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1. BE

REARESE KA S [EE (sleep related hypoventilation disorders) IZIZLL FDGRENSFENB, DIE K
SUEIREE . @K 4P IR MK S AE {ZEf (Congenital central hypoventilation syndrome: CCHS) . @#REK T &}
BWEEEERZHERME PR MEERT . OF PR EMERSIERE, OFEXOCYE IS HMERRER
Be. OFREFICLIEREEERS, ChoDHhT. Q. 6. ©%kIL. OIEGERSEZEED—
(BEERF D KM RA CPAP ICKBABETHHRELLLMEEZLVS, ) . @QCCHS, L U@FFF 1 AR i
R EMSUERBIC DOV T, MERKOE-5REBLEL TTFRAHROERENRIEFDONLIGELMAE
2 SUAE 1% 2% (alveolar hypoventilation syndrome:AHS) &9 %, AR E L SUE IR E (285 11 5 R BE Fr D ffi R K 422
R[UFEFBDOFEELITBERULL, MR ERKIIRALLRETEIYH/HID T, Z R Mg KR [AEREE DR
AZLT,AHS DEMET S, HEAMRIOMERETHY . REMF ITHATH LA, HIRPREEREEICE
RU-RERBEEER S (RENSERICALEMREENELS, ) . FRAMERE (BEH TIIEEFEMIC
ERGERRELHFTEGD )MNREBOEARTH S, AHS (L, FFIREE- 2R ffitkeE L ICBAOAGEREN
B FREABEORENHO>TE AHS DEHREALIEEZAONG, THh5, RS EOERENE
f-% R EE CRERRBFICHAE IR R (S Z B R R MELBBRRNGE) 229 5RETH D, MiBEBRKITIRE
PRYBERPICEILLT D,

2. [RE

RRELT, RO EENFRE (L2, (3B, TENEMFRAE) RORE. EEREEKBOEEN -5
DEEZLNTNS, EXRMEDE MR TIEIZE (CCHS) TlX PHOXZBEEFEENKREICEST 5,
PHOX2B |3 31K 4p12 BT D PHOX2B B FEENRETH D, PHOX2BEE D] 90%IE exond [
3520 R)TSZUBIZEITS 4-13 TS = D HEZ E (polyalanine repeat expansion mutation: PARM) T
Y, BEEEHKICKST 24PARM(IEED 20 RUYTFZ=VHIC 4 72U DHBEEENMbHS1230) Mo
33PARM [ZHEEINTULVD, YK 10%IEZREV R, FUEV R TIU—LVINERGEDET =0 BER
ZZ 2 (Non PARM) %528 %, CCHS DX LA EL de novo ZETH AN, —HIXEHF A VDHFE-IXEREHD
HOoDEGHINHYEEBABEEROERELS,

3. fER
BRFBOEBRINFEOEARTHLIN. EEFICLERERIOFZEN RS, BHOREEREE RS
(GBIR) . ERFERKICHESNRERCTEEELGEDEREZLENRNLIENHS, CCHS TIXERE
IR BICLDER (EXBEIRIE . iR kO MESFMiaE. T2k, RETESHER. (KEH
HifEE. RTRELGEDZDEREHBERERICEILIEGHE) NHRT LN H D FREENT+7THS
1=, FIIHBROESHESLL T, CCHS D/NRTIEEEEHER T HEMEDELN, R E - BRARM
[C&YBFEBMHETICHSHERSETL. BT LOHIE (FRE. 25 0FELE) NHRETEHIL

15,
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4. BEA

AR OMERETHY . BAREEEAILFEILSN TLVEL, CCHS DIEMRTB A EENLL, B
RICEHOTHHELLGVABREDEDTH D, TN BUILEFREEICIVIERTDEBILEZTESRY B
7. £ FBHRANDEEZR/IRIZTHIEN. BROD quality of life PFERBEFICEVWTHRLEETHD.
A 1RE. FLIREIF R O CCHS TlE. REAN LR EUIF T COMREBREZTICENERINS, —EBDEE
Tl&. 24 BEAAIFENSKEEERFOA . HAOWVIIERICHEVLDIRIBRIZBITTESSZEELH D,

BEERMAEICKH L TIIBERIZEINEIENH LN, REARTILA—LRTTENBETH D, TFIREE
REELAE . FREREF . SERFFIR S ICKY. ERSASRBIZETLT. FRALDEBELFETLILNHY.
AR ETHS, CCHS ITxF HaBELTIE. [REVIBGLOLIFITRVICESAIHRERE, BBRES.
BRER— T mEMNTHhNS,

A DB RGEIREETlE . IEREEMIGEHL R (noninvasive positive pressure ventilation: NPPV) &%
NEEAEDBITEMNTHSD ., REHAERETHRCHERETH D FHFFHME PR MR R AR,
CCHS LIS DIRRE T, BEERMR[EE O T AL ERFFEIFR THY . H DEHEMEE (continuous positive
airway pressure: CPAP) A TR EEN ES NS (PaCO, AY 50 mmHg Kiiii 275 5) 15 E (X AHS [ZIXEHEL,
EEFITIE. REVIMAICKDFRERE AN ITEREENDEITLS, SHETIEERHEER—U0 T 0 TH
NETENHLHN. BATEENTH S,

5 F&
HAMMRDEROTO . ERGEZRAE (ZTHhA TGS, A TR L, ISR SR LD #EEE
BEAETINTUOVENES . REOEARENZ N ENREIN TS, EHFRIITBLEHTIND,

O EHOHEIINELE
1. BEH
#9 3000 A
2. RIRDWE
CCHS I& PHOXZ2BEGFEENFEMICERT 5. TN LD AHS TIIFEDEECFEEIXFIZRMHEH
THb.
3. RMLAEA X
BB EG AT ADFREERFEREMNBIBEEICIOIMREEN BTSN TS,
4. REIDEE
CCHS ILERFRAITEIRETHY .. TNLUND AHS L ED TREAEENLETH D,
5. BB EAE
HY (HAMTRFER -MENEECET LAERARIER DS IELE)
6. EEENEE
BBKUBEFRT SR, BRRKOBE. AROLEMEEICEEESEET.
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O 1T
MR T RaRARE - IS TR IR I HRE R
MERKKE FEXRFEXZREFHZRR FRaEARE iR BE5—

MER MR ESRIEREE (CCHS) DB E - HA RS/ - EEE S EDHEL
HRARE RRXFERAZRERtTVS—HERM &R R8I AT
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<EHREHE>
Definite. Probable 318 &9 5,

1) ARSI SUE 1 AF
A. SER R
EREBRKUICERY SER/BURA —DTHLH S (BHDBEIR, REEMEFIEE ., — 1B THU IR T
&), EEIL T HEERE. BUINBE DA DT EERL TS,

B. REfMR
il B R D EZEKIL PaCO, fE > 45 mmHg THAN . AIERE. BNEEGEEEEL. IBHERSER
BOPERLFILTETS, UTO1E8LU2EELICHT-TENVETHD, IT/5147 AEBRTE, D
T/347 B |/BEFRELT D,
1. BEEROBIRM&EH R ; PaCO,{E>50 mmHg, BMI=30kg/m?
2. RREEIRIRE (RUY L/ T S574—:PSG) D EZE LHETHY . 7x/247 A TIXEEIR P IZFHAE R
[ERDHD, T/ P47 B TIL PSG BRE LERFFEIFRANETHY . AEFTH LU CPAP JAEIMEITE
L EEERBARIN &S R PaCO, [E=50 mmHg THAHZENZEICHETH D, IEHERTJEZEFORE
(XA RERE THY . BB ARG ERTKEZT 5. CPAP./NPPV G HEE THIMEIEHRST
EE2ET 5, BEEOEENRELTH, HOAVEMIER S (REEFRFEIARIL K R PaCO, {E =50 mmHg)
EETHIENMBIERKREREOZHICDETH S,

C. HAIFZH

UTOZ RSl ERSIERBEE T ORELTENT D,

1. COPD, HIZBHR MR BLREMDEAEMS - HRMBRKETICLHERS
{BL . 84~ ZJE COPD (%FEV,250%) T PaCO, > 55Tor MIFA L. LB SIERBD &S HE
EET5.%VC BFAED 60%KREDHREMI[EETELE T SHE. EHERIJERE LRSS
%

2. REBREFEITIRIE X EE (SAS)
SAS TIREHA B E KU CPAP AEZ L EEER PaCO, > 50 mmHg DIFE (L., IEHEBRSIERED S
HEERT D, BED SAS [TAEFDIEY—BHLMBERRIIRET S,

3. MRMER  EEMBNIE

MR GPROEREICEARLIZTIREEROFEMREEZE TS558 ILBRNT 5,
4. ZEF| (FRIR A RN FEOR AR R AR B IS5 RN il R R

<EZHOHTI—>
Definite : AZjiiif=L +BD & TZimf=L. CERRII L= D
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2) SRR K SAEIZEE (CCHS)
A. FERK IR
BEREBRKICERT HER/BUEN—DTELH S (AT DGR, EEMFES. — B AL ERFHER
S-EEIREFEITR) . EIELTHEFE. BUNGEDA DR LERN TS,

B. &R
BEAREF(C 1) BIRS AU HERICKAEIARI A X PaCO,. 2) R —EILREFSE (TcPCO,) . 3) MK
RIBIERFD T (EtCO,) DIEFRIET 5, ZEDT=HODREIEL. 1)~)DFHDENN—DTRL, BEIR
FFICEIARIN &S R PCO, fBZR L\ LIEFF SRR — BRE i R 7 [E (EtCO.) . #E R — BRI R 7 E (TcPCO,) D
{BEAY 10 43 LA E 50mmHg {82 % (BEER Fh (<. BIARIMAH X[ 10 2L EDRIREESHITT 2 ERIET 5.
EtCO,*TcPCO: (& 10 7 LA EEHFE=F) T % 4TV, 50mmHg = FEISALY),

C. i AlEZH
UTOZ Rl ERSIERREE T ORETENT D,
1. EF-5RENERMED RS - M- % - HRARDFEMER G ERMER K. EXMEMER)
2. MOFAES-HERERSRESICLSERST
3. MERRFFEITILIEIREE (SAS)
4. ZEH| (REOR RARING], PRI AR RRE) . OB B IS Z RN R ER R

D. E=FHIRE
1. PHOX2B &z FNER
FERMEFRMEELR SR (CCHS) Tl PHOXZBER (T75=2 7=V HRER) KRGS TS,
#E5\ Tl CCHS MBI PHOX2BZEERNWHETH D,

<gzZWohT3)—>
Definite: A, BE XUDZiif=L. CEEENILI=ED
Probable: A K UBZ%if-L. CERR4 L=t D

<BEmMR>
BHHE
FBERERGE . ARIEMEEROMESFMRE. TBIR. BERHER. KERHES. RTFEELGLED
BEMEEEICIHIEHMEDTHFEL. CCHS DHEAERIRMLELD,

REMRR
-RRERIRE (RUY L/ T 574—:PSG) [FZ M EMATEOD, FEITLISSICIHEFRAETHD,
(REAZABIUSEHERL, FRPRICETEREARICHTIBRICEEHDRETHY . RENATRELR
BRICEWT, REBARBIUSEDERETEZROH5RICE., MERSIERBFZRIEUOMEILEY
Do
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p=ts=d
B R DREABRELS S (L, BRFEOADAR CTLLAIRETHD, LML EEDH S, BE
IRF- REER L [ BRIV BETH D,

3) BRI AR AR R SRR
A. FEIR U
ERERKICEERYT ER/BUEA—DTHH S (BH0BIR. REHIFIES . —BM% TR EIRRES
T EERRFFRITIR) . EEEL T HEEE. BUNGEDA DT EERN TS,

B. &R
BEARRRIC 1) BIARS A HERICKDENARM RS R PaCO,, 2) #ER —EELHRESE (TcPCO,) . 3) MR K

ZEBLIRF ST (EtCO,) DIEZRTE T 5. ZED=HDREIL. )~3IDHDENN—D TR, FEIRMIC

BIELE D~3)DHDENI—DDEAUTODZEFQ%E =T,

D10 43 LA E 55mmHg Z#BZ % (BEER (2, BIARINZA R (L 10 45 LU EDRFEZSH (T T 2 [BIET 5. EtCO,-
TcPCO, [£ 10 5 UL EEHE=FR 2 J EFTLY, 55mmHg ZTFEISALY)

@10 9 LA L EERIMBARLIZH (T HEELEL T 10mmHg LLED EFERH ., FDIEA 50mmHg ZHEZ 5 (BEIR
B, BIARILEA RIS 10 53 LL E DFERRZES®H T T 2 BIAIZE . TcPCO,. EtCO, [FHRIE 10 S U EE=S) LY
TV 2 [ERIET D).

DHDT-ODRE(L., BARTAVHERICESERM., FFRERZBRILRFDE (EtCO,) . MR _BILRF DT

(TePCO) DHDENMN—DTRLY,

C. HAIZZH
UTOZREMIMERSERBEZETHHEEZHAIL. FREEPREMBERSERBEOZEET S,
1. COPD. MaZR R MK BGEMDAEM - HREHBRSIETICLHERS
2. MERRFFEITINAE (R E¥ (SAS)
SAS T CPAP &%t BEERF PaCO, 2 50 mmHg DIHE (T, FFFE PR EMAERIOEHEEET .
3. HIRMER EEMBHELE
R HRDOEEICEAFRLIDTIRERROBENREEZE T 58 ILBRNT 5.
4. F-BHREANEXREDOIEIREE - ZR- HiF-HAROBENEE FERMERR. EXMEMEER)
5. ZEFI (FEOR FRARHNG, PO AR AR | AR B IS Z RV Mg B &

<gzZWohT3)—>
Definite : A K UB%iiT=L. CERNLI=ED

<&EHRE>
R
R R DRENERELTISS (L. BRFEOAHDBRTHILAETHS, LML EEDBZEICIE,
AR - REERF I ABARETH D,
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<EEESE>
UTOEFEENEZAVTEEEILLEZNRET S,

BN %l A1E81E MRC(mMRC) 23845 L—FK
0: BLLEEZ LB ITREUNNH S,
1 FHRGEZRETHL HHIVNIREOHIELYREZSBEFIZRTNLH D,
2: BUNAHEIDT. AERDAKYELEFIELZEZSLDIEN. HAWIFELEZBE DD R—IXTHIT
WA, BUIND=HITIEIEFLIENHD,
3: qii%ﬁ%‘f‘]mom HEINEHE A BLLEBUNDI=HITIIBIEFED,
BUNMNOELRMLHONGL, HEVIKRBDEBZZET LRI LIS S,

BEE | BEER EHAR MK A HT BEIRR
BUINDIEE | PaCO, PaO, NPPV/HOT &!
1 mMRC21 PaCO,>45Torr kXN
Eikoks
2 CPAP/NPPV it 8 I E
A : PaCO, > 50Torr,
B:>525 Torr
3 mMRC22 Pa0,<70 Torr CPAP/NPPV/HOT f##EA BN E
4 AB:PaCO,>55Torr
Pa0,<60 Torr NPPV/HOT #i& a8 B E
5 mMRC2>3 A.B:PaCO,>60Torr

BEAEIR . BIARIEH X547 (PaCO,. M D Pa0,)  ABIKRDER £ TEE-ITRIEVEE
EL &R EROEREEICEENBERITDOVNTIEMDIEE THET %,
BIARIMRSA R HTICIE. PR EICKY REER: . BERFFOLIT NN EEND, ZEEICL
Y, BR_EALRFRDE(TcPCO,) . KRR — B LR FR 57 £ (EtCO,) ICEEHA M A[RETH
Z

HOT ICEAL TIXaHEE . REZEHTHE I NIEHPIEILFTEE,

PaCO, DIEE M A.B (X, B EBRSIERBED I /24T A BBRKE ., 71 /5/47 B BIFRE
ERY,
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1.

i S5 Y K OVERLE B B DS I T 35 1T B Y A
RGN W D EAER . AT REZICE LT, Wi LICREBEOBEN W IGEIZIE, W
NOBHOLEDZFANTHELL 2R (2720, YRR oA E2 R~ THREERSETH - T,

PRATHEZR B DIZIR D) 6
- ABIRPAAATR (ST D EAEEE IS SV T, YR EFAVEELO T TIRREMTOI TV SIREETH

2T, HIL6 A Tie b VIR Z RIS W5 Z & 975,

C B ERORREEN ERLOEIER % T EU BISEY LRWETH D0, mER RN z kit 9

DT MBS DIZHONWTIL, EEEBROSG LT 5,
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