUNK. MaCKM U HOCOBbIE KaHH/IM A0/MKHbI ObITb NPaBUAbHO NOAOHPAHbI B CTPOro MHAMBUAYA/IbHOM NOPAAKE,
4yTO6bI M36€eXKaTb YTEeUKM BO34yXa M3-N04 MacKK. TakKe U B C/ly4ae UCKYCCTBEHHOW BEHTUNALMKN C OTPULLATEIbHBIM AABAEHUEM, KUNET
OONKEH ONTUMANIbHO NOAXOANTb NALUEHTY.

*  TexHuuyeckue pedekKtbl: npu MBJ1 ¢ nomollblo BoaUTeNa pUTmMa Avadparmbl MOFYT BO3HUKATb KPU3UCHbIE CUTYaLMKM, KOrga Kabesnb
aHTEeHHbI UIN UMNAHTUPOBAHHAabIN Kabenb 3N1eKTpPoaa O4HOM CTOPOHbI UM CaM CTUMYAATOP NepecTatoT GYHKLMOHUPOBATb.

* HenpoxoauMMOCTb AbIXaTe/bHbIX NyTeW: HENPOXOAMMOCTb AbIXaTeNbHbIX MyTEW MOMKET HacTynutb npu MBJ1 ¢ oTpuuaTenbHbIM
AaBNEHMEM UM NPU BEHTUAALMM C MOMOLLLbIO BOAUTENS PUTMA Anadparmbl 6€3 TpaxeoCcToMbl.

KAKOBbI OoLLYLLEHUA NPy UBAT?

MB/1 He aBnAaeTcA 6one3HEHHON M He MewaeT cHy. AnnapaTt MUBJ1 gonKeH 6biTb ONTMMAZbHO HACTPOEH, YTOObl MO BO3MOMKHOCTU TOYHO
MMUTUPOBATb AblxaHMe naumeHTa. Kpome Toro, npu MBJ/1 BO Bpemsa CHa B NMOMELLEHUWN AO/KEH NPUCYTCTBOBATb 60APCTBYIOWMIA YeNnoBeK,
KOTOpPbIN MOT Hbl pearnpoBaTthb B C/ly4ae TEXHUYECKUX NpobaeM UAM CUTHANOB TPEBOTH.

MOXET 1 PEBEHOK C TPAXEOCTOMOW PA3rOBAPUTL?
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Korga peb&HoK CamMoCTOATENbHO AbIWWUT, HA TPAXeOCTOMY HaZleBAETCs ro/10COBOM KnanaH. Takum ob6pa3om, pebEHOK MOXKET roBopuTb. TakKe

n Bo Bpemsa NBJ1 BO3MOXKHa peyb.
BO3MOHA 11 NOABUMKHOCTb € ANNAPATOM UBJT?

Ja. Kak npasuno, annapatbl MBJ/1 nepeHoCHble U CHabKeHbl aKKyMyNsTOpamMu.
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9. UCKYCCTBEHHASAl BEHTUNALMUA YEPE3 TPAXEOCTOMY
YTO TAKOE TPAXEOCTOMA?

TpaxeocToma - 3TO UCKYCTBEHHOE, CO34aHHOE XMPYPIrMYECKMM MYTEM OTBEPCTME B TPaxee Ha rop/ie. B 60/1bLMHCTBE Cy4YaeB 3TO onepaTUBHOE
BMELLATENbCTBO NPOBOAMUTCA BPAaYOM- OTOIAPMHIONIOTOM NOoA, O6LMM HAapPKO30M.

B 4Em coCTOAT NPEMMYLLEECTBA UBJ1 YEPE3 TPAXEOCTOMY?

31a ¢opma MBJ1 BbicOKO 3pdeKTUBHA, 0COBEHHO B TOM C/ly4ae, €CAU BEpPXHUE AblXaTesibHble NMyTU MMET TEHAEHUMIO K Koanancy unu
cyXeHuto. MNpu LeHTaIbHOM CUHAPOME TMNOBEHTUNALUN FOJIOBHOW MO3T He MOCbINAeT AOCTAaTOYHO CUTHAIOB ANA TOro, YTOObI AbIXaTe/ibHble
MYCKY/Ibl COKpaTUAnCb. Bcneactesme 3Toro B NErkme BCacbiBaeTCA HEAOCTAaTOYHO BO3AyXa. TaKXKe M MYCKy/bl rop/ia He Noay4yatoT AO0CTaTOYHO
CUrHaNoB, YTObbl PacIMPUTLCA KaK Yy 340p0BbIX Atogen. MNMpu MBJ1 yepes macKy 3TO Cy)KeHMe He BCeraa MOXHO MPeoAoneTb C NMOMOLbIO
BbICOKOIO AbIXaTeNbHOMO AAaBNEHMA. ITO ABNEHME MOMKETb BbI3BaTb NP06AEMbI, B 0COBEHHOCTU, Y MaNIEHbKUX AETEN, TaK KaK UX AbiXaTe/bHble
nyT1 n 6e3 Toro bonee y3kue.

B KAKUX CNYYAAX HEOBXOAUMA TPAXEOCTOMA?

Y rpyAHbIX AeTer C LeHTPaNbHbIM CUHAPOMOM runoseHTUAALMKN UBJT yepes TpaxeocTomy ABAAETCA Hambonee pacnpocTpaHEHHON dopmon
WCKYCCTBEHHOM BeHTUNAUMK. Ecnm UBJ/1 Heobxogmma B TeueHuMe Gonee 12 4acoB B CYTKU, UAWU ABNAETCA TaKXe Heobxogmmon B dasbl
6oapcTBOBaHMA, UAK elwé He cOpPMMUPOBAACA PUTM CHa U OOAPCTBOBAHMA, TO ITOT MeTOA SBAAETCA camMbiM 6e30MmacHbiM MeToA0M
BeHTMAAUMKN. TpaxeocToma peKoMeHAYyeTCa TaKKe AeTAM CTapluero Bo3pacrta, KoTopble HyxaatoTca B MBJ1 B cocToAHMM 604PCTBOBAHUA MAK
ONA  KOTOPbIX BEHTMAAUMSA 4Yepe3 MacKy HebesonacHa. B 6GonblWMHCTBE c/yd4aeB AN AeTed NPUMEHAOTCA  pPas3sbaoKMpPOBaHHbIE
TpaxeocToMUYecKme TpyoKMu.

OCTAETCA 1N TPAXEOCTOMA HA BCIO }KU3Hb?

PaHblle 31O 6b1N10 Tak. B HacTosWwee BpeMsi MHOIME NauMeHTbl C TeE4EeHUEM BPEMEHU MOTYT nepexoauTb Ha gpyrue snabl NBJ1, n Tpaxeoctoma
MoXKeT bbITb 3aKpbITa. Mepes 3TMM Heobxoanmo ybeanTbea, YTO HOBbIM BUA MBJT TaK)Ke XOpoLo NoAX0ANUT NALMEHTY, T. €. NAUNEHT A0/KeH
MCNbITaTb €ro B TeYeHWe onpeaenéHHoro nepuoaa. B 60MbLIMHCTBE CnyyaeB TPaxeoCTOMA 3aKPbIBAeTCA, KOrAa nauMeHT nepexoamuT Ha
BEHTUNIALMIO YEPE3 MACKY UM BOAUTEND PUTMA Anadparmol .
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KAK YXAXKUBATb 3A TPAXEOCTOMOWM?

B TpaxeocTomy BBOAUTCA TPYOKA ANA TOro, YTOObl OTBEPCTUE COXPAHUIOCH. ITa TPaxeoCcToMMYecKan TpybKa Hy»KAaeTca B perynspHOM yxoze.
Yxopn, BKAtOYaeT B cebA 0TcacbiBaHME, YACTKY M 3aMeHy TPYOKK. ITUM AencTBMAM 0Oy4atoTca poAUTENN, YXALLMBAOWMA NEePCOHAN U NaLUEHTbI.
CneunanbHO 0OYYEHHbIN MEOUUMHCKUMA NEepPCOHANn AOMKEH pPerynspHO KOHTPOAMPOBATb WX HABbIKM U, B CAyvyae HeobxoAMMOCTH,
onTMMM3npoBaTb. KaK 4acto HeoH6XoaAMMO MeHATb TPYOKY - 3aBUCUT OT CAMOrO M34eNuA, OT CBOWCTB U KOIMYECTBA BblAENAEMOro NauneHTom
CeKkpeTa U Apyrux MHANBMAYaNbHbIX GaKTOPOB.

KAKOE O50OPY1JOBAHUE HEOBXOANUMO A1 CMEHbI TPAXEOCTOMMUYECKOW TPYEKU?

HeobxogmMmbl BCnomoraTenbHble CpeacTBa ANA OTCAaCbiBAHMA M CMeHbl TPybKu. B nytm HeobxogmMmo mmeTb C COBOM «KOMNAEKT AnA
TPAxeoCTOMbI», B KOTOPbIA BXOAAT TPAaXeoCTOMMYECKMEe TPYOKM AN 3aMeHbl, TaKKe TPpybKM 6onee ManeHbKMX PasmepoB, OTCACbIBAOLLMIA
KaTeTep, oTcacbiBatoLee NpucnocobneHune u Wwmnubl.

KorgA HEOBXOAMM YXAXKMUBAIOLLMA NMEPCOHAN U KAKOW?

HesaBucmo ot Tmna MBJ/1 nayMeHT ¢ UeHTPaibHbIM CUHAPOMOM MMMNOBEHTUNALMN HYKOAETCA B YXaXKMBAOLLEM ML, KOTOpoe Bbl MOCTOAHHO
KOHTPO/IMPOBAN0 HacTpoikn UBJ1 n npn HeobXoaMMOCTN UX U3MEHANO. B Kakom 0O6bEéMe M KaK [0/1ro HeobXxoAnM yxoa, NaumeHTy sBaseTca
WHAMBMAYANbHbIM peweHnem. 3TO 3aBUCUT OT TAXKECTU 3abonesBaHuA, cTabunbHocTM WMBJ1, BO3pacTa MauMeHTa WU, B KOHLE KOHLOB, OT
BO3MOXHOCTEM aMbynaTopHOro yxo4a. B HEKOTOpPbIX CEMbAX MCNO/b3yeTcA NOMOLLb MeACeCTEP TO/IbKO B O4EHb OrPAHUYEHHOM cTeneHun, nMbo
No CObGCTBEHHOMY XenaHu, NMb60 M3-3a CUTyauun B AaHHOM CUCTEMe 34paBOOXpaHeHMs. BoNbLIMHCTBO cemel Mob3yloTca, Mo KpalHewn
Mepe, KaXkayt HOYb YC/yramu nepcoHana ans ambynatopHoro yxoaa.

KAKME NPOBNEMbI MOTYT BO3HUKHYTb?

TpaxeocTtomuyeckasa TpybKa MOXKET BbINACTb MAM 3aKynoputbCA. Mpu 3ameHe TpybKM, OHAa MOXKET OKa3aTbCA He B TOM KaHane unu eé
HEBO3MOXHO ByAeT NONHOCTbIO NPOYMUCTUTL. Kpome TOro, OHa NOBbIWAET BEPOATHOCTb NOMaAaHMA BaKTepuii B HUXKHUE AblXaTesibHble NyTw,
KOTOpble MOTYT Bbl3blBaTb CEPbE3HbIE MHPEKUMM, TaKMe KaK BPOHXUT nam BocnaneHme Nérknx. KoHeYyHo, TpaxeocTtommyeckas Tpybka saunsaeT
Ha peyb, B ocobeHHOCTN BO BpemA MBJ/1. OcTaéTcA OTKPbLITbIM BOMPOC: B KAKOW CTEMEHM TPaxeoCcTomuyeckana TpybKa oka3biBaeT HeraTuBHoe
B/IMAAHME HA POCT AbIXaTeNbHbIX NyTel U Ha nérkune. Mpu onTumanbHoh UBJ1, B KOHEYHO cyéTe, BepOATHO Mano. O4HAKO TPAXeoCcToMa HeCET ¢
co60/1 NOBbIWEHHbIN PUCK BHE3AMHON CMEPTH .
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KAK A OBPALLIAIOCb C 3TUM?

ONTUManNbHbIN yXo4, CBOAUT K MUHUMYMY 3T PUCKU. YX0Z, 33 TPaXeoCTOMOM A0NXKeH BbiTb MOCTOAHHO OYEHb TUATeNbHbIM. HyXXHO 64MTeNbHO
CNeAnTb 3a U3MEHEHUAMM BblAENAEMOro cekpeta. Take A06pOCOBECTHbIN KOHTPOAb 3a MBJ1 BO Bpema CHa M yCTaHOBAEHWE r0/J10COBOro
KNanaHa cnocobCTBYIOT CBEAEHWNIO K MUHMMYMY PUCKOB.

MOHO N1 FOBOPUTb , UMEA TPAXEOCTOMY?
Moyt BCce BoNbHblE C TanGOCTOMOﬁ y4aTCA YETKO apPTUKY/IMPOBATb 3BYKU M FTOBOPUTb, HO MHOT4A HECKOJ/IbKO NMO3XKe POBECHUKOB.
MoOTryT v BO3HUKATb NPOBJIEMbI MPU FOTAHUU U MPUEME NULLK?

NHorga 37O ABnsAeTcA conyTcTBylowel npobnemoi, OocOBeHHO Yy TPYAHMYKOB WM MaNONETHUX nAeTel C LEeHTpasbHbIM CUHAPOMOM
rMNOBEHTUNALUN U C TPAaxeoCcToMoMW. MHoraa Heobxo4MMO YCTaHOBUTbL racTPOCTOMY (MCKYCCTBEHHOE OTBEPCTUE B KENYAKE) A4 NPUEMA NULLM.

MOHO N1 NALUMEHTAM C TPAXEOCTOMOWM NNABATb?

MauMeHTbl C TPAaXeoCTOMOWM He AO0/KHbI NAaBaTh. MauMeHTbl C LEHTPANbHbIM CUHAPOMOM TMNOBEHTUASALMA U C APYrMmu Buaamu UBJT moryT
NN1aBaTb, HO HX B KOEM C/ly4ae MM HeNb3A HbIPATb, TaK Kak OHM He pearnpyloT CBOEBPEMEHHO Ha HeA0CTaTOK KUCN0POAaA, YTO MOXKET NPUBECTU
K CepbE3HbIM MOCNEACTBUAM.

KAKME ANNAPATBI UBJ1 UICNONb3YIOTCA NPU TPAXEOCTOME?

CylwecTByeT MHOXECTBO NOAXOAALWMX annapaTtoB. B 3aBMCMMOCTM OT CTpaHbl MCMO/b3YHOTCA OTYACTU COBEPLUEHHO PA3/INYHbIE U3LENUA.
MosTomy HEBO3MOXKHO MOPEKOMEHA0BATb onpeaenéHHble annapaTbl. BaxkHO, npexae Bcero, YTobbl HAa3HAYAKOLWMNI N NeYaLmMi Bpad UMen
[0CTAaTOYHO onbiTa B 06nactn annapata MBJ1 n 4AnTeNbHOTO NPUMEHEHUA UCKYCCTBEHHOW BEHTUNALMM.

MoryT N1 NPOUCXOAUTb YTEYKU BO3AYXA NPU TPAXEOCTOME?
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TaK»Ke M NpU BEHTUNALMU C TPAXEOCTOMOW NPOUCXOAAT YTEUKM BO3Ayxa, NO BONblUel YacTu, BOKPYr TPYOKK, B TOPTaHW UKW TOPAE, YTO MOKET
6bITb MONE3HbIM ANA APTUKYAALUM 3BYKOB U peun. KOHEYHO, CIMWKOM 60o/bluas yTeuyKa MOXKET HEeraTMBHO CKa3aTbCsA Ha addeKkTuBHOCTM UBJI.
TaK yTO yTeyka BO34yxa MOXKET UMETb KaK NONOXKUTENbHbLIW, TaK U OTpuLaTeNbHbIN 3ddeKT. Ecan yTeuka yBeMYnMBaeTca B TEHEHNE MHOTUX
HeAenb UNN MecaueB, TO B 60/IbLUMHCTBE c/lyYaeB TpybKa meHseTcs Ha Apyryto, 6onee 601bLOro pasmepa.

KAK YYBCTBYET CEBAl PEGEHOK C TPAXEOCTOMOW?

TpaxeocToma He A0/KHA O6biTb 601e3HEeHHON. HO 60NbLWMHCTBO AeTel He N10bAT oTcacbiBaHWUS CEKPETa, YTO, 04HAKO, siBAsAeTcA 06A3aTeNbHOM
npoueaypon U A0NKHO PerynsapHoO NpoBoAMUTCS.

PACTET I TPAXEOCTOMA BMECTE C NALUMEHTOM?
C pocTom naumeHTa Bo3pacTaeT yTeyka, Tak YTo CTAaHOBUTCA HEObX0AMMbIM MCMO/b30BaHME TPYOKKN Bonee 60nbLLIOrO pasmepa.
KAKME TPAXEOCTOMMUYECKME TPYEKM UCNONB3YIOTCA?

CylLecTBYOT pa3/iMyHble MNAAcTUKOBble Tpybku. lMpoussoautenn Bcerga NpPefoCTaBNAAOT TOYHbIE YKa3aHMA MO CMeHe U yxoay TpyOok.
Tpaxeoctomuyeckmne TpybKM, KOTOpPbIE XOPOLIO NEPEHOCATCA B A0/JNOCPOYHOM NepcnekTnse, npeapoyututenoHee. Ona rpyaHUYKOB U AeTen
06bI4YHO MCMOb3YHOTCA Pa3bNOKNMPOBaAHHbIE TPYOKM.

BE3 BEHTUNALMOHHbIX LWIAHFOB HEOBXOAUMA BNIAXKHOCTb U/ FONOCOBOW KNAMNAH?

Pa3nnyHble TpaxeocToMUYeckne TPyOKN Hy»KAATCA B Pa3/IMYHOM KONMYECTBE BNArM, MHOTAa 3TO MOXKHO 06ecrneynTb TONbKO B COYETAHUN C
MB/1. DNEKTPUYECKM COTpeTbiit U YBNAXKHEHHbIM BO3AyX ABAAETCA CaMbiM 3DDEKTUBHbIM, HO €CTb U ApPYrMe BO3MOXKHOCTU. ECTb ManeHbKue
KnanaHbl, NOX0OXWe Ha AoporocTosuyo GUNbTPOBaNbHYO Bymary, KOTOpble 3aAep’KMBAlOT BAary BblAbIXaeMOro BO34yXa M YBAAXKHAKT
BAbIXaeMblli BO3AyX. HEKOTOpbIe AeTU He HYXAatTCcA B A0MNOJIHUTEIbHOM YBNaXKEHEHUMU.

Ona peun yacTb He0bXoAMM roN10COBOIM KanaH.
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10. MUBJ1 YEPE3 MACKY

Y10 TAKOE UBJ1 YEPE3 MACKY?

JOna NCKYCCTBEHHOM BEHTUNALMU Yepe3 MacKy UCNO/Ib3yoTCA HOCOBble Macku (cm. ¢poTo), HocoBble
KaHIOAN, WAEeMbl UKW NULLEBbIE MAacKWU. [lnA 3TOro MeToAa BEHTUAALMM HE HYXKHa TpaxeocToma.
MHorpa atoT meTog, MBJ/1 Ha3biBaeTCcs TaKKe HEMHBA3UBHOM MCKYCCTBEHHOM BEHTUASLMEN.

KAKOBbI MPEUMYLLECTBA?

" HeT HeobxoAMMOCTM B onepaumm

" Ha peyb U eé pa3BUTME He OKA3bIBAETCA BANAHUSA
" MeHblle MHEKLUNI AbiXaTeNbHbIX NyTEN
B KAKMX CNYYAAX BO3MOXHA MBJ1 YEPE3 MACKY?

HekoTopblie akcnepTbl Bcerga pekomeHaytot MBJ1 yepes TpaxeocToMy B NepBble roAbl XXU3HU, ApYyrne PeKOMeHAYOT BEHTUAALMIO Yepe3 MacKy.
Ecnn nckyccTBeHHasa BEHTUAALMA Heobxoauma B TedeHne 24-X YacoB B CYTKM, TO NPeAnoyYTeEHNE OTAAETCA TPaxeocTome.

Mpu rvunoBeHTUAALUN b6onee MArKOM CTEMEHU MOKHO paccMmoTpeTb BO3MOMKHOCTb WCMO/Ib30BAaHMA BEHTUMAALMM 4Yepe3 MacKy. PeweHue
3aBUCUT OT CEMbMU, COCTOAHNA NaUNEHTa U OT ONbITa /ievallero Bpaya.

B HEKOTOPbLIX C/y4asx OYEHb PaHO HAaYMHAIOT NpUMeHATb MBJT yepes macky. B 6onbLUMHCTBE Cy4aeB Torga NPUXOAUTCA YepenoBaTb HOCOBbIE
MacCKM, HOCOPOTOBblIE MackuM M B Mnoc/iegHee BPEMS /INLEBbIE MAcKW. Yepeays Macku, CTapaloTca MO BO3MOMKHOCTU OrpaHuuuTb ywepb
Pa3sBUTUIO cpegHen 4YacTu nuua. Macka He Ao0/KHa 6biTb 3aTAHYTA CAMWKOM MNAOTHO. YacTo Ay4ywe BCEro cuasT WHAMBUAYANbHO
N3roTOB/IEHHbIE CU/IMKOHOBbIE MacKK. Mo BO3MOMKHOCTU cneayeT nsberatb MCNONb30BaHMA NLEBbLIX MAcoK y AeTein, 4Tobbl n3bexartb pucka
acnupaumu.

Y B3pOC/bIX C LEHTPANbHbIM CUHAPOMOM rnnoseHTUAALMN NBJ1 yepes macky ABnaeTcA BbIBOPOYHbIM METOLOM.
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UMEIOTCA MACKU PA3/INYHBIX PASMEPOB U ®OPM?

CyLiecTBytOT camble pazHoobpasHble Gopmbl, MaTepmanbl U pasmepbl Macok. Ho ana getel BbIbop HECKONBKO orpaHuyeH. MHoraa Tpebyetca
HeKoTopoe Bpems, npexae Yem Bbl HalaéTe Macky, KOTopas nyylle Bcero Bam noaxoaut u Kotopas Hanbonee adpdektnsHa ana UB.

{1

KAKME NOBOYHbIE 9ODEKTbI MOTYT BOSHUKHYTb ?

*  KOHBIOHKTUBUT
*  CYXOCTb BO pPTY

* CKOM/EHMA BO34YXa B }KMUBOTE
* MOTEPTOCTM Ha /imue

®* HeaoCTaTo4YHaA BEHTUNALMA YepPeE3 MACKy U3-3a CABuUra macku VI/ Uan yTedkn Bo3ayxa, B OCO6€HHOCTVI, ecin nauneHT MHOro asuraeTca so
CHe. MlHorga nomoraeT Mcnosab3oBaHue MSATKON MaHeTbl BOKpYr ropna, Ha KOTOpOl\/‘I (I)VIKCVIpy}OTCFl BEHTUAALUMOHHbIE WAnaHru. Jimuesble
MaCK1 MOTYT NpeaoTBpallaTb yTeYKYy BO34yXa, €C/1IN BO BPEMA CHa NAaUMUEHT OTKPbIBAET POT.

*  runonnasvs, He4o0Pa3BUTOCTb CPedHEN YacTU NLA, ABNAETCA CePbE3HbIM NOCIEACTBMEM UCMOAb30BaHNA Macku (cm. ¢oTo).
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KAKOM yxopn HEOBXOAMM?

HocoBble KaHIAM M MaCKM A0/MKHbI MOCTOAHHO MEHATHCA, YTOObl OHM HAaXOAMAUCb MOCTOSAHHO B OMNTUMaJbHOM COCTOSIHUM U OMNTUMANbHO
noaxoaunu.

MacKa A0MKHA KaxKabli AeHb OYMLLATHLCA.

yxammsarou.l,mﬁ nepcoHan A0/1XKEH UMETb AOCTaTOLIHbIVI onbIT pa6OTbI.
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11. BOAUTENb PUTMA ANADPATMbI
YTO TAKOE BOAWUTE/Ib PUTMA ANAGPATMbI?

Kak npaBuio, MO3r NOCbINAeT 3NeKTPUYECKME MMMYNbCbl Yepe3 aAnadparmanbHbie HepBbl anMadparme ¢ Tem, YTobbl BbI3BATb COKpPALLEHUE
MYCKY/10B, KOTOPO€E B CBOK O4Yepenb Bbl3blBAeT BAOX. Y MAUMEHTOB C LEHTPa/ibHbIM CMHOPOMOM TMMNOBEHTUAALMM MO3F He B COCTOSHUM
BbIMNOJIHATb A0/KHbIM 06pa3om 3Ty 3azauy.

Ona obecneyeHna BEHTUNALMM NETKUX C MOMOLLbIO BOAUTENs pUTMa Auadparmbl NauMeHTYy UMMNAHTUPYIOT TEXHUYECKME CpeacTBa, Yepes
KOTOpble NPOU3BOAUTCA UCKYCCTBEHHAA 3NEKTPUYECKAs CTUMYAALMA MYCKYN0B Anadparmbl M NPoOn3BoAMTCA BAOX.

KAKME BUAbI BOOUTENEN PUTMA ANAGPATMbI CYLLEECTBYIOT?

CyLLecTBYIOT ZiBa TUMA 3/1EKTPUYECKOM CTUMYAALMN Anadparmbl.

* MNpamaa ctumynauma guadparmbl: Npyv 3TOM METOAE MMMNAHTAT HAMPAMYKO CBA3AH C AMadparmMoin, 31eKTPUYEeCcKMe MMYNyabCbl
NoAaTCA HANPAMYIO MyCKyam anadparmbl. ITOT meTos 6bin BBEAEH COBCEM HEAABHO, M OMbIT MO €r0 NPUMEHEHMIO eLLE Man.

e  Crumynauua pauadparmanbHbiX HEPBOB: WMMMNIAHTAT CTUMY/IMPYET 3NEKTpUYecku auadparmanbHble (bpeHUYeckne HepB.bl).
AnadparmanbHblii HEPB 3aTeM NepesaéT MMNYbCbl MycKynaType Anadparmbl. ITOT METOA NMPUMEHSETCA YXKe B TeYEHUE AeCATUNETUN
C Xopowmnmm pesynbtaTamu. NMogpobHee cM. HUXKe.

KAK PABOTAET BOAUTENb PUTMA OUADPATMbI?

Bogutens putma anadparmbl COCTOUT U3 TPEX BHELLHUX KOMMOHEHTOB: NepeAaTynKka Ha 6aTapeHOM NUTaHMU, ABYX QHTEHH (CM. PUCYHOK), a
TaKKe YeTblpéX MMNAaHTaToB. [lBa PaAMONPUEMHMKA MMMIAHTUPYIOTCA MOAKOMXKHO MO 00e CTOPOHbI TPYAHOM KAEeTKW, ABa 3N1eKTpoaa
MMMNAHTUPYIOTCA HENOCPEACTBEHHO Haj AMadparmanbHbIMM HEPBAMUM CIEBA U CMPaBa U NOACOEAMHAIOTCA K PAANONPUEMHUKAM.
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Mpwn paboTe BoguTens putma Anadparmbl BHELWHee MNepedalollee YCTPOMCTBO FEHEpUpyeT PagMOBOJIHbI, KOTOpble MOCbiAatoTcAa 4yepes
aHTEHHbI K MMNAAHTUPOBAHHbBIM MPUEMHUKAM. PagmMonpuEéMHNKM NpeobpasyoT PagmMoBO/IHbI B 3NEKTPUYECKUE UMMY/bCbI, CTUMYAMPYIOLWME
AnadparmanbHble HepPBbl. 3aTeM HepB NepeaaéT 3T UMNYAbCbl K AMadparme, Bbi3Basa TEM CaMbiM COKPaLLLeHMe MYCKYNaTypbl Anadparmsl 1
BTArMBaHWE BO34yxa B Nérkve. Koraa nepenaTunKk genaeT KOPOTKYKO Nay3y M MMNYyAbCbl NpekpalwatoTtca, avadparma paccnabnsertcs, u
NPOUCXOANT NACCMBHbIN BblAOX. Y AeTel BoauTeNb pUTMa avMadparmbl A0MKEH Bcerga paboTaTb Ha 06enx CTOpoHax rpyaHOM KAETKKU , YTobbI
obecneynTb ONTUMaNbHYIO BEHTUNALMIO NETKUX.

Electrode

Radio receiver

Phrenic nerve

—— Lung

— Diaphragm

Radio ransmitter

KAKME OBC/IEQOBAHMA HEOBXOAUMO NPOBECTYU MEPEA UMNAAHTALMENA BOAUTENA PUTMA OUAGPATMbI?
Cnepytowme obcnenoBaHMa HEOOX0AMMO NPOBECTU Nepes MMNAaHTaUMel BoauTens putma anadparmol:

PEHTreHOBCKM CHUMMOK TpyAHOM KAETKM, WcCneaoBaHWe Tpaxeun W OpoHXOB (TPaxeobpPOHXOCKOMWA), UPECKOXKHaA CTUMyANsauumA
anadparmanbHbIX HEPBOB (NPU 3TOM C MOMOLLbIO Y3M KOHTpOAMpyeTcAa NOoABUMKHOCTb aAnadparmbl) U 06CTOATENbHOE HEPBHO-MbILLEYHOE
obcnenoBaHKUe C LLENbo UCKAOYEHMA MUOoNaTuiA (3abosieBaHUiA MblLLL).

lMpoTMBOMNOKAa3aHUA AN MMNAAHTAUMW BoAUTeNs puTma auvadparmbl: TAMKENbIE XPOHWYECKME BOCMaNeHUA NIErKUX, CTEHO3bl Tpaxeu Wan
6poHxoB, napanuy auadparmbl M muonatuM. TakkKe AeTam B Bo3pacTe A0 roga He PEeKOMeHAyeTCA YCTaHaBAMBaTb BOAMUTENb PUTMA
anadparmel.

KAKME NPEMMYLLECTBA Y BOAUTENA PUTMA ANAGPATMbI?

Central Hypoventilation Syndrome - Patient and Carer Information Booklet — edited by the EUCHS Consortium — 1* edition 2012 — page 35



MaumeHTbl, KOoTopbiM TpebyeTca UBJ/1 B TedeHne 24-X 4acoB, NOAYHAOT MAaKCMMa/bHYIO Bbirogy OT BOAMUTENA pUTMaA Anadparmbl. ITU TANKENbIE
60/1bHblE NPU MCNONb30BaHUKN BOAMTENA PUTMA AMadparmbl NPUOBPETAOT HE3ABMCUMMOCTb OT TPAAMUMOHHBIX annapaTtos MBJ1. C nomoupbto
3TOro HebOoNbWOro U NepeHocHoro npubopa nauMeHT nNpuobpeTaeT HeOrpaHUYEHHYIO MOOUIBHOCTb U MOXKET NMPUHMMATb y4yacTue BO BCEX
NoBCeAHEBHbIX AencTBUAX. [leTn MaaaLwero Bo3pacta MOryT HOCUTb BOAUTENb PUTMa AMadparmbl C CO60M B HEOONbLIOM PHOK3aKe.

OAHAKO HOYbID BEHTUAAUMA NETKMX 3TUX NALUMEHTOB A0/IKHA OCYLLECTBAATbLCA HarHeTaHMem BO34yxXa Nog MONOXUTENbHbIM AAaBNEHMEM.
BoguTtenb putma amvadparmbl He cneayeT MCNoNb30BaTb Aonblie 12 — 15 yacoB B AeHb, YTObbl n3bexkaTb UCTOLLEHUA AnadparmasibHbIX
HepBOB.

Tak»Ke naumeHTbl, KoTopbiMm Heobxoanma MBJ/1 Bo Bpems CHa, MOryT NOAy4uTb BbIro4y OT MCMNONb30BaHUA BOAUTENA pUTMa anadparmbl. T
ManeHbKoe YCTponcTBo obecneuymBaeT 60/blyl0 MOBWUIBHOCTL BO BpeMA NOE3A0K, KaK Hanpumep, BO BPeMA KEMMWHra CO LKO/bHbIM
KNacCoM MU T. .

MOHO 11 UCNONBb3OBATb BOAUTENb PUTMA OUADPArMbI ANA UBJ1 BE3 TPAXEOCTOMbI?

[eTtam cTapluero Bo3pacta B nepnog ot 6 40 12 neT MOXKHO 3aKpbITb TPAXeOCTOMY NOC/e MeAJ/IEHHOIO OTBbIKAHUA U NPOBEAEHMA TLLATENBHOIO
HabNoAEHNA U MOHUTOPUHIA B CNELMANN3NPOBAHHbBIX LLEeHTpax. Y feTel A0 WeCTU NIeT UCKYCCTBEHHAA BEHTUAALMA NETKMX C MOMOLLbHO
BoAMTENA pUTMa pguadparmbl H6onee cTrabunbHa B COYETAHUM C TPAXEOCTOMOM (CTAabUABbHOCTb AblXaTeNbHOro 06bEMa, HacblWweHUe
Knucnopoaom). Ecnm y pebEHKa 3aKpbiTb TPaxeoCTOMY paHblle PEeKOMEHAYEeMOro BO3pacTa, TO BO3HWMKAET MOBbIWEHHbIA PUCK Kossanca
BEPXHWX AbIXaTe/IbHbIX MyTEN BO BPEMSA CHa.

KAKME PUCKM CYLLIECTBYIOT NP UBJ1 C NOMOLLIbIO BOAUTENA PUTMA AUAGPATMbI?

Ona vmnnaHTaumm BoAUTENA pUTMa Avadparmbl HEOXOAMMO MPOBECTU BCKPbITUE TPYAHOM KNETKM C 06EenxX CTOPOH XMPYPrUyecKum MyTém
(ABYXCTOPOHHAA TOpPAaKOTOMMA) NoA OOLWMM HAapKO30M, a TaKKe nocneonepaumoHHoe nedeHune. C 3STUM XMPYPruYeckMm BMeLLaTe1bCTBOM
CBA3aHbl COOTBETCTBYHOLME PUCKU.

Kpome TOro, moryt npousoiiTn cbon B pabote Boautens putma avadparmbl. Yalle BCEro 3To Bbi3bIBAETCA NOBbILLEHMEM MOPOra CTUMYAALUM,
4acTo BO Bpema MHPEKLMOHHOro 3a60/1eBaHUsA, TaK Kak CTaHOBATCA HeEOBXoANMbI BCE Bonee CUbHbIE INEKTPUYECKME MMNYAbCbI A1A BbI30Ba
BAOXa. OYeHb peaKo BO3HMKAIOT MHOEKLMM HENOCPEACTBEHHO Ha MMNAaHTaTax.
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KAKOBbl HAMEBOJIEE PACMIPOCTPAHEHHBIE TEXHUYECKUE NPOBNEMbI?

Kabenn aHTeHH moryT obopBaTtbca. Torga HeobxoamMmo 6yaeT 3aMeHUTb aHTeHHY. HeobxoAuMMo MMeTb B 3anace HEeCKOJ/IbKO aHTeHH AA
3aMeHbl.

Yepes gecaTb-NATHaALATb €T NOC/AE MMNAAHTALUMM MOTYT BO3HUMKHYTb NOBPEXAEHMA UMMNAAHTATOB. B 60onblIMHCTBE CyYaeB, peyb MAET 06
obpbiBe Kabeneh mnn o aedeKkTax U30NALMU KOHTAKTOB MeXKAY INEKTPOAOM U paanonpUEMHUKOM. OnA yCTPpaHEHUA 3TUX MOBPEXAEHWNN
Heobxo4MMO NOBTOPHOE NPOBEAEHME onepaLmn, KoTopas Ao/KHa bbiTb 0653aTe/IbHO NPOBeAeHa B CNeUnaan3MpoBaHHOM LLEHTPE.

COBMECTUM N1 BOOUTE/Ib PUTMA AUADPATMbI C 3/IEKTPOCTUMY/IATOPOM CEPALA?

HekoTopbiM nauMeHTam C BPOXKAEHHbIM LEHTPaNbHbIM CUMHAPOMOM TMMNOBEHTUAALMM OOMNONHUTENbHO K BOAMTENt0 puTMa auadparmbl
HeobX0AMM 3/IEKTPOCTUMYNATOP cepaua. ITo BO3MOKHO. OaHaKo HeobxoAaMmo 0653aTe/IbHO MCNOb30BaTh OMMNOASPHbIN 3NEKTPOCTUMYNATOP
cepaua, 4Tobbl n3b6exaTb MHTepPepeHUU C MOHOMONAPHBIM BOAMUTENEM PUTMA aMadparmol.

YTO HEOEXOAMMO ANA YCMELWHOMO UCNONb30BAHUA BOAUTENA PUTMA AUADPATMbI?

Ob6na3aTenbHbIMKU ABAAIOTCA BbICOKOXMPYPrUYECKas OMepaumoHHas TEXHWKA WM TwaTeNbHas HAcTPOMKa NapameTpoB CTUMYAALMM BOAMUTENA
putMa guadparmol. NoaTomy onepaums u NocneayoWNn KOHTPONb AOXKHbI ObITb BbIMONHEHbI B LLEHTPE C ONbITOM PaboTbl NO CTUMYAALMM
AnadparmanoHbix HEpPBOB. PeKomeHAyeTCs NPOBOAMUTL EXKEeroAHble CTaLuMOHapPHble KOHTPOIN.

Poautenu, yxakmsatowmii NepcoHan 1 naumeHTbl AOKHbI NOAYYNTb 0BCTOATENbHbBIA MHCTPYKTAXK NO MCMONb30BaHUIO Npubopa. Y soautens
puTMa guadparmbl 1ETKO HACTPOMUTL YACTOTY AbIXaHUA U AbIXaTeNbHbI 06BEM B COOTBETCTBMM C aKTya/IbHbIMM NOTPEOHOCTAMM NaLMeHTa.

Lenb - cBeCTM K MUHUMYMY 3/N1EKTPUYECKYID CTUMYIALMIO HEpPBOB ANA ux cbeperkeHua M OAHOBPEMEHHO obecneynTb OMTUMAJIbHYHO
BEHTUNALMIO NETKUX.
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12. MEPEXOA HA A,PYIOM BUA UCKYCCTBEHHOW BEHTUNALMM NIETKUX

Korga MOXHO 3AKPbITb TPAXEOCTOMY?

Kak npasuno, y geten, Hyxapatowmxca 8 MUBJ1 BO CHe, nepexos OT BEHTUAALUKN Yepe3 TpaxeocTomy K apyromy metogy MBJT Bo3moOXKeH B
BO3pacTe WecTu neT. Y nauneHTos, Hyxxaatowmxcs B UBJ1 TakKe M B coCcToAHUM 60APCTBOBAHUA, Nepexos K Apyromy Metoay BEeHTUAAUMMK
NPoOUCXoAnUT No3)Ke, B Bo3pacte 11-12 net. B aTom cnyyae B COCTOAHMM 6OAPCTBOBAHMA BO3MOXKHO, HaNpUMep, UCNONb30BaHWE BOAUTENA
puTMa anadparmol, @ BO BPEMSA CHA MCNONb30BaHNE BEHTUNALMOHHOM MACKK.

A

KAK NEPEXOOAT OT BEHTUNALMNM YEPE3 TPAXEOCTOMY HA BEHTU/IALIMIO YEPE3 MACKY?

MauMeHTbl C LeHTPaNbHbIM CUHAPOMOM FMNOBEHTUAALMN, KOTOPbIM 3aKPbIBAlOT TPAXeoCTOMY, MaBHO NepPexoanT Ha Apyroi metoa MBI/, Kak
NPaBuAO, Ha BEHTUAALMIO Yepe3 MacKy WAM BoAMUTENb pUTMa amadparmbl. MCKYCCTBEHHAA BEHTUAAUMA NEFKUX C MCMNOJIb30BaHWEM
OTPULATENBHOIO AAB/IEHMA UCNONb3YETCA BCE peXKe.

Ons uenoro paga NauneHTOB BEHTUIALMA Yepe3 MacKy ABAAETCA MEeToA40M nepBoro Bbibopa. Ho y HEKOTOpPbIX NAaUMEHTOB C TPaxeoCTOMOW
MacKa MOXEeT BHaya/jie Bbi3blBaTb HEMPUATHbIE OLWLYLLEHUA, TaK YTO OHW 6OATCA yAaNUTb TPAXEOCTOMHYI TPybKy. B aTom ciyyae MOXKHO
npoBoAUTb 06y4YeHNE NO UCNONb30BAHUIO MAaCKWU, OCTaBMB TPAXEOCTOMUYECKYIO TPYOKY Ha MecTe, HO NpPY 3TOM repMeTUYHO 3aKpbiB eé. Takxke
npyu oby4yeHUM MOXKHO MCMNONb30BaTb 6O/NEE MaNeHbKyld MO pasmepy, FEPMETUMYHO 3aKPbITYIO, TPAXeOoCTOMWUYECKYID TPYOKy, yBenMuuB
TakKMmobpasom ApixaTe/lbHOe MPOCTPAHCTBO BOKPYr Heé. EcAM naumMeHT XOpoLlo NepeHOCUT BEHTUAALMIO Yepes MacKy, ero OTnpaBaaloT
aomoi. loma pebEHOK MOXKET MNOCTeNeHHO MNpPMBbIKaTb K Macke. Koraa BeHTUNAUMA 4yepe3 Macky OyaeT OCyLecTBAATbCA BCHO HOYb,
npoBoauTca BTOpoe obcnesoBaHue B nabopaTopum cHa. B ciydae NonoXKUTENbHbIX pe3ynbTaToB 06C/e0BaHUA TPAaXeoCTOMa MOMKET ObITb
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OKOHYATENbHO 3aKpbITa. YacTo TPaxeocToOMa 3a*KMBAET CAMOCTOATE/NIbHO 4Yepe3 HEeCKO/IbKO AHEel UKW Hepenb, HO MHOrAa Heobxoaumo
XMPYypruyeckoe BmeLlaTebCcTeo.

KAK NEPEXOOAT OT BEHTUNALMUM YEPE3 TPAXEOCTOMY HA UBJT C NOMOLLbIO BOAUTENA PUTMA OUADPATMbI?

B nocnenHee Bpemsa BCé 60/blUe NALMEHTOB C TPAXEOCTOMOW NePexoanT Ha BEHTUAALMIO C MOMOLLbIO BOAUTENA pUuTMa aAnadparmel. Bogutens
puTMa guadparmbl He AONXKEH UCNONb30BaTbCA 24 Yaca B CYTKU. TONbKO ANA NALMEHTOB, HYXKAAKLWMXCA B BEHTUNALUUM UCKAOYUTENBHO BO
BPeMs CHa, 3TOT MEeTO/, MOXeT ObiTb eAMHCTBEHHbIM meTog MBJI. Korga nauveHT HauMHaeT MCnosib30BaTb BOAUTENb pUTMA Anadparmbl,
Ba)KHO cob/loAeHMe ceayoWmx 3Tanos nepes oKOHYaTeIbHbIM 3aKPbITUEM TPAXEOCTOMbI:

e TaKKe KaK aK 1 Npu Nepexoe Ha BEHTUNALMIO YEPE3 MACKy HEOHXOAMMO COXPAaHUTb TPAXEOCTOMY €ELLE B TeYEHNE HECKObKUX
MecALEeB.

* B TeuyeHMe HeCKONbKMX MECALLEB BEHTUNALMA NETKUX Yepes BoAUTENb pUTMa Anadparmbl OCYLLECTBASETCA NPU OTKPbITOM
TPaxeocTOMUYECKOM TpybKe.

* locne nepexoaa Ha 6onee ManeHbKyO TPAXeoCTOMMUYECKYO TPYBKY U 3aK1enBaHMA TPAXeoCTOMbl NPOBOAMTCA KOHTPO/Ib BEHTUAALMM C
BOAMTENEM pUTMa Anadparmbl B nabopaTtopmm cHa. Mpu NONOKUTENbHbIX Pe3y/ibTaTax TPAaXeoCcToMa MOXKET bbiTb 3aKpbITa. B ntobom
CNyyae BCe 3TV NaUMEHTbI A0NXKHbI ObITb TaKKe 3HAKOMbI C BEHTUAALMEN Yepe3 MacKy, YTobbl OHM MOF/IM UCNO/Ib30BaTh 3TOT BMA UBJI,
ecnv Boautenb putma guadparmol He 6yaeT GyHKUMOHNPOBATD.
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13. MOHUTOPUHT LOMA
YTO O3HAYAET MOHUTOPMHI?

MOHUTOPUHT 03HAYaeT HENPEPbIBHbIA KOHTPOb 38 GYHKUMAMM OPraHM3ma, Kak Hanpumep, YacToTOM CepAeyHbIX COKPALLEHUNA U AbIXaHUEM.
HekoTopble npubopbl 3anUCbIBAOT M3MEPEHUA, TaK YTO MOXKHO MNPOM3BECTM MX OUEHKY. Y MAUMEeHTOB C LLEHTPa/ibHbIM CUHAPOMOM
TMNOBEHTUNALMM C  LENbl0 MOHUTOPUHIA WM3MepAeTcs OObIYHO YPOBEHb HACbIWEHWA KpPoBWU Kucaopogom (SpO2) ¢ nomoupto
NY/NIbCOKCUMETPUN.

YTO KOHTPONUPYETCA AOMA BO BPEMA NCKYCCTBEHHOW BEHTUNALMU NETKUX?

Mpu ntob6om Buae VB HeobxogmMmo 06A3aTeNbHO M3MEPATb YPOBEHb HACBILLEHUA KPOBM KUCNOPOAOM C MOMOLLBIO NyAbCOKCUMeETpumn. Ecnm
BO3MOXHO, TaKXe A0MKeH namepatTbca yposeHb pCO2 B KPOBM C MOMOLLbIO YPECKOXKHOrO 30HAa, B 0CO6EHHOCTN BO BpemsA MHPEKLMOHHDIX
3aboneBaHui gbixaTenbHbix nyTei. O6a NoKasaTens A0MKHbI HAXOA4UTLCA B HOpMe, T. €. Sp02 > 95% n pCO2 mexay 30 u 45 mm pT. cT. CurHan
TpeBorn Hago yctaHoBuTb Ana MBJ1 Bo cHe ansa nokasatensa Sp0O2 Ha 90% un ana nokaszaTtena pCO2 Ha 50 mm pT. cT..

Ewé 6onee BaXKHbIM, YeM TEXHWYECKUI KOHTPO/b, ABASETCA MPUCYTCTBME MPUCMATPMBAIOWETO 33 MaLMEHTOM Aunua (3TO MOXKET bbiTb
MeacecTpa, CTYAeHT MeAWUMHbI UAW NpoLUeALWniA XOPOLUY MNOArOTOBKY HECrneuManmncTt), KOTOPpOoe OKaXKeT COOTBETCTBYIOLLYH MOMOLLb B
C/Nly4ae BO3MOKHOI0O CUrHana TPpeBoru.

Y naumeHTOB C BoAUTENEM pUTMa anadparmbl HEOOXOAMMO TAKMKe B TEYEHWME AHA KOHTPO/IMPOBATb ypoBeHb SpO2 BO BpemsA PasiMyHbIX
BMA0B AEeATENbHOCTH.

MOYEMY HEOEXO4MMO KOHTPO/IMPOBATb YPOBEHb HACBILLEHUA KPOBU KUCNOPOAOM?

Kucnopopa Heobxoanm gns scex GyHKUMIM opraHnsma. Bo Bpema AbixaHMA Mbl MNOTNOLWAEM KMUCNOPOA, KOTOPbIA 3aTEM LUPKYIMPYET BMECTE C
MOTOKOM KPOBM MO BCEMY OpraHu3my. [nsa BbIKMBAHMA, PoCcTa U OBYyYEHWA OPraHM3m [O0JIXKEH MOCTOSAHHO ONTMManbHO obecrneymBaTbCA
Kncnopoaom. MNpu LeHTpanbHOM CUHAPOME FTMNOBEHTUNALMM AblXaHWE ABNAETCA HAaCTONIbKO HEeA0CTAaTOYHbIM, YTO He obecneynBaeTcs

HOPMaNbHAaA KOHUEHTpaLUMa KMcaopoaa B Kposu. C MOMOLLbIO MOHUTOPUHIA B 110601 MOMEHT Mbl MOXKEM NOJIY4UTb MHGOPMALINIO O TEKYLLEN
KOHUEHTPaUUmM KNChopoaa B KPOBU.
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[Ona MOHWUTOPUHra MCNONb3YTCA NPUBOPbLI, HENPEPBLIBHO M3MEPAIOLME KOHLEHTPaUMIo KMcnopoaa B KpoBu 6e3 HeobxoAMMOCTU B3ATUA
06pa3LoB KpoBuK. M3mepsaa HacblLeHME KPOBU KUCIOPOAOM, Mbl Moslydaem MHGOPMaLMIO: ABAAETCA M BEHTUNALMA NEFKUX A0CTaTOUYHON. Mpun
nageHUM YPOBHA HACbIWEHNA KPOBM KUC/NIOPOAOM, MOTEHUMANbHO OMAaCHOM AAA XM3HM, Npubopbl M34alOT CUrHan TPeBOrKM. 3aTem
npucmaTpuBalolLlee 3a NaUMEHTOM /IMLO pearnpyet COOTBETCTBYIOWMM 06pa3om M obecneymBaeT HOPMANbHYH BEHTUAALMIO NIETKUX C
HOPMa/IbHbIM YPOBHEM HACbILLEHUSA KPOBU KUCIOPOAOM.

KorgA Mbl KOHTPOJIMPYEM HACbILLEHUE KPOBU KUCNOPOAOM?

HacbiweHne KpoBU KUCIOPOAOM AO0NKHO KOHTPO/IMPOBATLCA BO BPEMSA MCKYCCTBEHHOM BEHTUAALUMU NETKUX, @ TaKKe Bcerga, Koraa pebéHok
HaxoAauTca oaMH 6e3 NPUCMOTPA M MOXKET 3aCHYTb. MIHOrga paumMoHanbHO M3MepPATb HaCbIWeHMe KPOBU KUCNOPOAOM B TEYEHUE BCEro AHA. ITO
pewaeT Baw Bpau.

KAK PABOTAET NY/IbCOKCUMETP?

MyNbCOKCMMETP MOMKET onpeaensATb Mo LBETY KPOBM, CKOIbKO KUCNOPOAA TPaHCMOPTUMPYyeTCA B KPOBWU. KpOBb, HACBILLEHHAA KUCOPOAOM,
CBETNO-KPaCHOro LBeTa, a 6egHana KNCNOPOAOM KPOBb TEMHO-KpAcHOro ugeTa. CEHCOPHbIN AaTYMK MY/IbCOKCMMETPA NOCbINAeT KPaCHbIN CBeT
yepes KOoXy. B 3aBMCMMOCTM OT YPOBHA COAEPKAHUA KUCI0POAA B KPOBU CBET MPOXOAUT NO-PA3HOMY Yepes KOXKY, 3TU AaHHble nepesaroTca Ha
CEHCOPHbIN AaTymk. [na npoBefeHUA U3MEPEHUN CEHCOPHbIN [ATYMK YCTAHAB/MBAETCA Ha MeCTe XOpoluelr MnynbCoBOM BOAHbI. Mpubop
oTobparkaeT Ny/IbCOBYIO BOMHY rpadUUECcKn UAM MUratoLLEN CBETOBOM BasiKoiA.

YPOBEHb HOPMA/IbHOIO HACBILLEHUA KPOBU KUCNOPOAOM ?

MNokasatenu, npesblwatowme 95%.

KorgA OnACEH HU3KWIA YPOBEHb HACBILLEEHUA KPOBU KUCNOPOAOM?

BpemeHHOe nageHne ypoBHA HACLIWEHUA KUCIOPOAOM MOKET NPOUCXOANTb U Y 340POBbIX Nt0Ael BO BpeMA KOPOTKUX AblXxaTebHbIX Nay3 BO
cHe. MocneaHue, Kak npasuno, 6esspeaHbl. OQHAKO €CTb MCCNen0BaHMUSA, KOTOPble YKa3blBalOT Ha TO, YTO A/INTE/IbHbIE W YacTble 3NM304bl C
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HWU3KUM HacbllleHMeM Kucnopoga (<92%) oKasbiBalOT HEraTMBHOE BAMAHME Ha POCT M Pa3BUTME OpraHn3ma. ToYHble NpeaenbHble 3HaYeHUnA
HaCbILLEHNA KUCNOPOLOM HENErko YCTaHOBUTb. HUXKHME npeaenbHblie 3HaYeHUa NpubopoB MOHWUTOPUMHIA, MPM KOTOPbIX AOMKEH cpaboTaTtbh
CUrHaN TPeBOrun, ONPeAeNnatoTCA NeYaLLMm BPaYOM.

YTO MOKET NOMELLATb U3MEPEHMIO YPOBHA HACBILLEHMA KUCAOPOAOM?
BO3MOXHO CEHCOPHbIM AaTYMK HE MOXKET HAaUTU NYNbCOBYIO BOJIHY, KOrAa:

*  MauUMWeHT yCUNEeHHO ABUraeTca
* HOra WK pyKa C/INLKOM XON04Hble
*  CEHCOpPHbIN AATYMK YCTAHOB/EH CAULWIKOM NAOTHO UM CIULLKOM AaNeKo
*  OKpYXXaloLWMi CBET CIMLLKOM APKUIA

*  [AaTYMK C/IMLIKOM CTapbii UK CABUHYACA (CBETOAMOAHbIN CBET HE HAXOAUTCA HAaNPOTUB CEHCOPHOTO AATYMNKA)

BaM Hago HayuMTbCA NMPABUIbHO YCTAaHOBAMBATb CEHCOPHbIM AATYMK, @ TaKXKe HAyuMTbCA NOJy4aTb NPABU/IbHbIE U3MEPEHUA U YMEeTb MX
MHTEPNPETUPOBATD.

YTO AENATb NPU CUTHANE TPEBOIM HA MOHUTOPE?

MOHUTOP MOXeT NoAasBaTb «peanbHbIEe» CUTHAbl TPEBOrK, KOrga ypoBEHb HACIWEHUA KUCAOPOAOM ILl,el‘/'ICTBMTel'IbHO HVI3I-(VII7I, HO OH MOXET
TaK)Xe [AaBaTb «J10XKHble» CUrHaabl TPEBOrU, €cnu anI60p HE MOXET MNPaBuU/ibHO U3MEPUTb HaCblWEHNE KUCAOPOAO0M. O4yeHb nonesHo
Hay4YUTbCA Pa3/1IN4aTb 3TU CUTHAJIbl TPEBOTW.

Ecan curHan TpeBorn npounsoLwén, NOTOMy YTO Ny/IbCOBAA BOJIHA HE MOr/1a BbiTb MPABUAbLHO U3MeEpPEHa, MPOKOHTPOANPYITE CEHCOPHbIN AAaTYMK
M YCTAaHOBWUTE ero 3aHOoBO. Ecin curHan TpeBorv NpekpaTUTCA U AaHHble U3MEPEHU CHOBA BO3BPATATCA B rPaHMLbl HOPMbI, TO peyb WA O
«JIOXKHOM» CUTHA/1e TPEBOTH.

Ecnn Bbl He yBepeHbl UKW NALMEHT NJIOXO0 BbIFNAANT, TO pearnpymnTe Tak, Kak ecan 6bl ypoBEHb HACILWEHMA KUCA0POAOM OblN AeACTBUTENbHO
HU3KUM. MpoBepbTe: NOAHMMAETCSA M ONYCKAETCA IM XOPOLO FPyAHas KAETKa, U eCTb In OTBETHAA peaKkuma y naumeHTa. Peuyb MOXKeT uatn o
npobneme c UCKYCCTBEHHOW BEHTUAALMEN NETKMX AN 06 OCTAHOBKE AbIXaHWA (CM. rnaBy HeomsioxHsle cay4yau).

CYLLECTBYIOT I PUCKU, CBASAHHBIE C NY/IbCOKCUMETPUEN?
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BO3MOXHbI NOBPEXAEHUA KOXKU, eC/n CeHCOprIVI AaTYNK YCTaHOBUTL C/IMLLKOM NJIOTHO K KOXKe.
KAKME U3MEPEHWSA MOTYT BbITb ELLE BbIMOAHEHDI?

Ewé oaMH NpU3HaK HeZ,0CTAaTOYHOrO AblXaHWUA — BbICOKMI ypOBEHb yraekucnoro rasa (CO2). MNpun Hef0CTaTOYHOM AbIXaHUM YTNEKUCAbIN a3 He
BblAbIXaeTCA B A0CTAaTOYMHOM Mepe, HAKan/AMBAACb B KPOBW, U MOXKET BbI3BaTb COH/JIMBOCTb WM NOTepto co3HaHuA. CyliecTByloT ABe
BO3MOXHOCTU namepeHuna CO2 poma:

e ypoBeHb CO2 B BO34yXe, BblAbIXaeMOM M3 HOCa UK TpaxeocTombl (CO2 B KOHLE BblAoXa)
*  WAW C NOMOLLbIO HArPEeTOro YPECKOKHOro 30HAa (YpecKoKHbi CO2)

Kak npasuno, CO2 nsmepsetca B nabopaTopum cHa UM BO BPeMSA KOHTPONbHbIX 06cnenoBaHnii B8 6onbHULE. HO HEKOTOpPble NAuMeHTbl UMEKOT
A0Ma cobcTBeHHDBIN Npubop ana namepeHma CO2. Takoi npnbop 0cobeHHO NoneseH Npu U3IMeHeHMUU HacTpoeK UBJI.

MyNbCOKCUMETP M ApYyrMe uamepuTenbHble NPMOOPbI, KaK NPaBUIO0, M3MEPAIOT TAKMKe YacTOTy cepAeydHbiXx cokpaweHnin (YCC). HopmanbHbIi
AuanasoH YCC oyeHb WKMPOK N N3MeHAeTCA ¢ Bo3pacTomM. Kak npasuio, Bpay onpegenseT HUXKHIO rpaHnLy AN CUrHana TpeBoru.

MwuHumanbHoe obopyaoBaHMe, Heobxoanmoe ana HabaoAeHUA 33 NaUNMeHTaMM C LLEHTPaIbHbIM CUHAPOMOM FMMNOBEHTUAALMMK, BO BPEMA CHA
WAW KOrAa NaumMeHT OCTAéTcA O4MH — 3TO NY/NbCOKCUMETP.
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14. OBECNEYEHUE BCMOMOTATE/IbHbIMU YCTPOUCTBAMM U KOHTPO/1b

KAKME ECTb BAPUAHTbI 411 YXOZA JOMA?

BONbWMNHCTBO poauTeneit MMelT BO3MOXKHOCTb obecneuymTtb HeobxoAMMbIN yxod M MPUCMOTP 33 MX AeTbMM HOYbKO Ha gomy numbo
camocTosaTenbHO, NMbo BmecTe ¢ mepacéctpamu. PeweHne B Nonb3y yxopa 3a pebEHKOM Ha AOMY WAW MPOTMB 3aBUCUT OT MOMKENAHWUM
poguTenen, OT cTeneHu TaxecTn 3aboneBaHnsa pebEHKA M OT PUHAHCOBbLIX BO3MOXKHOCTEW, KaK Hanpumep, MNOKPbITUA MeaULUHCKOM
CTPaxOBKOM 3TUX pacxoaoB. TakKe 1 B3POCable NAUMeHTbl C LeHTPaNbHbIM CUHAPOMOM FTMNOBEHTUNALMKN HYXKAAKOTCA, KaK NPaBUAo, B YbEM-TO
NPUCYTCTBUKN, B OCOBEHHOCTM HOYbIO B KBAPTMPE. ITO MOXKET ObITb POACTBEHHMK, APYF UM NAPTHEP.

KAKOE O50OPYJOBAHUE HEOBXOANUMO AIOMA?

MyNbCOKCUMETP, N3MEPAIOLLNIN YPOBEHDb HACBIWEHUA KPOBM KMCIOPOAOM BO CHe, Heobxoanm B 06A3aTeNlbHOM NopaaKe. Y ManeHbKUx aeten
3TOT Npubop AO0MKEeH ObITb MOCTOAHHO BKAKOYEH, €C/IM 338 HUMM HUKTO He HabnwogaeT, TaK KakK OHW MOTyT 3acHyTb. HekoTopble cembu
npunobpeTatoT TakxKe Nnpubop gna namepenusa CO2. C nomoLbio 3Toro Npnbopa UCKYCCTBEHHAA BEHTUAALMA NETKMX MOXKET KOHTPO/IMPOBATLCA
eweé spdeKTUBHee, a nepsble NpuU3HaKM 3aboneBaHnA MoryT ObiTb YCTAHOB/EHbI paHblle, U HAacTpoMKKM MUBJT M3MeHeHbl B COOTBETCTBUMN C
Heob6xo4MMOCTbHO. BONBWMHCTBO NAUMEHTOB UMELOT ABa annapaTta MBJ/1 n akkymynaTop NS 3aMeHbl.

Ilynvcokcumempol & monumopwvl 07151 UsMepeHus Y2IeKuUci020 2a3a

HecmoTpsa Ha BCE 3To Heobxoaumoe obopyaoBaHWE AN MOHUTOPUHIA MHOTMM

CeEMbAM YaETCA yCNeLWwHOo OpraHM30BaTbh CBOWM OTMYCK 3a rPaHuLEN.
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YTO NPONCXOAUT, MPEXAE YEM HAC C PEBEHKOM BbIMULLYT U3 BONIbHULbI?

Y106bl Bbl CMOrNM NPaBUALHO YyxaXuBaTb 3a Bawwum peb6éHkom ¢ CHS pgoma, HeobxoauMmMo oOpraHM3oBaTb ps4 Bewen. Jlydwe Bcero
BOCMO/1b30BaTbCA COBETaMM U NMOMOLLbIO Bpayeir, MeaANLMHCKOro NepcoHana U coumanbHbix paboTHUKOB BonbHUUbI. Cheaylowme MyHKTbI
Heob6xo0AMMO BbINONHUTL Nepes BbIMMCKON N3 6ONbHULbI:

*  3aKasTb U NpuobpecTn meanLUMHCKoe ob6opya0oBaHUE ANA AO0Ma;
* npuobpectu KUCAopoaHbIN 6annoH;
*  OpraHn3oBaTb MOMOLLb MEAMULIMHCKOrO NepPCcoHaNa Ha A0MY;
*  pPOAUTENN U YXaXKMBAIOLLMIM NEePCOHaN AOMKHbI NPOUTH 0byyeHme no:
- obpaweHuto c annapatom UBJ
- obpauweHuto c obopygoBaHNeM ANA MOHUTOPUHIa NauMeHTa
- yXoAy 3a TPaxeoCTOMOM (B ciyyae eé Hannuums)
- Mepam peaHuMMauumu
*  33aBEPLINTb PEMOHT M NPOU3BECTU HEOBXOANMbIE U3MEHEHUA A0M3;
*  YXa*KMBAIOLLNI NEePCOHaN J0NKeH ObITb XOPOLO NPONUHPOPMMPOBAH M MPOMUTU MHCTPYKTAXK NO BCEM BOMPOCaM;
*  3aMO/IHUTb BCE 3aABNEHMA Ha NoslydeHne GUHAHCOBOWN MOMOLLM;
* pa3paboTaTb N/AH ANA SKCTPEHHbIX CNYy4YaEeB;
*  BbIACHUTb, KaKNe BUAbI KOHTPOA HAZ0 NPOBOAMUT;

MHorue 13 aTUx NYHKTOB C/ieAyeT PerynsipHo, HanpMmep, NepPBOHaYasibHO KaXKable HECKO/IbKO MecALEB, NO34HEE KaXKAabli rod NpoBepaTb U, B
cny4vyae HeobXoaMMOCTH, PerynMpoBaTthb. B uaeane sTm 3aHMMAETCA KTO-TO U3 BONbHULbI (HanpuMep, coumanbHbii PaboTHUK).
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MNPUAETCA N HAM BO3BPALUATBCA B EO/IbHULLY?
[a, no cnepyoWMM NPUYMHAM:

* B 3KCTPEHHbIX CAY4aAX — CM. FnaBy «HeOTONOXKHbIE Cydam»

*  ANA perynapHbiX, 3an1aHMPOBAHHbIX KOHTPOJIbHbLIX 06CNEe40BaHNI — CM. HUXKE.
KAKUE PErYNAPHBIE KOHTPO/IbHBIE OBCNEAOBAHUA NPOBOAATCA Y NALMEHTOB € CHS?

MauMeHTbl C LEHTPaNbHbIM CUHAPOMOM FMMNOBEHTUNALMU AO/KHbI MO pAAY NPUYMH PErynspHO NPOXOAUTb KOHTPO/AbHble 0bcneaoBaHus.
TouyHble paTbl M NEPUOAMYHOCTb KOHTPO/bHbIX 06CneaoBaHWit Bbl onpeaensete COBMECTHO ¢ Bawum Bpadom. Cnepylowme MyHKTbI
HeobXxoAMMO perynapHO KOHTPONPOBATL:

* HacTpoiku VMBJ/1. NeprnogUUHOCTb NPOBEPOK 3aBUCUMT OT BO3pacTa NauMeHTa, CTEeNeHU TAXKeCTU 3aboneBaHua U o6CNyKUBaKOLWLErO
MeAULMHCKOro LieHTpa.

*  NOCaZKy MacKu, TPaxeoCTOMbl M BOAUTENA pUTMa Anadparmsl;

* npobnembl B NPOLLNOM, HaNpUMep, MHPEKLMM AbIXaTebHbIX NyTel (KOTopble MOTyT yKa3blBaTb Ha HEAOCTATOYHYIO BEHTUAALMIO NETKUX
nnu gpyrue npobnemol c NErkMMHM);

*  pOCT U pa3BuTUe pebEHKa;
e 0b6cnemoBaHMe APYrMx OpraHoOB, BO3MOMKHO, 3aTPOHYTbIX 60/1€3HbIO;
*  [AOMaLWHWUI yxon (Bce M NnoTpebHOCTU NauMeHTbI YYUTbIBAKOTCA B 4OCTAaTOYHOM Mmepe?);

B 3TOlM CBA3KM YacTO NoNe3Hbl YCAYrM KoopAMHATOpPa MO yXo4y, KOHTPONMPYIOLWEro AOMALWIHUIA yxoa,. TakKe A0MKHbl NPOBOANTLCA 0OblYHbIE
perynspHble MeXANCUMNIMHAPHbIE BCTPeYM AN pa3paboTKM «naKeTa No yxoay» A1a CEMbU U ero KOPPEKTUPOBKE NPU HEOHXOAMMOCTH.

C KAKUMWU MEOULUHCKUMU PABOTHUKAMM Mbl BYAEM UMETb KOHTAKT?
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CO CMEeLNaNUCTOM MO BPOXKAEHHOMY LEHTPa/IbHOMY CUHAPOMY T'MMNOBEHTUNALNM (3TO MOKET BbiTb OAMH U3 HUMKE NEPEUYNCIEHHbIX
cneumnanmncTos)

cneupnanuct no UBJ1 (Hanpumep, NyAbMOHONOT, aHECTU3MONOT, CNeLMaancT No UHTEHCUBHOW MeauLnHe)
neauaTp, KOTopbIn ByAeT 3aHMMaTbLCA BONPOCaMM PAa3BUTUA U BO3MOKHbIMW HEBPOJIOrMYECKMMU Npobiemamu
nepcoHan nabopaTtopum cHa

MeZAcecTpa No peabuantaunmn, KOOpANHUPYOLWAA YXOL 33 NaLMEHTOM

BO3MOXHO, $pM3MOTEPaANeBTbl, CNeuManncTbl No TpyaoTepanum, noroneasbl

COUManbHbIe CNyXKObl ANA OKa3aHUA NMOMOLLUM B OpraHM3aLmMm U GUHAHCMPOBAHMM yX04a Ha AOMY

ncmxonorun
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15. NMOBCEAHEBHAA }XN3Hb

YTO BCErAA AOMKHbI C COE0M HOCUTb NALMEHTbI C LEHTPA/IbHLIM CUHAPOMOM MMNOBEHTUAALNKN?

BONbLIMHCTBO AeTelt U B3POCAbIX, IETKME KOTOPbIX MCKYCCTBEHHO BEHTU/IMPYIOTCA TONbKO HOYbIO, AHEM HE A0/KHbI UMETb Npu cebe HUKaKUX
MeANUMHCKMX npmubopos. OAHAKo, ecaun y naumMeHTa ecTb TPaxeocToma, TO eMy Hago ¢ coboit MMeTb OTcacbiBatoLLee YCTPOMCTBO M 3anacHoM
CeT ANA 3aMeHbl TPaxeoCTOMMYECKOM TPybKKM B cnydyae HeobxogumocTu. [ina aeTtei rpyaHOro M AceNbHOro Bo3pacrta, KoTopble CnaT AHEM, a
TaK}Ke 4214 BCcex NaumMeHTOB, KOTopble HyxKaatoTca B MBJ1 aHéEM, obA3aTenbHo Hago 6paTtb ¢ coboit annapaT MBJ1, BKAKOYAA CUCTEMY LUNAHTOB,
NPV HE0HXOAMMOCTU TaKMKE MACKY, AbIXaTe/IbHbIA MELIOK U NYNbCOKCUMETP.

CMoTpA No 060CTOATENLCTBAM MALMEHTbI MOTYT HOCUTb C COBOI «NAacnopT NauMeHTa» UAK « MeAd. KapTy 3a60neBaHuA», CNUCOK TenedoHHbIX
HOMEPOB Ha 3KCTPEHHbIN CAyYan UM MEANLMHCKUIA BpacneT ANa noAaym CUrHana TPEBOrM B SKCTPEHHOM CUTYaLUMN.

ECTb I TPAHCMOPTHbIE CPAECTBA, ABAAIOLWMECA ONACHLIMU ANA MALUMEHTOB C LEHTPA/IbHBIM CUHAPOMOM FMMOBEHTUAALMUMU?

Jtoam ¢ rMNOBEHTUNALNMOHHBIM CUHAPOMOM MOTYT NONb30BATLCA BCEMM BUAAMU TPAHCNOPTA. TemM He MeHee, AAnTe NbHble pencbl Ha CaMonéTe
TpebytoT HEeKOTOpOoWN NoAroToBku. Heobxoanmo 3apaHee NPOMHPOPMUPOBATL aBUKOMMAHMUIO, €CN Yy NaLMeHTa BO BPeMA Nepenéta moxeT
BO3HUKHYTb HeobxoanumocTb B UBJ1. BONbLWMHCTBO 340P0BbLIX NOAEM U NALMEHTbI C LLEHTPa/IbHbIM CUHAPOMOM TMMOBEHTUNALUM BO BpPEMA
NONETOB HAa CAaMONETE MMEIT HU3KUIM YpPOBEHb HACbILWEHMA KUCAOPOAOM. TaK 4YTO HEobXOoAMMO KOHTPO/IMPOBATb HACbIWEHWE KPOBWU
KMC/IOPOAOM BO BpemA NOJIETA C MOMOLLBIO NMyAbCOKCUMETPa U, ecnm yposeHb Sp02 ynagér, Hanpumep, HUKe 90%, HauMHaATb NPOBOAUTL
annapaTHoOe UCKYCCTBEHHOE AbIXaHue.

HEOBXOOUMA NN AETAM C LEHTPAIbHbIM CUHAPOMOM MMNOBEHTUNALUN OCOBAA MOMOLLb B LUKONE?

Hekotopbim getam ¢ CHS Heobxogmma ocobasa WKONbHAA NOAAEPMKKA. ITO HYXKHO BbIACHUTb 40 MPUEMA B HAYa/IbHYIO LWKOAY U perynsapHo
npoBOAUTb NepeoueHKy notpebHocTterr petert ¢ CHS. [eTM ¢ UEHTPaNbHbIM CUHAPOMOM T[MMNOBEHTUAAUMM He [AO0/KHbl OKa3aTbCA B
HEeBbIFOAHOM MOJIOXKEHUM M3-32 HEKOTOPbIX 334€ep’KeK B npouecce obyyeHuAa, Kak Hanpumep, AWCNEKCUA UAM HeLO0CTaTOYHOE yMeHue
cocpeaoTaumBaTheA.
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Bce cOTPYAHMKM LWIKOAbI, BCTyMNaolLMe B KOHTAKT ¢ pebéHkom ¢ CHS, Ao/mKHbI BbITb 0cBeAOMNEHbI O ero 3a6osieBaHNN, B 0COBEHHOCTU, O HEOBXOAUMBIX
OEeNCTBUAX B SKCTPEHHOW CUTyauuu, Hanpumep, 06 OUYULLEHUN AblXaTeNbHbIX NyTel AU NPoBeAeHUN BEHTUAALUKU NETKUX NMPU CHUMKEHUW UAM noTepe
CO3HaHUA pebEHKOM. [loNONHUTENbHbIV NepcoHan UaM obydeHne NnepcoHana MoryT noTpebosaThCca ANA AeTel MaajLero Bo3pacTa C TpaxeocTomMMei.

MOryT N1 NAUMEHTbI C LLEHTPA/IBHBIM CUHAPOMOM MMNOBEHTUNALNKU 3AHUMATBCA CNOPTOM?

Moay ¢ CHS He A0/MIXKHbI HM B KOEM CNy4Yae HbIpATb BO BpemA naaBaHuA. OHM He OLLyLLaloT, KOr4a YPOBEHb HACbILWLEHMA KPOBU KUCIOPOAOM
CTAHOBMTCA C/IMLIKOM HU3KMM, U MOTYT NOTEPATb CO3HaHMe. MNoaTomy 3a ntogbmu ¢ CHS Heobxoanmo ocobeHHO BHMMaTeNbHO HabaoaaTh BO
BpemA NnaBaHuA.

Ona Bcex nauneHToB ¢ CHS HY}KHO M3Yy4nTb UX CNOCOBHOCTb NEPEHOCUTHL PUINYECKYIO HArpy3Ky, YTOObl MPUHATL PELLEHNE: KaKue BUAbl CNopTa
ABNAOTCA AN HMX NonesHbiIMU. ECTb naumeHTbl, KOTopble Npu GU3NYECKON HarpysKe AblwaT CAMWKOM Masio M He MOoJiyyatoT Mo3ToMy B
[OCTaTO4YHOM CTeMNeHM Knucaopoga,

Y710 ELLE HEOBXOANMO YYUTbIBATD ?

Ons naupeHTBo ¢ CHS ocob6eHHO onacHbIMU ABAAIOTCA MHOEKLMN HUMKHUX AblXaTeNbHbIX NyTel, TaK Kak OHWU MOryT HEraTMBHO NOBAMATL Ha
CTUMYNALUMIO AbIXaHUA M, TaKMM 006pa3om, CHM3UTb HacblWEeHMe KPOBM Kucaopoaom. BospelictBune TabayHOro Abima TECHO CBA3AHO C
yBE/NMYEHMEM YacTOTbl PecnMpaTopHbiX 3aboneBaHnit, nostomy aetu ¢ CHS HM B Koem cnayyae He A0/XKHbl NoABepraTbCA BO3AEUCTBULIO
TabayHoro Aabima.

MOXHO 1 MPUHUMATb NEKAPCTBA KAK OBbIYHO?

Heobxoammo nsberatb NpuUéma NeKapcTB C KyCNOKamnBaroWmMmy, ceaaTUBHbIM 3GEKTOM, TaK Kak OHM MOTYT 3aMeaInTb AbixaHue. B ntobom
cnyyae nposeaeHue UBJ1 4onxKHO 6bITb NpeaycMOTPeHO. ANKOronb ABAAETCA 0COOEHHO ONacHbIM B CBA3M C YAaCTbIM UCNONb30BaHUEM 3TOrO
CefaTMBHOIO BELLECTBA B 0OLLECTBEHHOM KU3HW.
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16. B 3PENOM BO3PACTE

Hy}XAAI0TCA U B3POC/NIE MALMEHTbI C LEHTPA/IbHbIM CUHAPOMOM T'MNOBEHTUNALIUMN (CHS) B NPUCYTCTBUU KOTrO-/IMEO BO BPEMA CHA?

MaumeHTbl ¢ CHS B Nt060OM cnydae HyKAAKOTCA B KOM-TO, KTO CMOXKET pearMpoBaTb Ha CUFHaA TPEBOIMM HOUYbIO, CMOXET U3MEHUTb MNONOXKEHNE
CNALWEro U HacTpoiku annapata MBJ1. Moatomy Hago ob6A3aTenbHO NpoAymMmaTb cucTemy, YTODbl yxakmBatowee NMLO, OAMH U3 poauTenen,
NapTHEP WMAW CaM NaAuUMeHT B cayyae HeobxoaMmocTM Obian pas3dbyKeHbl M OKasann HeobxoguMmyto nomouwb. B KOHeyHOM cuéTe,
OKOHYaTeNbHOE UHANBUAYA/IbHOE peLleHME 3aBUCUT OT YCI0BUI NPOXKUBAHNA N BOSMOXKHOCTEN TEXHUYECKOro 060pyA0BaHMA.

MoryTt v NAUMEHTBI ¢ CHS YNPABNATb TPAHCNOPTHLIMW CPEACTBAMMW?
[na 3TOro HeT HUKaKUX NPOTMBOMOKA3aHWUIA.
MoryT v NAUMEHTbI C CHS PABOTATL?

[a, B 3aBUCMMOCTM OT UX MHAUBUAYaNbHbIX cnocobHocTel. Ho KaK 1 B cny4vae co wkonon pabotogatens AonxeH 6biTb NPOMHGOPMMUPOBAH O
6one3Hn, 4Tobbl COOTBETCTBYIOWMM 06Pa30OM pearnposaTh B C/ly4ae Ype3BblYaliHOW CUTYaLMK.

MOHO N1 NAUMEHTAM € CHS YNOTPEBNATbL ANNKOrO/b?

Jlydwe Bcero sTMM NauMeHTam COBEPLUEHHO OTKAa3aTbCA OT a/IKOr0/1A, B KpalHEM c/lyyae, ynoTpebnaTb ero B 04eHb HE3HAYUTEIbHOM
KonuyecTse. bblia ycTaHOBNEHA B3aMMOCBA3b Y NALMEHTOB C LLeHTPa/IbHbIM CUHAPOMOM FMMNOBEHTUIALMM MEXKAY A/IKOTONIEM U CAYHAAMM
BHE3aMHOM cmepTw.

YnotpebneHne ankorona cmepTebHO ONACHO A/ NAUNEHTOB C LLeHTPA/IbHbIM CUHAPOMOM rMnoBeHTUAALMN. OCOBEHHO aNKoroab onaceH ana
NOAPOCTKOB, TaK KaK OHM MOTYT BECKOHTPOIbHO, He 0TAaBaA cebAa OTYET 0 NocNeacTBUAX, 310ynoTpebnaTb ankoronem. [axe B HebonbLuon
[,03€ a/IKOr0/b MOXKET BbI3BaTb COH/IMBOCTb U NPUBECTM B pe3ybTaTe K OCTaHOBKE AbiXxaHWA. [py3ba NOAPOCTKOB A0/MKHbI ObITb
NPOMHPOPMMPOBaHbI O AMATHO3€E «LLEHTPAIbHbIN CUHAPOM FTMNOBEHTUAALMNY, A TaKXKe 0 TOM, YTO 60abHble CHS HyXAatoTCA B UCKYCCTBEHHOM
BEHTUNALUM NETKMX BO BPEMSA CHA U MM MOXKET NOHAA0bUTbCA NOMOLLb.
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MOHO N1 NAUMEHTAM C CHS KYPUTb CUTAPETBI?

OT KypeHMa Heobxo4MMO CTPOro BO34EPHKMBATLCA, KaK U NpU BCcex Apyrux 3abonesaHmAX, 3aTparMBatolmx AbixaTeNbHble NYyTU U AblXaHKe.
MOHO 1 NAUMEHTAM C CHS 3AHUMATbLCA CEKCOM?

[a, HeKoTopble NauNeHTbl 3aBe/i Takn 06pa3om COBCTBEHHbIX AeTeN.

MoryT 1 NAUMEHTbI ¢ CHS UMETb OETEA?

[a, oaHako nepes 6epeMeHHOCTbI0 MM HEobXoAMMO NPONTU FEHETUYECKYHD KOHCy/AbTauuto. OHM AOMXKHbI ObiTb OCBEAOM/IEHbI O PUCKE
poXaeHua pebEHKa C LEeHTPaNbHbIM CUHAPOMOM TMMOBEHTUAALUMU. Bo Bpems 6epemeHHOCTM NauueHTKam C LeHTPasbHbIM CUMHAPOMOM
rTMNOBEHTUNALNM HEOOXOAMMO TLLATeNbHOE HabaoaeHMe Y Bpaya.
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17. HAPKO3, NEKAPCTBA U NPUBUBKU

MOXHO /11 NPUMEHATb HAPKO3 ANA NALUMEHTOB € CHS?

[a, Kak 06l1as, Tak 1 MeCcTHas aHecTe3na BO3MOXHbl. HO aHecTe3nCT A0MKeH 0COBeHHO TWaTeNbHO CnaaHMPoBaTh aHecTesuto. HeobxoamMmo
O4YeHb BHMMaTEe/IbHO HabNA4aThb 3a AbIXaHNEM , B 0COBEHHOCTU A0 M NOC/ie HapKOo3a.

BO3MOHO 1M NPUMEHEHUE MECTHOI AHECTE3UM ANA NALUMEHTOB € CHS?

MecTHaa aHecTe3usa, KakK Hanpumep, Npu nevyeHMn 3y6OB B CTOMATO/IONMYECKOM KabuHeTe MAM npu HeboNblUMX paHax, MOXeT ObITb
nposeaeHa B 06blYHOM pexknme. Ho BpauebHbIi U MeaUUMHCKUI NepcoHan Heobxoanmo obAa3aTenbHO yBeAOMUTL O 3a60/1eBaHUM NaUMEHTa
CHS, 4TO6bl OHN HE UCNONb30BaNM ONpeaenéHHbIE NIEKAPCTBEHHbIE NMpenapaThl (Kak HanpMMep, 3aKUCb a30Ta UM YCNOKOUTENbHbIE CPEeACTBa
— ceflaTUBHbIE CPeacTBa).

KAKME TIEKAPCTBEHHbIE MPEMAPATbI HY}KHO U3BErATb?

B Hay4HbIX cTaTbAXx OnucaHbl cayyau, Korga y nauymeHtoB ¢ CHS npumeHeHue nponodona npmMBesno K ocnoxHeHuam. Mponodon — 3To
MegMKaMeHT, 4acTo MCMNo/ib3yeMbl nNpu obwein aHecTesun, BBOAMMbIM NauMeHTy yepe3 BeHy. [Mponodon MoKeT Bbi3BaTb CepaevHY
APUTMUIO N OYEHb CUbHOE 3ameasieHne cepauebnenmnsa. MNoatomy naymeHtam ¢ CHS Hy>KHO n3beratb NnprMéma nponodona.

HEoBXO0AMMO 11 NPOBOAUTbL ONPEAENEHHBIE OBCNEAOBAHUA NEPEL HAPKO30OM?
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Bce obbluHble 06cnenoBaHUA, Kak U B Cayvae € APYrMMU MauMeHTamuM, SOMKHbI 6bITb NpoBeseHbl nepes Hapko3om. Bo Bpemsa nogpobHoro
npeaBapuTenbHO PasroBopa aHEeCTe3UCT OCBEAOMNAETCA Yy NauMeHTa O METOAEe WUCKYCCTBEHHOM BEHTUAAUMM NETKMX, HacTpolikax UBJ, Tune
TPAXeoCTOMUYECKOM TPYOKM MAM O TMNe PecnMpaTopHOM MaCKM, a TaKkKe O TOM, 3aTPOHyTbl nu 3abonesaHvem CHS apyrve otaenbl
BEreTaTMBHOM HEPBHOM CUCTEMbI, KaK Hanpumep, CepaeyHblil pUTM, apTepuasnbHOe AaBneHue, KpoBoobpalleHne u TemnepaTtypa Tena. B
cnyyae HeobxoAMMOCTM HYXKHO nNposecTn 48-mu nnn 72-x yacosyto IKI, 4Tobbl BBIACHUTL: MMEETCA /1M Y NaLMeHTa cepaeyHan apuTMus.

HEOBXOAMMO N1 BbIEPATb ONPEAENEHHYIO BONbHULY AN1A NPOBEAEHMA ONEPALMU U HAPKO3A AN1A NAUMEHTOB ¢ CHS?

O6wmin HapKo3 M onepauum AOMXKHbl BbIMONHATLCA XMPYpPramuM W aHeCcTe3nCTamu, KOTOpble MMEOT OMblT B JIeYeHWU MNaALMEHTOB C
3aboneBaHNAMN perynaumm AblXxaHUA AWM BereTaTMBHOW HepBHOW cucutembl. Kpome Toro, 0b6A3aTtenbHO HeobxoaMma nanata npobyxKaeHUA
nocne HapKo3a, rae 3a nauneHTom HyaeT NpoBoAMTLCA TWATeNbHOE HaboaeHWe, MOKa OH OKOHYaTeIbHO He NPUAET B ceba nocne Hapkosa.
Bo Bpems 3Tol ¢pasbl NaLMeHT MoXKeT BbiTb CHOBA NOK/OYEH K CBOEMY AOMaLIHeMy annapaTy MBJ/1 o Tex nop, NoKa OH He NPOCHETcA. Jlyywe
BbI6MpPaTbh 60NbHULY, FAe YacTo NPOBOAMUTCA NeYeHUE NALMEHTOB C LEHTPANbHBIM CUHAPOMOM FMNOBEHTUNALUMN.

KAKOI yX0/[ HEOBXOAUM NOC/E ONEPALUK / HAPKO3A?

MNocne Hapko3a nauMeHTbl C LEHTPaNbHbIM CUHOPOMOM T[MNOBEHTUAALMM AOMKHbI HAaXoAMUTbCA MOJ,
HabnwaeHMem B nanaTe npobyxaeHus. HabnogeHwe 3a MaUMEHTOM OCYLLECTBASAETCA C MOMOLLbIO
NyAbCOKCMMETpUM M MoHuTopa IKIM. SpO2, 4yacToTa CeppeyHblX COKpPaLLeHWM, 4acToTa AblXaHuA,
apTepuanbHoe pJaBaeHWe, Temnepatypa Tena W YpPOBeHb caxapa B KPOBWU [O/KHbI peryaapHo
KOHTPOAMPOBATbCA. AHECTE3UCT PELUAET, KaK A0/r0 NAUMEHT AO/MKEH HaxoguTbcA nog HabnoaeHnem B
nanaTe NpobyXKAeHUA Mocne HapKo3a, NpeXxae 4Yem naumeHTa nepesesyT M3 Heé. ITO MOXKEeT 3aHATb

HECKO/IbKO 4YacoB. Ecnn B ganbHelwem byaeT Heobxoaumo HabaogeHue 3a NauMeHTOM, TO NauueHTa

MOXKHO nepeBecTn Ana HabaoaeHUa B oTAeNeHNEe MHTEHCUBHOM Tepanuu.

MOHO N1 BbINUCATb MNALMEHTA C LEHTPA/IbHbIM CUHAPOMOM FMMOBEHTUNALMUM NOCNE OBLLEFO HAPKO3A B TOT XKE AEHb LOMOW?
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310 6bIN10 6bl BO3MOMHbBIM, €CAN Obl NAUMEHT MPULLEN NONHOCTbIO B CO3HAHWE U M3MepseMble KOHTPO/bHbIMU Npubopamm MokasaTenu
HaxoAUANCb HeoAHOKpaTHO B Hopme. bonee be3onacHo HabaoaeHWe 3a NaunMeHToM B 60bHULE MO KpaliHen mepe B TedeHue 24 -X 4acos.

KAK HEOBXOAMMO HABJ/IIOATb 3A MALMEHTOM C CHS NOCNE NPEMEAUKALMN?

MpemeanKaumen Ha3bIBAKOT T€ NEKAPCTBA, KOTOPbIE NAUMEHT NOAYYaeT nepes onepauyen Manm HapKO30OM. YCNoKauBalwMe CpeacTBa He
OONXHbl MCNONb30BATbCA 33 WMCK/AKOYEHME TOrO C/yyan, Korga naumMeHT MOIHOCTbi0 NOAKAOYEH K npubopy WMBJ/l. Kpome Toro, nocne
npemeauKauMm naumeHT He AonxeH bonblle ocTaBaTbCcA B oAMHOYecTBe. MeacecTpa UaM aHeCcTe3ncT AO0/XKHbI HaxoamMTbca No6an3ocTu, m
nokasatenm Sp02 n CO2 A0/KHbI KOHTPO/AMPOBATLCA M M3MepATbca. JomawHuit annapat MBJ/1 ponxeH HaxoguTbca Harotose. Korga
HacblLWeHME KPOBU KNCAOPOAOM yMmeHbLluaeTca nam CO2 nosbiwaeTca, cneayeT Ha4MHATh NPOBOANTL MCKYCCTBEHHYIO BEHTUNALMIO NETKUX.

A BO BPEMS HAPKO3A?

HacbiweHne KpoBM KMCOPOAOM, YacTOTa CePAEYHbIX COKpaLLeHUI, cepaedHbin putm (IKT), CO2 (B KOHLe BblAOXa Un
YPECKOXKHO0), KPOBAHOE AaB/feHME M TeMnepaTypa Tefa AO/IKHbI NOCTOAHHO KOHTPOAMPOBaTbCA. Mpu 6onee CNoXKHbIX
XMPYPruyecknx BMeLlaTenbcTBax Heobxoanmo 6onee o6WMPHOE M, BO3MOXKHO, TaKXKe MHBA3MBHOE HabatoaeHue.

A NOCNE HAPKO3A?

3a naumMeHTOM NpoBoAMTCA HabnlogeHMe BO BPEMA HAapKO3a, a TaKKe MOKa OH MOJIHOCTbIO HE MPOCHETCA UM CHOBA He ByaeT NOAKNIOYEH K
aomawHemy annapaty WBJ/1. B KOHe4yHOM c4YéTe 3TO 3aBUCUT OT COCTOAHMA MauMeHTa, OT TUMA XMPYPrnUYecKoro BMeLLATeNbCTBa,
OKOHYaTeNbHOE pelleHne NPUHMMAETCA aHeCTe3UCTOM.

MOKET I MPUMEHATLCA AOMALUHWI ANNAPAT MBJ1Y NAUMEHTA € CHS?

Bo Bpemsa HapKo3a Mcnosb3yeTca cneumanbHbii NPUO0opP MCKYCCTBEHHOrO AblXxaHuA. Ho A0 HapKo3a v Bo Bpemsa dasbl NPobyKaeHMA MOXKeT
NCNO/1b30BaTbCA AOMallHKUI annapat MBJ1. MNoatomy cheayeTt 0bA3aTeNbHO NPUHECTM € cobon agomaluHni annapaTt UBJ1 B 60nbHULLY.

3AMEHSAETCA /1M BO BPEMA HAPKO3A TPAXEOCTOMMUYECKASA TPYEKA ?
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HebnoKnpoBaHHble TPYOKKM YACTO He ABNAOTCA ONTUMaIbHbIMM, TaK KaK YC/IOMKHAIOT UCKYCCTBEHYIO BEHTUAALMIO NETKUX BO Bpems obLiero
HapKo3a. [1o3aToMy BO Bpema aHecTe3nun BO3MOXKHa 3ameHa TpybKun Ha 610KMpoBaHHY0 modenb. Koraa naumMeHT npuxoguT B ceba nocne
HapKO3a, EMy MOKHO CHOBA YCTaHOBUTb HEB/IOKMPOBAHHYIO TPAaXeoCTOMMUYECKYIO TPYOKY.

BbIBAIOT /I NPOBNEMbI MPU MPUEME JIEKAPCTB?

YcnoKouTenbHble IeKapcTBa BOO6LLE HE JOMKHbI MPUMEHATLCA Y MALMEHTOB C LLEHTPaIbHbIM CUHAPOMOM FTMNOBEHTUNALMMU, ECIU TOSIbKO OHU
He OblIM HACTOATENbHO nNpegnucaHbl BPAYOM, MMEKLWMM OMbIT JeYyeHUA MNOoAO0OHbIX NALMEHTOB, WMAW €CAN MALMEHT HaxoAWUTCA Mnoj,
HabnogeHnem u npu HeobxogmumocTn emy nposeayT WBJ/l. BONbWMHCTBO APYrMX NEKAPCTB, UCNOb3yeMblX ANA OeTel, He Bbl3blBAOT
npobnem. Ecnm Bol comHeBaeTecb, 06paTuTech 3a COBETOM K Bawwemy nevaliemy spady.

MOXHO N1 AENATb NPUBUKU MNALMEHTAM C CHS 1 HYXKAAIOTCA /I OHU B OCOBbIX NPUBUBKAX?

Bce 06blyHble NPUBUBKM A0MKHbI ObiTb BbIMNOAHEHbI. [JONONHUTENbHO MOMHO €)KerogHo NPoBOAUTb BaKLUMHALMIO NPOTUB Fpunna, 4tobbl
CHU3UTb PUCK PEecnnpaTopHbiX MHPeKUunin. TaKkKe BaKUMHAUMA NPOTMB MHEBMOKOKKOBOW WMHGMEKUMW MOMOXKET 3alMUTUTLb NauMeHTa oT
HEKOTOpPbIX BUAOB baKTepmnanbHOM (MHEBMOKOKKOBOM) MHEBMOHUMW. B 6ONbLIMHCTBE C/ly4aeB OHA BXOAUT B YNC/I0 PEKOMEHAYEMbIX OANS AETEN
NPUBUBOK.

CywectsyeT elwé npusuBKa Palivizumab - 3To aHTponoreHHble aHTUTENa K pecnmMpaTopHO-CUHUMTMANbHOMY BUpycy (PCB). Bupyc, KoTopbli
MOKET BbI3BaTb Cepbe3Hble 3a601eBaHNA AbIXaTe/bHbIX NyTeN Yy MAaAEHUEB U AeTel ACe/bHOro Bo3pacTta, Haxoaawmxca Ha UB/1. UHbekumm
3TOro npenapaTta pekoMeHAyeTcA NPOoBOAWUTb AETAM, HaXOAALWMMCA Ha nocToAHHOM MBJ1, n BO3pacT KOTOpbIX MeHble 24 mecaues nepep,
HacTynneHuem ce3oHa PCB.
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18. HEOTNOXHbIE C/TYYAU — BbIABJIEHUE U IEYMEHUE

KAKME YPE3BbIYAMHbLIE CUTYALIUN MOTYT NPOU3ONTU?

NaUMEeHTOB C LEeHTPalbHbIM CUHAPOMOM TMNOBEHTUAALMN YpE3BblYaHbIe CUTyaLMM NPOMUCXOAAT Yalle, Yem y 340P0BbIX Ntogen. NpuunHa
3TOr0 KpoeTcs B cCaMOM 3aboneBaHMM U B HEOOXOAMMOM fieYeHUU. 3HaA KPUTUYECKME CUTYaUUM M BHUMATE/IbHO cneasd 3a OnTMManbHOM
BEHTUNALMEN NETKMX, MOMKHO 3HAUYUTE/IbHO YMEHbLUWTbL BEPOATHOCTb HACTYNaNeHNA Ype3BblYaHbIX CUTYaLMIA, MOXKHO BbiCTpee pearnpoBaTtb U

Taknm obpa3om NpenoTBPaTUTL Camoe XyaLlee.

OCHOBHbIMM OMNACHOCTAMM AN1A NAUMEHTOB C LUeHTPa/lbHbIM CUMHAPOMOM TMNOBEHTUNALUNN ABNAIOTCA I'IpO6I'IeMbI C AbiXaHNem n cBA3aHHbIE C
HUMU Kapano-pecnmnpatopHble OCTAHOBKU. Hanbonee 4acTbiIMn MCTOYHUKAMM ONACHOCTU ABNAIOTCA:

. npobaembl C AbIXaTeNbHbIMM NYTAMU UK TPAXEOCTOMOM

. 0bMOpPOKK U Konnancbl (rnybokne obMopoku)

. CyZloporu, cBasaHHble C apPeKTOM Y rpyAHbIX U MasIeHbKUX AeTel

. CYA0pPOXKHbIE NPUNALKN

. O OCTaAHOBKM paboTbl NPMH6OPOB 13-3a CO0EB B /IEKTPONUTAHUM AN TEXHUYECKUX Npobaem

KAK A MOry AUATHOCTUPOBATb MPOB/IEMbI C AbIXAHUEM?

[OblXxaHue ABNAETCA OCHOBHOW Npob6aemMol Npu LEHTPA/SIbHOM CUHAPOME TUMOBEHTUAAUMU. TaK KaK [AblXaHWE ABNAETCA MU3HEHHO

HeO6XOp,VIMbIM, TO BaXXHO YMeTb BbIABNATb ﬂpO6l’IEMbI C AblXaHMEM BOBpPEMA.

Y nopen 6e3 CHS npob6aembl ¢ AbIXxaHUEM MOTYT BbI3BaTb 60N1E€3HEHHOCTb MPU AbIXaHWUMW, YYBCTBO CTECHEHWUSA B rpyAuM UK yayuwbe (cm. ¢oTo).

Central Hypoventilation Syndrome - Patient and Carer Information Booklet — edited by the EUCHS Consortium — 1°* edition 2012 — page 56



BmaxceHue Ha Z,DdeOﬁ KnemkKe Heobs3amesibHO 110A8/15emcs y nauyeHmoes ¢ ueHmpasibHbim CUHapOMOM eunoseeHmuaayuu ripu ydqube.

Y NaupmeHToB C LeHTPanbHbIM CUHAPOMOM FMNOBEHTUAALNM 3TU NPU3HAKM MOTYT N1MB0 NONHOCTbIO OTCYTCTBOBATb MAW XKe MOABUTLCA YXKe Ha
[aneko 3aweawen npobnematMyHoM ctagmun. TaK UYTO Hesb3sA NnosaraTbCA Ha 3TU CUMMNTOMbI. TaKKe U MeAMLMHCKUIN NepcoHan 4acTo He
MOMKET nosaraTbCA Ha TaKWe TUMWUYHbIE NMPU3HAKU KUCAOPOAHOrO rofiofaHuA, Kak y4yaléHHOe AblXxaHue, BTAXKEHWEe Ha rpyaHOM KAeTKe,
pa3ayTble HO34PW, AblXaTe/lbHble WYMbl UM UCNONb30BaHME AbIXaTeNbHbIX MbiLL,.

MpW3HaKamm KNCNOPOAHOrO roN0AaHMA NPU LEHTPANBHOM CUHAPOME TMNOBEHTUAALUM MOTYT BbITb:

J 6nefHbli, cepblit uan ronybosaTbli LBET ANLA

. noTeHune

. 6onblian yctanoctob

. ntoboe HeobblYHOE OLLyLLEHNE NPU AbIXaHUMK

. nageHue YpoBHS HaCbILLEHNA KPOBU KUCAOPOAOM
. NOBbILEHME YPOBHA yrnekucnoro rasa CO2

BaxkHO npu npoctygax wWAM  Apyrnx CUMNTOMAX 3aTPYAHEHHOrO AbIXaHUA KOHTPO/AIMPOBATb MOKA3aTe/IM  HaCbIWEHUA KUC/IOPOAOM
(HopmanbHbIN ypoBeHb SpO2 95-100%) 1, npn HeobxoaMmocTH, ypoBeHb CO2.
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YTO MHE AENATb NMPU NPOBNEMAX C AbIXAHUEM?

Ecam naumeHT ¢ LeHTpanbHbIM CUHAPOMOM TMNOBEHTUNALNN OBHAPYKMBAET OAMH U3 Bbille NepeyncaeHHbIX CUMNOTOMOB WU U3MEHEHHbIe
nokasatenu kucnopoga unm CO2, To AencTByiTe cornacHo Bawemy naaHy YpesBbl4aMHOM CUTYALLMKN MU CPOYHO CBAXKUTECH C Bawmm Bpayom.

[aBaTtb KUCAOPOA NALUEHTY C LeHTPaNbHbIM CUHAPOMOM FMNOBEHTUNALMK 6e3 annapaTHOro UCKYCCTBEHHOro AbIXaHWUA OnacHO. TaK Kak
3TO He pelaeT Npobiembl HeJOCTAaTOYHOCTN COBCTBEHHOTO AbIXaHUA MNAUMEHTA. ITO OYEBUAHO, TaK KAaK YPOBEHb YFIEKMCAOTO ra3a OCTaéTtca B
3TOM CNy4yae No-npexHemy BbICOKMM. HanpoTus, BBeAeHME KMCNOPOAa MOXKET elé 6onblie NoAaBUTb AblXxaHWE NaLUMeHTa, Tak YTO YPOBEHb
CO2 6yneTt NnOAHMMATBLCA Aanblie U, B KOHLLE KOHLLOB, MaLMeHT noTepaeT co3HaHue. [pn nogave KMCAopoaa NauMeHTy A0AKHA NPOBOAUTLCA
ONTUMaNbHAA UCKYCCTBEHHAA BEHTUNALMA, NpUYEm yposeHb CO2 aonxKeH NOCTOAHHO KOHTPOAMPOBATLCA.

Koroa ApixaHue W Kakne-nnbo NpU3HAKM XKM3HU Yy NALMEHTA YXXe HEeBO3MOMKHO YCTaHOBWUTb, TO caeayeT HemeaseHHO HavaTb Mepbl
peaHumauumn. BbizoBUTE cayxOy ckopon nomouwn. Bbl AokHbl 06s3aTenbHO Bpemsa OT BpemeHM OOHOBAATb Bawwn 3HaHMAO mepax
peaHnmauMm N TpeHMPoBaTb Balln HaBbIKM HA MAHEKEHE.

KAK AEACTBOBATb NPU NPOB/IEMAX C TPAXEOCTOMOM?

Mocne npoBeaeHUA TpaxeocTOMUKN 6ONbHUYHBIVM NEPCOHAN NPOAEMOHCTPUPYET Bam, Kak 06palLaTbCA C TPAXeOCTOMOW M KaK pearnpoBaThb B
CNIOXKHbIX CUTYyaLMAX, KaK Hanpumep, Koraa TpaxeoCToOMMYeCcKas TpybKa cABUHYNACb AW 3aKynopuaacb. Mepbl peaHMmaunmn naumMeHToB ¢
TPAxeoCTOMOW HECKO/IbKO Apyrve, 4em obblyHble Mepbl peaHnmauun. Hy»KHo, 4Tobbl Bam nx NpoaeMOoHCTPUPOBAIM U OB6BACHUAN.
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KAK A PEArMPYIO NPU KONNANCE?

Konnanc 4acto cnayvyaetcA nNpu LEHTPaNbHOM  CUHAPOME  TUNoBeHTUAAUMKU.  Mepbl,
npeanpuHMMaemble MPW KOAMAMNce, TakMe e, Kak M npu apyrnx npobnemax. Yéeamutecb, 4to
YenoBeK AbIWWUT B AOCTAaTOMHOM Mepe cam WAM noAaxntodeH K annapaTty WMBJ1. Mepeas mepa
NMOMOLLM: PacrnofoXuTe NaumeHTa Tak, YToObl OH He MOl MoJy4YUTb noBpexaeHusa. Kpome Toro,
HeobxoaMmo ybeauTbCca, YTo AblxaTeslbHble NyTU cBO6OAHbI, U MOMECTUTb NALMEHTa B CTabuUnbHOe
nonoXKeHune Ha Boky.

CmabunbHoe ronoxceHue Ha 6oKy

Ecnm yenoBeK He4OCTAaTOYHO AbIWKAT, T. €. ero rpyaHaa KneTtka nogHMMaeTCAa enie-ene nnn coecem He nogHMMaeTCA, Uan ero ry6b|, A3bIK NN
AéCHbI CnHero uBeTa, T0 HyXKHO Ha4aTb MCKYCCTBEHHYIO BEHTUNALUIO nérkux. Echm annapart MBJ1 HaxoguTca BHe AOCTYNHOCTU, TO Bbl 4,0MKHbI:

* MCcNoNb30BaTb AblxaTeﬂbeIﬁ MeLoK
° npoBecTn NCKYCCTBEHHOE AbIXaHWME NO CI'IOC06y «pPOT B POT» NN UCKYCCTBEHHOE AbIXaHWE No CI'IOCO6y «POT-TPaxeoCTtoma»

Bbl mOXeT nonbiTaTbCA pa36yp,V|Tb nauneHTa, YTo TaKXXe MOXKET yNIy4lWnTb AblXaHUNE.

ObixamesbHbIl MewoK
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KAK A PEATMPYIO NPU CYQ,0POrAX, CBA3AHHbIX C AGDEKTOM?

Cynoporu, cBasaHHble ¢ adpHEKTOM, YacTo CAYHaOTCA Y ManeHbKMX AeTel. Kak NpaBuio, OHM Bbi3bIBAOTCA HENPUATHBIMKU COBLITUAMMK, TAKUMU
KaK 60/1b, CTpax AKX NpPUNaaok ApocTn. OBbIYHO OHU ANATCA HEAONTO U 3aKaH4YMBatoTCA camMu no cebe. OAHAKO y HEKOTOPbIX AETEN BO BpemMs
CyAopor nagaeT ypoBeHb HaCbIWEHWE KPOBM KMCNOPOAOM, rybbl CTAHOBATCA CUHErO LIBETA, N 3aMeA/INeTCs YacToTa CepAeUHbIX COKPaLLEHUN,
YTO NPMBOAMT K NOTEPU CO3HaHUA. Mepbl NepBo NMOMOLUM OYEeHb MPOCTbl: MOMECTUTb pebéHKa B 6e3onacHoe nosioxeHue. Ecam gbixaHue
CVILLKOM MOBEPXHOCTHOE, TO HE0BX0AMMO HauyaTb MEPbI peaHUMaLun.

,CuHaa“ cyoopoea, cea3aHHAA C apcheKmom, C CUHUMU 2ybamu U CAUWKOSM 8bl2HYMbIM
M0380HOYHUKOM.

YTO AENATL NPU OCTAHOBKE PABOTbI NPUEOPOB?

Bawwe TexHuuyeckoe obopyaoBaHue byaeT perynsipHoO KOHTPOANPOBaTbCA. HeCcMOoTpA Ha 3TO Bbl A0/XKHbI HbITb FOTOBbLI K BO3MOKHOW OCTaHOBKE
paboTbl NPNGOpPOB.

Central Hypoventilation Syndrome - Patient and Carer Information Booklet — edited by the EUCHS Consortium — 1°* edition 2012 — page 60



BonbWKHCTBY Balwmx NpnbopoB HeobxoanMa 3neKTpoaHeprua. Kaxabii npnbop Ao0NKeH O6biTb OCHALWLEH aKKyMyNnATOPOM Ha ciyyan cbos B
3N1eKTpocHabxeHnn. OcobeHHOo BaXKHO 3TO ANS:

* annapaTa UCKYCCTBEHHOMW BEHTUNALUM NETKUX
*  NyNbCOKCUMMETPA
e OTcacbiBaloLWEro annapara (NauneHTbl C TPaxeoCcToMON)

Ecan akkymynatop BbIMAET U3 CTPOA, TO Bam HyXHa elé oaHa BO3MOXHOCTb A5 MCKYCCTBEHHON BEHTUAALMM NETKUX U ANA OTCacCbiBaHUA
CeKpeTa, Tak 4to Bam 0653aTeNIbHO HEOBXOAMMO MMETH AbIXaTe/IbHbIA MELLIOK M MEXaHNYECKOe OTCacbiBatoLLee YCTPOMUCTBO.

Kak npaBuno, meavuMHCKME annapaTtbl MMelT 24-x YyacoBoe ob6CnyXKuBaHMe. Bbl A0MKHbI 06CyauTb 3TO € Bawum Bpayom mam dupmol
MEANLMHCKON TEXHUKM.

Ecnu Bbl BCNOMHUTE Apyrue ypessblyaiHble cMTyaumm, 0brosopuTe ux ¢ Bawmnm nevyawmm spadom. TaKk Bbl byaeTe Ko BCeEMY roTOBbI.
YTO MOXHO U YTO Henb3A AenaTb

v TlaumMeHTbI C C LEeHTPasibHbIM CUHAPOMOM MMMNOBEHTUNALMM HE [O/IKHbI MPUHUMATb YCNIOKOUTE/IbHbIE CPeACTBA, AaXKe Kak NnpemenKaLmio
nepeg onepaunenn. UckaouyeHnem aBasieTcs caydai, Koraa pagom ¢ naumeHTom HaxoamuTca Harotose annapat UBJI.

v AIKOroNb HEOBXOAMMO MCKIOUUTL MOMHOCTLIO UM e ynoTpebiaTb B 0YeHb HE3HAUYUTE/IbHOM KO/IMYECTBE, TaK Kak OH MOMKET Bbi3BaTb
BHE3amMHyt CMepTb NaLMeHTa.

v Jiog € UEHTPasbHbIM CUHAPOMOM TFUMNOBEHTUAALMU HE OLLYLIAT YyAylbe WAW HeAOoCTaTOK KMCAopoaa, NO3TOMY HeobXoauMmo
BHMMaTENbHO HabloAaTh 32 HUMM BO BpeMA NnaBaHMA. HblpATb 3TUM NaumMeHTam 3anpeLLeHo.
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19. CHS U HEPBHAAl CUCUTEMA

Mo4yeEmy NAUMEHTbI ¢ CHS MOryT UMETb HEBPO/IOTMYECKUE NPOBNEMbI?

LleHTpanbHbIN CUHAPOM TMNOBEHTUAALUM — reHeTuyeckoe 3abosieBaHWE, OKasbiBaloLee BAMAHME HA PasBMTME BereTaTMBHOM HEpPBHOM
cuctembl (BHC) yke B paHHem dpeTanbHOM nepuoae. BeretatmBHas HEpBHAA CUCTEMA KOHTPOMPYET «aBTOMaTUYeCKne GYHKLUN» OpPraHn3ma,
KaK Hanpumep: AblXxaHWe, KpoBOOOpallueHMe, CepAEYHbIN PUTM, AEATeNIbHOCTb KULIEYHMKa, TemnepaTypy Tena uam noteHue. BHC TecHo
CBA3aHa C aKTMBHOCTbIO MO3ra.

OCHOBHbIM HapylUeHWeM MPU UEHTPaSIbHOM CUHAPOME TUMOBEHTUNAUMU ABNAAETCA CHUMXKEHHaA CnocobHOCTb peryinpoBaTtb AbixaHue B
COOTBETCTBUN C M3MEHEHUEM KOHLEHTPauMM KUCAopoda U YrNeKUCNOoro rasa B KpoBu. Takmm obpasom, coaepraHue KUcaopoda B KpoBu
MOXET CHU3NTbCA UM COAEPKAHME YINEKUC/IOTO rasa — MOBbICUTbCA, YTO HAHOCUT Bpea, B NEPBYHO ovepenb, r0JIOBHOMY MO3ry U cepauy. B
OTAENbHbIX CNYy4aax 3TO MOMKeT NPMBECTU K NOBPEeXAEeHUAM rON0BHOrO MO3ra MAM HapyleHUAM Pa3BUTUA, BbI3BaHHbIM HenocpeacTBEHHO
OCHOBHbIM 3ab0s1ieBaHnem CHS, a He HeXBaTKOM KMCA0poAa B FTOIOBHOM MO3re.
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YTO TAKOE CYZJOPOMKHbBIN MPUMALOK?

CyZOpOXKHble MpUMNagKM — 3TO NPOABAEHWE HapPYLUEHUI B rONOBHOM Mo3re. BosbyguTenem cynopor ABASETCA Ype3MepHas CUHXPOHHasA
aKTMBHOCTb HEPBHbIX KNETOK r0/JI0OBHOIO MO3ra.

KAK BbIrNiAUT CYAOPOXHbIA NPUMNALOK?

Bo BpemsA cyfopOXKHOro npunagka BO3HMKAKOT BHe3amnHble Henpou3BO/ibHble ABUMKEHWA, OLYLLEeHUA WKW U3MEHEHUA BOCMPUATUA. OueHb
4aCTO MOXHO Ha6l'll-0p,aTb HENPOK3BOJIbHblIE COKPALLEHNA MbILUL, CONPOBOXKAaeMble 4aCToO r|0Tepe1‘/i CO3HaHHA.

OcTpas HexBaTKa KMCNOPOAa MOMKET CNpoBOLMPOBaTb CYAOPOXHbIM NpunagoK. CyaopoXKHble NPUNaaku BO3MOMKHbI NPU LEHTPaNbHOM
CUHApPOME rMNoBeHTUNALMM U 6e3 aToro dpakTopa.

ONTUManbHan MUCKYCCTBEHHAsA BEHTUMAAUMA NErKuX, obecneymBalowan oNnTMMaNbHOE CHabXeHWe KUC/IOPOAOM, CHUMKAET PUCK KUCNOPOAHOM
HEeAOCTaTOYHOCTM Yy MNaLMEHTOB C LEHTPaNbHbIM CUHAPOMOM rUNOBeHTUNAUMK. OAHaKo HeKoTopble naumeHTbl ¢ CHS HyxpawoTca B

NNEKapPCTBEHHOM NneYyeHnn annnencun.
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HEMPOKOrHUTUBHOE PA3BUTUE AETEN C CHS.
MoW PEBEHOK BYAET PASBUBATHCA HOPMA/IbHO?

BONbLWMHCTBO AeTel C LEHTPANbHbIM CUHAPOMOM TMNOBEHTUAALMKN NoceLLaloT obweobpasoBaTtenbHyto WKoAy. Ho HekoTopble aetn ¢ CHS us-
3a 3a4ep¥KekK B npouecce 0by4yeHns NoceLLatoT CneLmanbHble WKOAbI.

B uenom getv c UeHTpPaibHbIM CUHAPOMOM FMMOBEHTUAALMM OOYYAtOTCA CKOpee HECKONbKO MeAJ/IeHHee, MO3TOMY MX YCMeXM U OLEHKU B
WKONE MHOTOA HUXKe CpefHero YpoBHA. MHTeNnekTyasbHOe pa3BUTME TECHO CBA3AHO C ONTMMAJIbHOM BEHTUAAUMEN NETKUX U CTENEHbHO
TAXecTn 3aboneBaHus. Mo BCeN BUAMMOCTM, YeM paHblue bbla BbiaBAeHa 60/1€3Hb U YeM paHblUe HaYanu NPOBOAUTL ONTUMaNbHYyo B/, Tem
Nydwe passuBaeTca pebEHOK.

WUHTENNEKTYA/IbHOE PA3BUTUE PEBEHKA C CHS?

PerynapHo npoBoaA TwaTenbHOe TeCTUPOBAHME UHTENNIEKTA U YPOBHSA Pa3BUTUA pebEHKA, MOXKHO 3ab1aroBpemeHHO BbiABUTbL Clabble mecTa u
Ccnoco6CcTBOBaTb ONTUMANLHOMY Pa3BUTUIO pebEHKA B 3TUX 06nacTAX, 4ToObl 06ecneynTb HanayyLwee UHTENNEKTyaIbHOe Pa3BuTHe.

KAK PA3BUBAETCA MOTOPUKA?

Y10 KacaeTcA pa3BUTUA MOTOPUKMK, TO Y Bawero pebEHKa Hennoxme LWAHCbl Ha AOCTUMKEHME COOTBETCTBYHIOLMX 3TAaNOB Pa3BUTUA MOTOPUKMK
OAHOBPEMEHHO CO 340POBbIMU AeTbMU. HO HEKOTOPbIE AETU C LLEHTPANbHbIM CUHAPOMOM FMNOBEHTUNALUN UMEIOT CHUXKEHHbIN TOHYC MbILUL,
1 / UNN 0BHAPYKMBAIOT 3a4EPKKY PA3BUTUA MOTOPUKKU. B 3TOM C/ly4ae MOXKHO NPOBECTU IeYeHUE Ha HEMPODU3NONOTMYECKOM OCHOBE.

YTO C oNyX0NnAMU MELYNNAPHOIO BAJIUKA?

KneTkn meaynnspHOro Baavka sBAAIOTCA MUTPUPYIOWMMUK (= BAyKAQIOWMMM) KNETKaMK, U3 KOTOPbIX BO BPeMs paHHero ¢peTanbHOro nepmMoaa
06pasyloTcA pasnnyHble KNEeTKM BEreTaTUBHOM HEPBHOW CUCTEMbl. Y NauMeHToB C TAXENbIMU dopmamm CHS moryt BO3HMKaTb OMyXonu
MeayNNAPHOro BannKka. OHM MOryT NOABAATLCA NO 06enm CTOpOHaM MO3BOHOYHMKA, Yalle BCEro B rpyAHON MaM BploWHOM NONOCTAX UK B
HagnoYevyHUKax.

HaodnoyeyHuKu:
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MauMeHTbl C LeHTPaNbHbIM CUHAPOMOM TMNOBEHTUAALMMN YAaCTO MMEIOT HAapYyLWEHUA 3PEHUSA, CBA3AHHbIE C HEPBHbLIM KOHTpONAEM GYyHKLMIA rnas.

BonbwnHcTBO NaumeHToB CHS MMeIOT CKopee Cy*KeHHble 3payku, cnabo pearnpytowme Ha CBeT. TaKKe Yy HUX Yallle BCTpeyaeTcs Kocornasue,
Npu 3TOM KOHBEpreHuusa raas npm BocnpuaTum obbekta B613M HapyLlleHa.

cnyx

HekoTtopble nauueHTbl ¢ CHS MMeloT TaKXe npobaembl CO CAYXOM, CBA3aHHble B OCHOBHOM C HapyLIEHUAMM Mepudepmuyeckoro uam
LEHTPaANbHOrO CAYXOBOro NyTU. [N HOPMaNbHOIO Pa3BUTUA PEUYN OYEHb BAXKHO, KaK MOMKHO paHblUe, BbIABUTb HapYyLLIEHUs cayxa, Tem bonee
YTO AETUN C TPAXEOCTOMOW U 6€3 TOro HECKO/IbKO MO3XKe HaYMHAoT YyY4MTbCA Pa3roBapmBaTh.

MHorve getn ¢ CHS umeloT TpyAHOCTM C r/I0TaHMEM, MO3TOMY HEKOTOPbIM M3 HUX HEOBXO4MM KenyaouHbld 30HA Ana obecneyeHus
AO0CTAaTOYHOro NUTaHMA. Kak NpaBuo, }KenyaouHblli 30HA, MOXKHO YAanUTb CNYyCTA HEKOTOPOE BPpeMA.
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20. CHS v OPrAHbI NULLLEEBAPEHUA

MoYeEmy NP CHS 3ATPOHYTbI OPFAHbI MULLEBAPEHUA?

MpWYMHaA B TOM, YTO NPU LEHTPASIbHOM CUHAPOME TMNOBEHTUNALMN Peyb MAET O HApYyLIEeHUN BereTaTUBHOM HepBHOM cuctembl (BHC), a BHC
ynpasnaeT nueBapeHnem.

KAKOBbI HAMBOJIEE PACNPOCTPAHEHHBIE 3AEO/IEBAHUA OPFTAHOB NULLEBAPEHUA?

BonesHb MMpLlINpyHra, *KeayaouHo-NULWEBOAHbIA pedatoKCe U Apyrve HapylleHuUs AeaTeNbHOCTM OPraHoB NULLEBapeHUs, Hanpumep, anapes
6e3 nHdeKUMn N1 HapyLleHma rnoTatenbHoro pedaekca ABASIOTCA YacTbiMM 3a060/1€BaHUAMM.

YTO TAKOE BONME3Hb TMPLLMNPYHTA?

Y nauMeHToB C BPOXKAEHHLIM LEHTPAZbHbIM CUHAPOMOM TMMNOBEHTUAALUM MOXKeT bbiTb 60nesHb MmpwnpyHra. [lpyroe HasBaHue 3TOro
3aboneBaHma «megacolon congenitum» (= BPOXAEHHOE pacluMpPEHNE TONCTON KULLIKWU) UM araHIZIMOHAPHbIM MerakosoH. MpuinHoi 6onesHn
MMpwnpyHra ABNAAETCA OTCYTCTBME HEPBHbIX KNeTok BHC B cTeHKax KUWKK. [InMHa 3aTPOHYTOro 60/1€3HbI0 y4acTKa KULIEYHUKA MOXKeT ObiTb
O4YeHb pa3HoM. Ha JaHHOM y4acTKe KULIKM OTCYTCTBYHOT HEPBbI, TaK YTO KMLLUKA B 3TOM OTAE/1e HEMOABUXKHA U MOCTOAHHO CYXKEeHa.

CMMNTOMOM 3TOro 3aboneBaHMA MOXKET BbITb 3a4ePKKa UK OTCYTCTBUE CTyNa (MEKOHMA) Y HOBOPOXKAEHHOTO. TaKKe 0YeHb CUIbHO B34YTbIl
YKMBOT W/IM BblpPaKeHHbIW 3aMop MOrYT yKasblBaTb Ha 3abonesaHue MpwnpyHra. Taxkénaa ¢opma 3Toro 3aboneBaHMA MOXKET BbI3BaTb AaxKe
HENPOXOAMMOCTb KULIEYHMKA.

JNleyeHne 6onesHn MMpLlINpyHra NPOBOAMUTCA XMPYPrUYECKMM NYTEM. MpnM 3TOM NOPaAXKEHHbIN CErMEHT KULIKKU yAaNnaeTca, U KUWEeYHUK CHOBA
cwmsaetcsa. O6bIYHO 3Ty onepaumio NPOBOAAT B M/IaZleHYECKOM BO3pacTe. B HEKOTOPbIX C/lyYanX KOHLbI KULWKKM HE COeAMHAIOT cpasy ApYr C
Apyrom. B aTom cnyyae BpeMeHHO GpOPMUPYIOT KOIOCTOMY, CNYCTA HECKONbKO Heaenb / mMecAueB BHOBb COEAMHAT KOHLbl KULWEYHUKA U
BOCCTaHaB/AMBAOT HOPMAJIbHOE ABUMKEHWME KaNoBbIX Macc.

YTO TAKOE ENYA0YHO-NULLEBOAHbINA PEDNIOKC?
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MpuumHoM ractpossodareanbHon pedtoKcHon 6onesnn (MAPB) y aeteir ¢ CCHS ABnAeTcA cnabocTb HUMKHErO NULLEBOAHOrO COUHKTEpa.
HU»KHUI nuweBoaHbIN COUHKTEP — 3TO KOJIbLEBMAHAA MblllLA, PACMO/IOKEeHHas Ha CTbiKe nuuiesoda W Kenyaka. OHa npegoTBpawaeT
obpaTHOe nonagaHWe KUCNOro coAepXKaHus Kenyaka B nuuwesos (pedntokc). Takum obpasom, npeaoTBpallaeTcs BOCnaneHWe NULLEBOAA,
ropTaHW MU FONOCOBbIX CBA3OK.

CumnToMamm 3Toro 3abonesaHma moryT BbiTb YacTaA PBOTA UM TaKMe pecnmMpaTopHble CUMNTOMbI, KaK Kaweb. Takke 60num, 6GecnokoincTso
AW U3XKora MOryT 6biTb cMmnTomamum 3aboneBaHuA. B KayecTBe nevyeHUA moryT ObiTb BbINMCAHbl NE€KApPCTBa, NOAABAAKOWME BbIPpabOTKY
KMCNOTbI B XKenyake. Ecnm nekapctBeHHble NpenapaTbl HE Yy4LlaT COCTOAHUE, TO MOXKHO NPOBECTU XMPYPTrUYECKOE NeYEHME.

YTO TAKOE HAPYLUEHUE MNOABUXHOCTU OPFAHOB NULLEEBAPEHUA?

[axe n 6e3 60ne3Hu MpLINPYHra y NaUMEHTOB C BPOXKAEHHLIM LLEHTPabHbIM CUHAPOMOM runoseHTUAAuMM (CCHS) moryT 6biTb HapyLleHns
NOABUMXKHOCTM OpraHoB nuuieBapeHuns. OB6bIYHO NULLA NPOABUFAETCA MO KENYAOYHO-KULWEYHOMY TPAKTy C MOMOLLbIO PUTMMUYECKUX
COKpaWweHnin (nepucTanbTUkK). Mpu HapyLLeHUAX NEPUCTANbTUKU 3TU ABUKEHUA HE CKOOPAUHUPOBAHLI. MpU3HaKamu MoryT 6biTb Aucdarus,
pBOTa, TOLWHOTA, 3aN0pPbl U NOHOC.

B 601bLIMHCTBE CNyYaeB 3TM CUMNTOMbI MOXKHO YCMEeLWHO Ne4nTb NEKAPCTBAMM, CNELMAbHOM NULLEN N YNPAXKHEHUAMU. B HEKOTOPbIX CAyYanx
MOXET BPEMEHHO CTaTb HEeOobXOAMMbIM KeNyao4yHbld 30HA AN NpUMEMA NMUWM. BONbLWIMHCTBO AeTeil C TeYeHMeM BpemMeHu oby4yatoTcs
npoueccy roTaHus.

21. CHS v CEPALIE

KAKOBbI HAMBONEE PACNPOCTPAHEHHBIE MPOBNEMbI Y MALMEHTOB C BPOXAEHHBIM LEEHTPA/IbHbIM CUHAPOMOM rMNOBEHTUAAUMKN (CCHS)?
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Yauwe Bcero y naumeHToB ¢ CCHS 6bIBalOT apuUTMMM U IETOYHAA TMNEPTEH3USA (BbICOKOE KPOBAHOE AaBNEHME B Ma/IOM Kpyre KpoBoobpalleHus).

YTO TAKOE APUTMUA?

Aputmua — 310 Nobas dopma HeperynspHoro, CANIKOM MeANEeHHOro UAU CAUMWKOM bbicTporo cepauebuenua. Mpu CCHS vawe Bcero y

nauMeHToB bbiBaeT bpaanKkapama. ITO 3HAUUT, YTO cepaue BbETCA CUWKOM MeaNeHHO, MHOTAA Nay3a MeXay ABYMA yAapamu cepaua AuTca
HECKO/IbKO CEKYHA,

3TO HapylieHne MOXKeT 6biTb MOJIHOCTbIO H6ECCMMMNTOMHBIM WMAM MOXET BO3HMKaTb CUMHKone (0bmopok). CMHKone npeactasnseT coboi
KpPaTKOBPEMEHHYIO NMOTepo CO3HaHMA, B BONbLINMHCTBE CNyYaeB CO3HaHME BOCCTAaHaB/AMBAETCA CAMOCTOATENbHO. ECAK naysbl mexkay yaapamu
cepaua CIUWKOM AJIMHHbIE, TO 3TO MOKET NPUBECTM K OCTAHOBKE CepALa U Aaxke K BHe3anHoW CMepTu.

Electrodos

AN -

Monitor Holter

KAK ANATHOCTUPYIOT APUTMUIO?
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C nomoubto anutenbHon IKI B TeyeHne 24 - 72 yacos. C 3TOM LENbi0 NAUMEHT HOCUT Ha Tesle Hebo/blLoe YCTPOMUCTBO. B gononHeHue K
NPOAOMKUTENBHOCTU NogobHoe JKI nmeeT elwé oa4HO NPEMMYLLLECTBO: UCC/IeA0BaHMe NPOBOAUTCA B YCI0BMAX €CTEeCTBEHHOro 06pasa K13HU

naumeHTa.
KAK NEYAT BPAOUKAPAMIO?

B 3aBucMmocTM OT pesynbTata gautenbHoit IKI M CMMNTOMOB KapAMonor pellaer: HeobXoAMMO /N NIEKAPCTBEHHOE JieYeHne Wan
3NEKTPOKAPAMOCTUMYNATOP. IDNEKTPOKAPAUOCTUMYNATOP npeacTasnseT cobon Hebonbwor npubop, MMNAAHTUPYEMbIN MNOAKOXKHO, YbM
3NEeKTPOAbl B CepALe aHANN3UPYeT CepAeYHbIM PUTM, U B Clyd4ae HeAOCTATOYHOM YacTOTbl CepAeYHbIX COKPALEHUA OH NOAAET MMMNYAbChI,
4yTObbI BbI3BATL CEPAEYHYIO AEATENbHOCTD.

= .~ Left Subclavian Vein
Superior Vena Cava . ~

Right Ventricle

Right Atrium <~

Tricuspid Valve

Figure 2- Dual Chamber Pacemaker

YTO TAKOE NEFOYHAA rTMNEPTEH3MA MW NEFOYHOE CEPALE?

Mpw NEroYHOM rMNepTeH3nN AaBlEHUE B apTEPUAX MaNoro Kpyra KpoBoobpalleHMs, No KOTOPOMY KPOBb MOCTyNaeT OT cepaua B NErkue ans
060oralweHnsa KpoBM KUCAOPOAOM, C/AMWKOM BbiCOKOe. MpUYMHa KpPoeTcA B XPOHWYECKM HU3KOM HaCbILWEHUU KPOBM KUCAOPOAOM WA B
XPOHMYECKM BbICOKOMN KOHLEHTPALMK YIIEKUCAOrO ra3a B KPOBU. M3-3a 3TOro coKpallaeTca MycKynaTypa CoCyAoB, COCYAbl CyXKatoTca, U cepaue
BbIHY»KAEHO NepeKaymMBaTb KPOBb B NErKME NOJ NOBbIWEHHbIM gaBaeHnem. OQHAKO NPaBblit }KenyaoueKk cepaua npeaHasHayeH TobKo AnA
HW3KOro AasneHuA. MocTosHHAA neperpyska MpPaBoOro Xenyaodka NpuMBOAUT K PACLIMPEHUIO CepAeYHOM Mbilubl U K NPaBoOW cepaeyHoM
HeA0CTaTOYHOCTU. DTO 3aboNeBaHMe N3BECTHO NOA Ha3BaHMEM NEroyHoe cepaue (cor pulmonale).
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KAKOBbI MPU3HAKW NEFOYHOWN rTMNEPTEH3UKU?

MsaArkaa popma NEroYHON rMNEepPTEH3UN MOKET BbiTb NONHOCTbIO 6ECCMMNTOMHON MKW NPOABAATLCA B BUAE HEOONbLIOrO MNOCUHEHUS Ty6 m
KOXKW, HEBONbLIOrO YTOMNEHUS U OAbIWKK. Mpu Taxkénon ¢opme NEro4HOro cepaua 3T CUMNTOMbI BbiparKeHbl CUbHee, 3a60/1eBaHNE MOXKET
TaK)Ke BbI3blBaTb OTEKM JIOAbIKEK U CTYN UAM OTEKM BPIOLLIHOM NofocTu (acumT).

KAK AWATHOCTUPYETCA NErOYHAA TMNEPTEH3UA?

Kapanonor moxeT onpeaenuTb NErovyHyto runepteHsuto Bo Bpema Y3U cepaua (axokapauorpaduum) wam c
nomoubto IKT.

MOXHO N1 NPEQOTBPATUTD U/IW NIEYUTb NEFOYHYIO TMNEPTEH3MIO ?

He ponyckas NOHMXKEHWA YPOBHA HACbILWEHMUA KPOBU KUCIOPOLOM UAN NOBbILEHUA KOHLLEHTPALMK YIIEKUCAOTO
rasa B KpOBM, MOXHO NpeaoTBpaTUTb NEroyHoe cepaue. ONTMManbHaA MUCKYCCTBEHHAA BEHTUAALMA NEFKUX C
CaMOro Ha4yana ABNAETCA Ny4llen 3amnTon.

Mpu yxe umetowemca 3abonesaHnn sé204Hoe cepoye MOXKHO MOMOYb MNaUMEHTY, MPUMEHss nogady Kucnopoga w
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Pa3/InyHbIE IeKapCTBa.
BCE 1 OBMOPOKU NALMEHTOB C CHS BbI3BAHbI APUTMMUEI?

HeT, rnybokne obMOPOKM MOryT BbI3blBaTbCs TAK¥Ke TaK Ha3blBAEMbIMW OPTOCTAaTUYECKMMM peaKkumsamu. Mpu 3Tom KpoBoobpalleHne He
pearMpyetr ONTMMANbHO MpPWU BCTAaBAaHUM U KPOBSIHOE [aBNEHWE He MNOAHWMMAETCA AO0CTaToYHO 6ObicTpo. CumnTOmMamu moryT 6ObiTb
rONI0OBOKPYXKEHUE AN 3aTyMaHUBaHME 3peHUA. ITOT 06MOPOK HA3bIBAOT TaKKe HEMPOKAPAMOTEeHHbIM 0OMOPOKOM.
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22. CHS nonyxonu

BO3HUMKAIOT 1M YACTO OMYXOAN Y NALUMEHTOB C LIEHTPA/IbHbIM CUHAPOMOM MMNOBEHTUNALNK?

HeT. Ho y HekoTopbix nauneHtoB ¢ CHS obpasoBanncb onyxonu, ogHaKO He BCe 3TM OMyXO/IM OMacHbl. B 3aBMCMMOCTM OT TMNa MyTaLmm
CyLEecTBYEeT MOBbIWEHHbIN PUCK 0bOpasoBaHMA OMNyxosel MeaynnapHoro BaanKka. OcobeHHO nauueHTbl CO 3HAYUTENbHO YANUHEHHbIM
No/IMaHUHOBbLIM pAgoM (reHotun ot 20/28 ao 20/33) uan ¢ MUCCeHC- MyTaUMAMMU, HOHCEHC-MYTALUMAMM MU 3HAKOBbIMU MYTaLMAMWN OOKHbI
perynapHo npoxoantb obcnenoBaHue No BbiABAEHUIO Nyxoiel. [10 3Ton Teme CM. TaKKe rnaBy «[eHeTuKa».

Y naumneHToB ¢ cuHgpomom ROHHAD BO3HMKHOBEHME ONYyX0/ei BEPOSTHee.

Onyxonn meaynnApHOro BasMka — 3TO ONyX0/M, KOTOpble 06pasyoTca U3 NpeawecTBEHHMKOB HEPBHbIX KNETOK. B 60nblIMHCTBE Cnyvaes 3TH
OMNyX0/I1 BO3HUKAIOT B paHHEM AeTCTBe.

KAKOBbI CMMMNTOMBI?

Ha paHHel cTagumn onyxoam Yaue Bcero 6eccMmnTomHbl. [py nporpeccMpoBaHMM PoCcTa ONyxo/iei CUMMATOMbI
3aBUCAT OT MEeCTa PacnoioXKeHusa onyxoan. Onyxonu B OPIOWHON MONOCTM MOTYT NPOABAATLCA KAaK CUAbHO
BbIAAOWMIACA KMBOT, 3aN0Opbl AN Aaxke NOHOC. [pu pocTe onNyxoam B rpyAHOW KNEeTKe MOryT BO3HUKHYTb
npobnemsl ¢ abixaHuem. Ecam onyxonb 6yaeT oka3biBaTb AaBN€HME HA CMMHHOM MO3T, TO 3TO MOXKET BbI3BaTb
€nabocTb, Napanny nam npobaemol Co CTy/IOM.

KAK ANATHOCTUPYIOT ONyXonu?

Onyxonu BbipabaTtbiBaloT onpeaenéHHble NPoAyKTbl OBMeHa, KOTOpble MOXHO W3MEPUTb B KPOBMU

(Helpocneunduyeckas sHonasa) MAM B Mo4ye (KaTexoNoMuHbl). Kpome TOro, pasnuyHble MeToAbl
ANArHOCTUYECKOW BU3yann3aLmm MOTyT BbISBUTb OMYXO/N.

KAK MOXHO NEYUTb ONYXONN?
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C NOMOLLbIO XMPYPrMYECKOro BMeLWaTeNbCTBa U / AN XumuoTepanuu. JledeHne 3aBUCUT OT TUMA, CTaAUM U MECTa PACMOOKEHNA OMYXOaU U
nogbupaeTca MHAMBUAYA/IbHO ANA NAUMEHTa.

Central Hypoventilation Syndrome - Patient and Carer Information Booklet — edited by the EUCHS Consortium — 1% edition 2012 — page 74



