Curyanuonnas 3agava 1

Manbuuk /1. 2 roga 3 mecsana, u3 ABOMHM HaxoauTcea B «KpaeBoM cnenuann3npoBaHHOM
LIEHTPEe MEAUIIMHCKON peadmuTauu st Aereii». boien ¢ poxaeHus.

AHaMHe3 ku3HH: PeOCHOK OT 2 MHOT'OILTIOHON OEPEeMEHHOCTH, MPOTEKaBIlIeH Ha (OHE
nepeneceHHoii OPBU ¢ cyOdebpunbHoil Temnepatypoii B 14-15 nenens. Poasr 2-e, B 35 Henens.
B teuenun nepBbix 2xX MecsieB xu3Hu Haxomuics B OITHH/I, 3aTem HeOqHOKpaTHO HAXOIUIICS
Ha cranuoHapHoM jedennu B ['BY3 CK"KJKB" ¢ auarnoszom II31I1, mocnenctBus HaTaabHOM
TpaBMBbI HIEMHOI'O OT/JENa MO3BOHOYHUKA, C-M JABUTATEJIbHBIX HAPYILIEHUI B BUJIE CLIACTUYECKOT O
TeTpanapesa. Yrpo3a ¢popmupoBanus LI CynoposkHbBINH CHHIPOM.

MPT rosoBHoro mosra: MP-nipu3Haku NepUBEHTPUKYIIAPHON JIEHKOMAJSILIMY B CTaIUH
KHCTO3HOM JlereHepalii ¢ 00eMX CTOPOH, C IpU3HAKAMHU JAMCIIACTHYECKUX H3MEHEHUN
MO30JCcTOro Tena. MP-ipu3Haky BHYTpEeHHENW aCUMMETpUYHON ruapouedanuu.

OdranbmoJior: YactuuHas aTpodus 1MCKOB 3pUTENbHBIX HEPBOB 00OMX TJ1a3.

Rg mieiiHoro oT/e/1a MO3BOHOYHUKA - KOCBEHHBIE TPU3HAKU HaTaabHOU TpaBmbl LLIOII.

B rtepanuu mnosydan ¢eHuOyT, TONMUPU30H, AMAKapO, Maccax, 3JeKTpodopes ¢
syduimHa o Patuepy, maruurorepanus Ha LIIOII.

OcmMmoTp HeBpoJIOra:

Obuee cocrosnue Tsxenoe. Macca 10 kxr. Poct 84 cm. Okpy>KHOCTb IoJ10BbI 43 CM.

OOw1as KoopauHALMs JBMKEHUI HapylieHa. ['00By yaep)KHBaeT HEeNpoJODKUTEIbHOE
BpeMsi. CaMOCTOATENBHO HE CTOUT, HE CUIUT; HE T0JI3a€T, HE IEPEBOPAUYNBACTC.

Mplmteusblii runepToHyc. [lambibl pyk IUIOTHO CXKaThl, HaOJIIOAAETCsl PacCTPONCTBO
MaJIbLEBOr O IIPaKCcuca.

[Ipenmetsl (Mrpyumiku) He O€per, HE MAHUIYJIUPYET, MOHMMAaHHUE PEYH OrPAHUYEHO.
Pebenok He mOHUMaET, Korja ero 30ByT I10 UMEHH.

He neneuer, nHOr1a CIOHTaHHO U3/1a€T OTIENbHbBIE 3BYKU.

['moranue, )xeBaHUE 3aTPYIHEHO.

TpaBmaroJior-opromnen:

OCHOBHOM TMAarHO3: KOHTPAKTYpPbl CyCTaBOB BEPXHUX U HUKHUX KOHEYHOCTEU

ConyrcTtByromuid quartos: BeiBux mpaBoro 1/0 cycraBa? YKopoueHHE MpaBOil HIDKHEN
KOHeYHOCTH Ha 2,0 cM.

3ananue

1. Cdopmynupyiite nuaro3d B coorserctBun ¢ MKbB-10, HanummuTte ero o6ocHo-
BaHUE, ONPEIEIUTE IPYIITY 3JOPOBbSL.

2. Ouenute puznyeckoe pazBuTHe, B T.4. ¢ moMolbto nporpaMmmsl WHO Anthro.

3. Kak nanHOMy peOeHKy NpOBOAUTh HYTPUTUBHYIO HOJIEPIKKY ?

4. Bamm geiicTBus py MOBBIILIEHUU TEMIIEPATyphbl y JaHHOro nanuenta ao 38,5 C.

CocraBbTe IJIaH MaplIPyTU3ALUY NALUEHTA.
5. Kakoii Bua MeAMIMHCKOW MOMOIIM HeoOXoauM JaaHHoMy pebeHky? Ilopsiok ee
noyrydeHus?



CuryaunoHHas 3agava 2

HeBouka A. 1 rox 6 Mec. ctpagaer Tshxenon ruaponedanueii. OHa HE MOXKET CUAETh, HE
JIEPKUT TOJIOBY U HE TOBOPUT. A. BCETJ]a CMOTPUT B MPOCTPAHCTBO M UHOTAA OECLeNTbHO ABUTAET
pykamMu. Y Hee HET KOOPAMHUPOBAHHOTO TJIOTATEIHHOrO pediiekca, MO3TOMY KOpMIIEHUE
OCYIIECTBJISAETCSA 4Yepe3 HazoracTpalibHblii 30HA. Ha MPT BbIsBIEHBI KOpTHKaIbHas aTpodus,
aTpous MO30JIMCTOrO Teja, TUIIOKaMIla. 3HAYUTEIbHOE YMEHbBIIICHHE 00beMa 0€JI0ro BelecTBa
TOOHBIX, TEMEHHBIX, 3aTHIJIOYHBIX U BUCOYHBIX JOJEH.

DddexTUBHOrO METO/Ia JICUCHUSI HET.

B mocnegnue 2 Henmenu AeBOYKa CTajla IJIOXO MEPEHOCUTh MUTAHWE — cpa3zy Iocie
KOPMJICHHSI HAaUYMHACTCS PBOTA WJIM OOWJIIBHO CPBITMBAET. Bbul ymMeHbIIeH 00BEM BBOIUMBIX
MUTATENFHBIX BEIIECTB, HO CHMITOMEI He ncuesnu. HazHadena antupedmokcHas Tepanus - 6e3

addexra.

3aganue

1. Chopmynupyiite nuarno3 B coorserctBuu ¢ MKb-10, HanumuTte ero o60cHOBaHUeE,
OIpENEeNUTE IPYIIY 310POBBS.

2. Kakoif BHI MEOUIIMHCKONW MOMOIIM HeoOxoauM aanHoMy peOenky? I[lopsmok ee
HoJTy4eHus?

3. Kak manHOMY peOCHKY IMPOBOIUTH HYTPUTUBHYIO TTOIICPKKY ?

4. HazoBuTe BUBI JIEYEOHBIX MUTATEIBHBIX CMECEH.

5. Kak mpoBoauTCs 60JIIF0CHOE KOPMIICHHE Yepe3 racCTPOCTOMUYECKYIO TPYOKy?



CUTYAIIMOHHASA 3A/TAYA 3

Hncrpykuus: O3HAKOMBTECH C CUTYAIIMEN Y JAWTE PA3BEPHYTBIE
OTBETbBI HA BOITPOCHI

JleBouka M, 2 roaa, 00bHA C POXKIICHHUS.

/Kanobvl: Ha TIOCTOSHHBIN KallleJb ¢ TPYAHOOTAEIIEMON MOKPOTON, HU3KYIO NMPHOAaBKY MaccChl,
CTyJ 10 2-3 pa3 B CyTKH.

Anammues ocusnu: peOeHOK OT 1-i OepeMEeHHOCTH, NpoTekaBled Ha (oHe apTepHaIbHOM
runepren3uu Marepu. Poasl: 2 cpounsie B 39 Henenb, SKCTPEHHOE KecapeBO ceueHue. 3akpuyalia cpasy,
olieHKa 1o mkane Anrap 7-8 6annos. Macca tena npu poxxaenuu: 3110 r. Poct: 51 cm.

Anamnez 3aboneéanus: TO MECTY SKATENbCTBA Cpazy IIOCIE pOXICHUSA Yy peOeHka
JUarHOCTHPOBAHA BPOXKACHHAS HU3Kasl KUILIEYHAsl HETIPOXOIUMOCTh, MEKOHUEBOBIH UJIEYC, 3a110/103PEH
nuarnos: Mykosucuunao3? Ilocie yero HezameamurensHo AeBouka nepeseaeHa B ' bY3 CK «KIKb» ¢
LEIbI0 ONEPaTUBHOIO JIEUEHMs, YTOUHEHUs IMarHo3a, koppekuuu tepanuu. Bemonneno Y3U OBII:
JUaTanusl TOHKOW M TOJICTOM KHUIIKM, acUUT. PeOeHOK K Ipyau He NPHIIOKEH, YCTaHOBJIEH Ha30-
racTpajibHbli 30HA. [IpoBenena nanaporomus, pe3eKuus MMOAB3IOIIHON KUIIKH, ABOMHAS UIEOCTOMA.
UYepes 3 Hemenu mnpoBeAeHAa PEKOHCTPYKTUBHAs OIEpalMs: HUCCEUEHUE HICOCTOMBI, T-00pa3HbIit
nieonaeoanacToMos 1o baupoBy. BeirmosHen HeoHatanbHbIi ckpuHUHT - UPT 162,2 Mr/mu, mpoBeaeHo
HCCJIeIOBAaHUE KaJla Ha MaHKpPeaTHYEeCKyro 3yacta3y-1: 75 MKr (Tsokenasi CTENeHb HEJOCTaTOYHOCTH
MOKEITYIOUHON KeJe3bl). MouiekynsipHO-TeHeTHYeckoe uccienoBanue myrtainuid B reHe CFTR:
delF508|delF508.

BrictaBnen amaraos: OcHoBHOM: MykoBHCIUA03, cMmemmanHas ¢opma. BpokiaeHHass HU3Kas
KUIIEYHash HENPOXOJUMOCTb, MEKOHHEBbIM wuieyc. Tspkenass maHKpeaTuyeckas HEIOCTaTOYHOCTb.
I'enernueckuii nuarxo3: delF508|delF508. ComyrerByrommii: BIIC: OOO (1,2 mm). HK-0.
[TepunaransHoe nopaxenune [[HC cmermannoro renesa. 3aaepKka MCUXOMOTOPHOTO U (PU3UYECKOTO
pa3BUTHs. AHEMHUSI CMEILIAHHOTO reHe3a 2 CTEeNeHU. 3aHECeHa B PETUCTP MO MYKOBHUCIIUI03Y, HA3HAUYEHA
OasucHast Tepanus (mopHaza anbda, KpeoH-10000, ypcocaH, MYKOIUTUYECKHE CPENCTBA,
aHTHOaKTepHalbHas Tepalus, BUTAMUHOTEPAINUs, KMHE3NOTepanus), peKOMEHIOBAHO JHCIaHCEPHOe
HaOJIOJIeHNEe B TMOJMKIMHMKE IO MECTy JKHTENbCTBA, HAONIOJICHHE B PErMOHAJIBHOM LIEHTpE
MYKOBHCLHJI034.

3a mocneIHuM rojl 1eBOYKa TPHK/Ibl HAXOAMIIACh HA JIEYEHNUHU B ITyJIbBMOHOJIOTUYECKOM OTAEIEHUN
I'BY3 CK «KJIKBb» ¢ oboctpernemM ocHOBHOro 3aboneBaHusi. Dnu30/ ncesno-baprrep cunapoma B
aHaMHese.

lNocniurtanu3upyeTcss MJIAHOBO C LEIbK0 PEIIEHHs BOIPOCA O BO3MOXKHOCTH IPUCBOEHUS
NaJUIMaTUBHOI'O CTaTyca.

Status praesens: T 36,6 C. UCC: 117 yn. B 1 munyty. YIAJ: 40 B 1 munyty. SpO2: 94 %. A/]1

90/60 mm.pr.ct. Poct: 83 cm (Z -1,26). Macca tena: 11 kr (-0,23 z); UMT (15,9 kr/m2).
CocrosiHue pebeHka TsoKenoe, cTabuipHoe. YPoBeHb co3HaHus mo mkane ['masro 15 6amnos. Koxubie
MOKPOBBI OJIEHBIE, IIMAHO3 HOCOTYOHOTO TpeyroisHuka. HocoBoe npixanue 3atpyaneno. Ha nmepengneit
OpIOLIHOW CTEHKE MOcIeonepanuoHHblii pyoer. CHMITOMBI «4acOBBIX CTEKOM» U «OapabaHHBIX
najnouex». Buaumele cnu3uctbie 000109Ku: po3oBeie. [10AK0KHO — )KUpOBas KieT4aTKa pa3Bura ciado,
pacripezneneHa papHoMepHoO. JlumbaTtuueckue y3ibl: He yBenudeHbl. [ pyaHas kiaetka 604Koo0pa3Hon
¢dopmbl. [1epkyTOpHO J1€rouHOM 3ByK ¢ KOPOOOUHBIM OTTEHKOM. AYCKYJIbTaTUBHO — JbIXaHHUE KECTKOE,
BBICITYILIMBAIOTCA Pa3HOKAJIMOEpHbIE XPUIIBI C JIBYX CTOPOH. ['paHuUIlbl OTHOCHUTENIBbHOH cepaeuHomn
TYIOCTH: JIeBasg — IO CPEIMHHO — KIIOYMYHON JIMHUHU, BepxHsAs - 3 pebpo, mpaBas — cepeiuHa
PaCCTOSIHUS MKy MapacTepHAIbHON JIMHUEH U MTPaBbIM KpaeM IpyAuHbl. TOHBI ceplia NPUTITYIIeHb,
CHUCTOJIMYECKUM LITyM Ha BEPXYIIKE.

JKuBoT yBenuueH B pazmepax, MOAB3AYT, MPH Malblalii 0e3007Ie3HEHHBIN, MeYeHb + 3 cM u3-
noJ Kpast pebepHoi AyrH, Kpail TUIOTHBIN, TOBEPXHOCTD IJ1aJIKas, cele3eHka He naiabpnupyerca. Ctyn 2-
3 pa3a B CyTKM, OOWJIbHBINA, 3JIOBOHHBIM C MPUMECHIO >KUPOBBIX Kallelb, «3aMa3Ko0Opa3HBIi».
Mouencnyckanue cBoboaHoe, 0e3005e3HeHHOe. MeHUHTeallbHble CUMITOMBI: OTPULIATEIbHBIE.



Pe3ysibTaThl 10NOJTHUTEIbHBIX METOA0B 00C/IeI0BAHUS:

O6mmii ananus kposu: RBC — 3,4 x 10/, MCV - 78 fl, HGB - 116¢/l, MCH - 31pg, MCHC —
27%, RDW- 12%, HCT — 44%, PLT — 36,0 x10%1, WBC — 8,59x10%/I, netirpodust /s - 3%, ¢ - 15%,
1 -68%, M - 6%, 303uHOPMIBI 2%, COD - 8 MM/Uac.

OAM: uBet xenteiii, yaensHbid Bec: 1005, nefikorutsl 2-3 B 1/3p, spurpouutsl 0-1 B 11/3p,
SMUTENHH MI0CKHi 2-3 B 11/3p., 0€I0K OTp., TIF0K03a OTp., peakuus pH 6,0.

Buoxumunuyeckue aHaau3bl KPOBHU: oOmmii  Oemox - 63 1/, ansOymmn 459 /7,
I'TT 10 e/n, JIAT 252 e/n, AJIT 36 e/n, ACT 33 e/n, LD 346 e/n, CPb ++, xonecrepun 2,83 MmoIb/1,
Kanmui - 4,58 MMOJIb/1, HaTpu#t - 145 Mmoute/1, Kaneiuii 2,4 MMob/i1, Maraui 0,85 MMoITb/mI.

IMankpeaTuyeckas 3jacTa3a Kaja: MeHee 15 MKT 1/3KB.

XJ10puabI mota: 92 MMOIB/.

Konporpamma: 3anax cneuuduyeckuii, IBET CBETJIO-KOPUYHEBBIN, JeikonuThl 1-0-2, peakuus
Ha CTePKOOUJINH MOJOKUTENbHAS, KUPHbIE KHUCIOTHl HE3HAYUTEIIbHOE KOJMYECTBO, )KUP HEUTpaIbHbIN
00HapyKeH, KOHCUCTEHLIUS MSTKasl, PO KeBble IPUObI HE3HAUUTEIbHOE KOJIUYECTBO.

Bakrepunosoruyeckoe muccjieoBaHHe HOCA HA a’poOHbIe U (PaKYyJIbTATHUBHO-aHAIPOOHbBIE
MHMKpooprann3mbl nHAeHTUuKanuei: S.aureus 1,0 x 10*6, Moraxella catarrhalis 1,0 x 10*6

KT-uccienoBanue OpraHoB TrpyIHO#N KJIETKHM: YCHJICHHE JIETOYHOTO PHUCYHKA, YYaCTKH
TUHEHHOTr 0 MHeBMO(udpo3a.

Y3U OprouHoi MoJIoCTH: MeYeHb YBEIMYEeHA 3a CUeT JIEBOM JOJIM, YIIJIOTHEHA, HEOAHOPOIAHA.
[Tomxkenymounas sxene3a — 15 x 12 x 22 mmM, yBenaudeHa, mudPy3Ho yraoTHeHa. XK erdHblid my3biph S —
o0pa3Hoii popmbl, ¢ IIOTHEIMU cTeHKamMH. Cese3eHKa He yBelnuYeHa.

IXO-KI": otkpeiTOE OBasibHOE OKHO 1,2 MM. Perypruranus TpuKyCnuaaJIbHOTO U MUTPAJIbHOTO
KJIanaHoB | cTeneHu, reMoJUHAMUYECKH HE3HAUNMAs.

BeicTaB/1eH OKOHYATEIbHBIH AHATHO3:

OcHoBHoIi: MykoBuCIINI03, cMemTanHas GopMma. Tspkenas maHKpeaTHyecKass HeJOCTaTOUHOCTb.
Xponunueckuit o0cTpykTuBHBIM OponxutT. JHH 1 crenenn. BpoxxaeHHas HH3Kas KHILEYHAs
HEMpOXOJUMOCTb, MEKOHUEBBIN Uieyc. benkoBo-aHepreTnueckast HeIOCTaTOYHOCTh CPEeIHEN CTEMEHH.
Onuzox  nceBao-bapprep  cunHapoma B aHamHe3e.  MHKpOOMOJIOTMYECKMH  JMarHos3:
untepmutTHpyrommii BeiceB Klebsiella, Pseudomonas aeruginosa, Moraxella catarrhalis. Xpouundeckuit
BbeiceB Staphylococcus aureus. I'enernueckuii quarnos: delF508|delF508.

ConyrcrByromuii: BIIC: OOO (1,2 mm). HK-0. Tlepunaransnoe nopaxenue [{THC cmemannoro
re’esa. 3aiep>kka ICUXOMOTOPHOTrO U (PM3NYECKOr0 pa3BUTHS.

IMTanuenT Hayaa moy4ars TapreTHyio tepanuio (Tpuxkadgra).

Bonpocsr:

1. Heob6xoammo i1 JaHHOMY MAIMEeHTy MPUCBOUTD NaIMAaTUBHBIN cTaTyc? [lepeuncnure rpymnibl
MaJUIMaTUBHOTO CTaTyca.

2. Kaxkas Ga3zucHas Tepamnusi Ha3Ha4aeTcs pH JaHHOM 3a00sieBaHIH?

3. Kakoil MeIMIMHCKUN JOKYMEHT JOJDKHBI OBITh IMPEIOCTABJIICH yY4aCTKOBOMY INEIHATPY W
NaJUIMaTUBHON CITYKObI?

4. Ilopsimok ocyIecTBICHUs HAOIIOACHUS 3a PEOCHKOM ITOCIIE BBIMUCKY U3 CTAallMOHAPA.

5. Tokazano mu pebGeHKy nomnonHuTeNbHOE nutanue? IlepednciuTe BO3MOXKHBIE BapUAHTHI
JIOTIOJTHUTEIHHOTO MTUTAHUS TTPU MYKOBHCITUI03E.



OTBEThDI:
1. MHa. [TanueHT oTHOCUTCS K 3 IpyMIe NauIMaTUBHOIO CTaTyca.

['pynnel manauaTUBHOIO cTaTyca:
I'PVIIIIA I. [IporHo3 kpaiiHe HeGJaronpusTHbINA, CMEPTh BO3MOXKHA B OJvbKaiiiiee BpemMs
JIETH C TSKEJbIMU, OrPAaHUYMBAIONIMMHU KHU3Hb 3a00JI€BaHUAMHU B TEPMUHAIBHON CTAANHU.
MenuuuHcKas IOMOIb TpeOyeTcs OrpaHUUYEHHOE BpeMs.
I'PYIIIIA 1II. IIporao3 HeGIaronpusTHBINA B OTAaTICHHOM MEPHOAE JETH C XPOHUIECKUMU
MPOTPECCUPYIOLMMH U YTPOXKAIOUIMMM  KM3HH 3a00JIEBaHUAMHU, IPU KOTOPBIX
MpeXxaeBpeMeHHasi CMepTh Hen30exHa, HO IPOTHO3UPYETCS] B OTHOCUTENBHO OTAAIEHHOM
IIEpUOJI€ NpPU YCIOBUHM NPOBEACHUS OMNPENEIECHHBIX NAJUIMATUBHBIX M KypaTHUBHBIX
MeponpusTuii. Moryt ymepers B AE€TCKOM BO3pAacTe BHE3AIMHO OT OCIOXKHEHUHN Oone3Hu
WM OT COMYTCTBYIOIIMX 3a00JI€BaHUM, UM TIEPEUTH BO B3POCIIbII BO3PACT, WM JOKUTh
70 TEPMUHAIIBHOM cTajuu 3a0oseBaHMs U nepeitu B rpynny I. MenunuHckas nomouis
OKa3bIBAE€TCA C MOMEHTA IOCTAHOBKHU JAMArH03a JJIUTEIBHO.
I'PVIIITA III. [TporHo3 He siICeH IETH C YIPOXKAIOIIUMH KM3HU 3a00JICBAaHUSIMU, HMEIO LI
HEOIpeAEICHHbIN POrHo3 (HanpuMep, ¢ OpOHX0IEero4HO AnCIIa3nel, C MOCIeACTBUIMU
UYMT u ap.). MoryTt ymepeTb B AETCKOM BO3PACTE BHE3AITHO OT OCJIOKHEHUH 00JIE3HU UIIH
OT CONYTCTBYIOLIMX 3a00JI€EBaHUH, CHATHCS C yueTa Wiu nepeity B rpynmny Il nim B rpynny
|. Ilomomp Oka3bIBaeTCs OrpaHUUYEHHOE BPEMs, IIPU CTAOMIIM3ALUN COCTOSHMS MallUEeHTa
— CHATHE C HAOIIOICHUS.

2. ba3suchas Tepanus: aHTHOaKTepHalbHBIE CpEACTBA HpHU O0OOCTpeHHH, (QepMeHTHas
tepanus (Kpeon), mykonutuueckas tepanus (JlopHaza Anbda), nHransmuoHHas Tepamnus
TUIEPTOHUYECKUM pPAacTBOPOM XJIOpUJA HaTpus, OpPOHXOIMTHYECKas Tepanus Ipu
HaJIU4uu OpOHX000CTPYKIMH, IPErapaThl ypCoae30KCUX0IEBON KUCIOTHI.

3. BrigaeTcs BbIIMCKa U3 MEAMIIMHCKON JOKYMEHTAIMH MTallUEHTa, B KOTOPOIl YKa3bIBaIOTCS

PEKOMEHIAIUH 110 JajibHENIIeMy HaOII01€HHIO, JICUYEHHUIO, B TOM YHCJIE 10 OPraHU3aIiH
pecnupaTOpHON MOIACPKKM M yXo/la B aMOyJaTOpHBIX ycloBHAX (Ha nomy). Komus
YKa3aHHOW BBIMMCKU HANpaBJSIETCS] B MEAMIIMHCKYIO OpPraHU3alllio, B KOTOPOW MalueHT
MOJIy4aeT MEPBUYHYI0 MEIMKO-CAHWTAPHYIO IMOMOIb, U MEAUIUHCKYIO OpraHU3aIUIo,
OKa3bIBAKOINYI0 MNAUIMATUBHYI CHELUAIM3UPOBAHHYK0 MEIUIMHCKYI0 IIOMOIIb B
aMOynaTOpHBIX yclOBUSX. B Teuenume 2 paboumx AHEH MOCiE BHINUCKU TMalleHTa
MEIMIMHCKAs OpraHu3alys, NOIy4YUBIIasi HHPOPMALMIO O MAalUEHTE, HYXJaloleMcs B
OKa3aHWM NaJUIMATUBHOM MEIULMHCKOM IMOMOIIM, OPraHU3yeT MNEPBUYHBIA OCMOTP H
JanpHelee Ha0It0IeH e MalueHTa.
IIpu poctwkeHHM peOEHKOM, MOJIYYAIOUIMM MaUIMATUBHYIO MEIUIMHCKYI ITOMOILb,
Bo3pacta 18 ner ¢ menplo obecreueHHs MPEeeMCTBEHHOCTH OKa3aHUs MaJUIMaTHUBHOM
MEIULUHCKON ITOMOIIMA BBIIMCKA M3 €0 MEJUIIMHCKOW TOKYMEHTALlUHM HAIIpaBJIIETCS B
MEIUUUHCKYIO OPraHM3alHi0, B KOTOPOM MAaUUEHT I0Jyd4aeT IEepPBUYHYI0 MEIHUKO-
CAaHUTApHYIO IIOMOIIb, a TaKXe B MEIUUUHCKYIO OPraHH3alyi0, OKa3bIBAIOIIYIO
NAJUTMATUBHYIO  CHELHAIU3UPOBAHHYI0 MEIULUHCKYI0 TIOMOIIb B aMOyJaTOPHBIX
YCIIOBUSX B3POCIBIM, He MeHee 4eM 3a 90 paboumx JHEH 10 NOCTHXKEHUS PEeOEHKOM
Bo3pacrta 18 jer.

4. Tlnan oOcnemoBaHus exekBapTanbHblii: anTtpornomeTpust, OAK, OAM, komporpamma,
cnupomerpus (¢ 6 jer), npoda ¢ OPOHXOIUTUKOM, MUKPOOHOIOTHYECKOE UCCIIeIOBAaHUE
(Ma30K c 3agHEll CTEHKM IJIOTKM, HOCA, MOKPOTa), KOHCYJbTallUs JAUETOJIOra, KUHE3UO
TepaleBTa, IyJIbMOHOJIOra, racTposHTepoiora, jop - Bpaya. KT, perntrenorpagus OI'K,
VY31 OBII no nokazanusaM. Ilnan oOcrnenoBaHus €KEroAHbIN: OMOXMMUYECKUN aHAIU3
KPOBH, JIMIIUJIOTPaMMa, KOaryjaorpaMma, >khpopacTBOpUMbIe BUTaAMUHBL. [10ceB MOKpPOTHI
Ha ¢uiopy dyBcTBUTENbHOCTh K ABT, mankpeaTuyeckas snactas3a Kaja, peHTreHorpadus
nm KT OI'K. OpaibHblil TIIFOK030TOJIEpaHTHBIN TeCT AeTsaM ctapiue 10 ner.
KoHcynpranuss  aumerosnora, OTOPMHOJAPUHIOJOra, ImcuxoJsiora. JleHcurtomerpus,
O6oaumneTusmMorpadus.



OcMOTpBI MaJNTHATUBHOM CITY>KOBI: 00s3aTENbHBINA MEPBUYHBIA OCMOTp B MEpPBbIE 2 IHSA
I10cJIe BBIIMCKY U3 cTallMoHapa. [lanee mo He0OX0AMMOCTH KOPPEKLIMH Tepanui, noadopa
CpencTB it 00€300IMBaHUs, @ TAKXKE MTPU HEOOXOUMOCTH TOCITUTATIM3AIIUN B CTAI[MOHAP.
Ha. Cmecu Hyrpuen nynemo, Hyrpuen crannapr, [lenna Illyp ¢ nuiieBsiMu BOJIOKHAMH,
Hytpunpunk, Hyrpuson, [lenramen, @pu3yOuH NpOTEHH U APYTHE.



CUTYALUOHHAS 3AJTAYA 4
Uncrpyknusi: O3HAKOMBTECH C CUTYAIIUEN U JIAUTE PASBEPHYTBIE
OTBETbI HA BOITPOCHI

Manpuuk M., 4,5 mecdla, HaxogUTCAd B OTACICHUU IATOJOIMU HOBOPOXKIAEHHBIX H
HEJIOHOIIEHHBIX IeTel MIercKod OoapHuIBLl ¢ auarHoszoM «HemonomeHHOCTs 26 Heoensb.
[TocTkoHnenTyanbubli  Bo3pact 44 Henenu. Tsbkenoe cmemanHoe nopaxenne [[HC.
bponxomnerounas nucruiasus, TSKEI0€ TeUEHHE, XPOHUUECKasl IbIXaTelbHas HEAOCTaTOUYHOCTS ||
CTENEeHH. XPOHUYECKUN TPaXECOKAHYIIAP.

W3 aHaMHe3a H3BECTHO, UYTO peOCHOK OT 370pPOBBIX poauTesnel; OepeMeHHOCTh 1,
npoTekaBias Ha (poHe yrpo3bl npepbiBanus B 12, 16 Hemenb, yrpo3sl NPEKIEBPEMEHHBIX POJIOB
B 20 Henenb (KEHIIMHA HaXOWIach Ha CTallUOHAPHOM JiedeHuH). Poxbl 1, mpexx1eBpeMeHHbIE B
26 Henenb, camocToATeNbHbIE. 1-if mepuog — 4 yacoB 30 MuUHyT, 2-i1 - 20 MUHYT, O€3BOAHBII
MPOMEXYTOK - 4 yaca. Manbuuk! Bec npu poxxaenun 670 rp, niauHa tena 31 cM, OKpyKHOCTb
rosoBel 23 cM. Onenka mo mkaie Anrap 3-5 6anos.

ManbuuK HaxOIMJICA B OT/IEJIEHUN PEaHUMAllMd U UHTEHCUBHOM Tepanuy HEeIOHOIIEHHbBIX
3 mecsaua c nuarHosoM «PecnupaTopHblil gucTpecc CHHApPOM Tsbkenod creneHu. Mubekuws,
cneunuuHas Uisl MEpUHATAIBHOrO Mepuoia. DKCTpeMajabHO HuU3Kas Macca Tesa. KpaitHsas
He3peJsiocThb». B TeueHue 3Toro BpeMeHu y pedeHka pa3Builach Tsbkesas (popMa OpoHXO0JIerouHon
JUCIIa3uy, NOTpeOoBaBIas JJIMTEIBHOW pecnupaTopHoil mnoxiepxku. [lanee pedeHoOk
IEpEeBECH B OTJEJIEHUE MATOJIOIMU HOBOPOXKJEHHBIX JIeTed, IJ€ MpOBeldeHa JedcKajanus
pecnupaTopHON moaAepKKU A0 monayn O2 yepe3 TpaxeocToMy 2 JI/MHH.

Ha momeHT ocMoTpa cocrosiHue pebeHka cpeaHeTsbkenoe, ctabumpHoe. Bec 3120 rp.
Heixanue camocrositensHoe, Y/ 10 52 B MuH., KOxka 6J1eTHO-PO30Bast MPU MOCTOSHHOM TOTAllUN
nonosiHuTenbHOro O2 2 j1/MuH uyepes3 TpaxeoctoMy A nojaepxkanus Sa02 > 90%. Catypauus
kuciopoaa B nokoe — 94-96%, 6e3 naun gonosHuTenbHoro O2 manaer o 82-85%. Ilurtanue
MOJIHOCTBIO 30HJIOBOE (Ha3oracTpajbHbBIM 30HI), Y peOCHKa HMMEIOT MecTo OyiabpOapHbIe
HapymieHusi. PebeHok B Bece mpubaBisier cTabuibHO. OlleHKa (PU3HUECKOro pasBUTHS MO
Intergrowth-21: Bec z -0.2; nimuna z -0,6, Oron z +0,3.

CoyuanvHoli cmamyc: MaJabuuK TPOXKUBAET C MAMOW B YaCTHOM JIOME B HEOOJIBIIIOM IOCEIIKE.
brmmxaiimas paitonnast 6onpHuIIa — B 30 KM. YYacCTKOBBIM MeAHaTp MocemaeT pedeHka pas B
Heznenmo. Mama, He paboTaeT, yxakuBaeT 3a peOeHKoM ofHa. CeMbsl UCIBITHIBAET (PMHAHCOBBIC

TPYAHOCTH.

Pe3yabTaThl JONMOJHUTEIBHBIX METOIO0B 00CIEJOBAHUS

OO0mmii ananus kposu: RBC — 2,4 x10*/I, MCV - 83 fl, HGB - 90g/l, MCH - 31pg, MCHC
— 25%, RDW- 13,7%, HCT — 40%, PLT —310,0 x10%1, WBC — 10,9x10%1, /s - 3%, ¢ - 15%, 1 -
68%, M - 6%, COD -12 mm/4ac.

Koaryaorpamma: kaomiaoBoe Bpems - 50" (Hopma - 40-60"), AUTB -45" (nopma - 40-60"),
npoTpoMOuHOBOE BpeMs 1o Keuky - 13" (HopMma - 12-15"), tpomGuHOBOE Bpemst - 30" (HopMma - 28-
32").

BuoxumMuyeckuii aHaM3 KpPoOBH: 001viA 0emoK - 48,4 /71, OMmMpyOuH: HEMpsMOi - 20MKMOITB/JI,
TPsIMOH - HET, MOYEBHHA - 4,2 MMOJIB/JI, KaJmi - 4,8 MMoJib/1, Hatpuid - 140 mmonw/n, AcT - 30 en.,
AnT -32 en.

KucnorHo-ocHoBHOe cocTosinue kpoBu: pO2 -45 mMm pr.ct., pCO2- 55 mm pr.cr., pH - 7,35, HCO3:
30 mmonb/i; BE+S MMons/i

3axiarouenue IxoKI': T'uneptpodus mumokapna JDK. AopranbHas peryprurtanus |
crerienu. umactonmmueckass nuchynkius JOK ¢ mapymenmem penakcanuu. CokpaTHTeNbHAs
crmocoOHOCTh MHOKapaa gocratouHas. Cucromuueckoe nasienue JIA 41 mm pt ct. OO0 3,8 Mm.
JXKuakocTy B MONOCTH IEpUKap/Ia He BBISBICHO.

3aki0ueHHe KOMIBIOTEPHOH TOMOrpaguu OpraHoB rpyaHoii kiaerku: KT-npusnakn
TSDKENo OPOHXO0JIETOYHOM JUCIIa3uu ¢ GOpMUPOBAHUEM OYIIe3HO -(DPMOPO3HBIX U3MEHEHUH 110
TUIy «COTOBOTO Jierkoro», AuQ¢y3Hol OpOHXOIKTaTUYECKOW OO0Je3HH U BBIPa)KEHHOU



BO31yLIHOM JioBymkU. KapTtuHa cootrBeTcTByeT xpoHudeckoi craguu BJIJ[. Kapamomeramusi.
Tumomeranus 3 CTENeHH.

Bonpocsr:

1. [TokaszaHna ju peOeHKY NajuIMaTHBHAS TTOMOIIb?

HazoBute kpuTepuu npucBOoCHUS NAJTHATUBHON TTOMOIITH?

2. CocTaBbTe aNropuTM JEHCTBUI U1 oOecrieueHus: peOeHKa KUCIOPOIHBIM KOHIIEHTPATOPOM
Ha JIOMY.

3. Kakue kimo4yeBble MOMEHTHI I0JKHBI OBITh OTPaKEHbI B BBIIKMCKE U3 CTAllMOHApa JJIs
Yy4acTKOBOTO MeANaTpa 1 MauIMaTUBHOMN CITyKObI?

4. Ilopsinok ocyiiecTBiIeHNs HaOMOAeHUS 32 peOEHKOM Ha JOMY B IIE€pBbIE 2 HEIEIH 10CIIe
BBIIMCKH U3 CTallMOHApA.

5. Iloka3aHa m MMMyHHU3alLus NaauBU3ymMadbom (cuHaruc)?

OTBeT HA CHTYAIHOHHYIO 3a1a4Yy:

1. KpuTepuu roToBHOCTH NAIMEHTA U CeMbH K MePEeBOY HA JOMALIHIOK0 NAJIHATHBHYIO
NMOMOIb.
A) MenunuHcKas cTaOuIbHOCTD:

v CocrosiHue pedeHKa CTaOMIN3UPOBAHO, OCTPBIE COCTOSHUS KYITUPOBAHbI.

v" Omnpenened u crabuieH 0a30BBI PEKUM KHCIOPOAOTEpanuu (IOTOK, HEOOXOqMMast
caTtyparusi).

V' OTperyiupoBaH peKUM MUTAHUS U THIPATAIMH.

v' CocraBieH ¥ COINIACOBAaH IUIaH CHMIITOMATHYECKOW Tepamuu (Hampumep, IJis

KYITUPOBAHUS OJIBIIIKH).

ObecneueHHOCTh 000PY/IOBAHHUEM U PACXOAHUKAMHU.

IlonoOpan ¥ pgoOcCTaBlI€H MO MECTy JKMTEIbCTBA KUCIOPOAHBIM KOHIIEHTpPATOp C
3asiBJIEHHBIMU XapaKTepUCTUKaMHU (TIOTOK He MeHee 6-7 JI/MUH, YBIa)XKHUTEIb, 3al1acHbIE
GuIbTPHI).

v Wmeercst pe3epBHBII HCTOYHUK KHCIOPO/Ia (KUCIOPOIHbINA Gauion) Ha 24 -48 4acos.

v Cembst o0ecrieueHa myJIbCOKCHMETPOM ISl KOHTPOJIS CATyPAIliH.

v OGTOBOPEHBI CPOKH CMEHBI TPEXEOCTOMBL.

Bb) O0y4eHHOCTh CEeMbH:

v Mama mnponuia TOJHBIM HWHCTPYKTaX M TPOJAEMOHCTPHPOBAia HaBBIKK: padora ¢
KOHIIGHTPATOPOM, YXOJ 32 YBIQXKHUTEJIEM U TPaxeocTOMOM, HCIIOIb30BAHUE PE3EPBHOTO
OaoHa.

v' Mama oOyueHa mpaBmiaM yxoja (TyaseT Hoca, Koxu), ocHoBaM JIOK (moctypaibHbiii

JPEHAXK), KOPMJICHUIO Yepe3 30H/I.

Mama obOydeHa pacno3HaBaHHIO "KpacHbIX (hyaroB" (yCHJICHHE OJBIIIKH, U3MEHCHHE
[[BETa KOXHU, BSUIOCTh, OTKa3 OT €7Ibl) M 3HAET, KyJa U KOMY 3BOHUTD B ITUX CIIy4asiX.

B) OpranuszainrionHasi TOTOBHOCTb:

Ha3naden KypaTop 13 NaJsIMaTUBHON CITYXKOBI.

Hanaxxena cBsi3b ¢ yuactkoBeIM neauatpoM u @ Allom, UM nepenana BbIIKCKA.
CocraBnen u cornacoBal "[1yaH AelCTBUI IPU HEOTIOKHBIX COCTOSIHUAX " JIJIS1 CEMBHU.
Pemen Bompoc ¢ o0ecrieueHneM pebeHKa JeKapCTBEHHBIMU TIpernapaTaMH.

ANIAN

<

ANANENENEN

2. CocTaBbTe AJrOPUTM JeiicTBUIl 115 00ecnieueHHs peGeHKa KHCJI0POIHBIM
KOHLIEHTPATOPOM Ha I0MY.

1) Bpau cranuoHapa/mamiMaTiBHON ¢y 0bl: @OpMyIHpYyeT MEIUIIMHCKUE TTOKa3aHUS U
oopmisier opurnmanpHoe HanpaBnenue Ha obecnieuenne TCP (Texanueckum CpencTBoM
Peabunurarun).



2) ConuanbHblil pabOTHHUK/CHIEUANNCT MaJTTHATUBHON CITY>KOBI:

- [Tomoraet cembe moaath qokymMeHThl B @onp conransaoro crpaxoBanus (OCC) ms
MOJTy4eHHs] KOHIIEHTpaTOopa 3a CYeT roCyAapCcTBa.

- [TapannensHo, nogaer oOpalieHre B 6J1aroTBOpUTEIbHbIE (OHIBI
3) braroTBopuTEeNnbHBIN (OHA: OIEHUBACT 3a5BKY, IIPU MOJOKUTEIBHOM PEIICHUH 3aKyTaeT ’
JOCTaBJISIET KOHIIEHTPATOP CEMbE, TMNOO MPEJOCTABISAET €r0 BO BPEMEHHOE MOIb30BAHHUE.
4) IpencraBuTellhb KOMIAHUU-TIOCTABIIMKA O0OPYIOBAHHUS: TOCTABIISAET, yCTAHABIUBACT
obopynioBaHue, MPOBOAUT 0OyUeHHE MAaTEPH Ha JAOMY.
5) Kypatop nayumaTtuBHON CITy»KOBbI: OCYIIECTBIISIET KOHTPOJIBHYIO CBSI3b MOCIE YCTAHOBKH,
4TOOBI YOEIUTHCS, YTO Mama BCe TOHsJIa U 000pyI0OBaHHE paboTaeT.

3. Kakue ki110ueBble MOMEHTHI 10JI:KHBI OBITH OTPaskeHbl B BHINMCKE U3 CTAMOHAPA /151
Y4aCTKOBOI'0 NeAMATPA M NAJJIHATHBHOM CIyXKO0bI?
* Yerkuil AuarHo3. YkazaHue, 4To peOeHOK SIBISIETCS MaNIMaTUBHBIM MAIUEHTOM.
=  PexXuM KUCIOpPOIOTEpaAu:
= Bazossrii: [ToTok 3 n/muH, neneBas SpO2 B mokoe 88-90%.
= [Ipu Harpy3ke (KOpMJI€HHE, aKTUBHOCTb): YBEJIMYHUBATh OTOK 10 5-6 JI/MUH.
= [leneBble 3HaueHus: [loguepkHyTh, 4TO AJI JAHHOTO ManKeHTa HopMaiabHO 88-90%, u He
cienyer ctpeMuthbes K 95-100% (puck rumepokcun).
= Jlnan cumnromaTuueckou Tepanuu: KoHKpeTHbIe npenapaTsl 1 KyIUPOBAHUS OJbIIIKH,
CXEMa UX IPUMEHEHUSI.
* [Inan nuTaHus: O0ObeM M THI CMECH, PEXKHM 30HAOBOTO KOpMIICHHSI.CPOKH pELICHHS
BOIPOCA O MOCTAaHOBKHU TaCTPOCTOMBI.
= "[Inan nelcTBUM NpU yXyILIEHUHU":
v Uro menarts pH MaJ€HUN CATypaluu HIKe 85%
v' "Kpacusle (aaru", TpeOyrolIue CpOYHOro BEI30Ba CKOPOI/CBA3U ¢ BPAuOM: YCUJIEHUE
LI1aHO3a, HE KYIIUpYyeMas OJIbIIlIKa, pe3Kas BAJIOCTb, OTKa3 OT €1bl U IIUTHSI.
v" Kontaktel otBercTBeHHBIX: ®MO 1 TenedoHBI Jeyaniero Bpaya CTalMoHapa,
KypaTopa MaJjIMaTUBHOMN CITyKOBI.

4. ITopsinok ocymecTBIeHUS HAOMI0eHUS 32 pe0eHKOM Ha 10MY B IlepBbIe 2 HeJeJIn mocJjie
BBINMCKH M3 CTALMOHAPA.
Jennb 1-2 mocjie BHIMUCKM:
Kro: Bpau nim mezacectpa najuinaTuBHOM ciyK0bl (Bbl€3/1Has Opurazaa).
= JledictBue: OuHbIi BU3UT Ha A0M. KOHTponb cocTossHMs peOeHKa, MpoBepKa
IPaBUIBHOCTU HCHOJb30BAHUA OOOPYAOBaHMsS, OLEHKA YCIOBMH, MOpaibHas
HNOJJEPKKA MAMBI.
E:xexHeBHO B NIePBYI0 HeleI10:
Kro: KypaTop nainuatuBHOM Ci1yKOBbI.
= JlelicTBuE: €XeIHEBHbIN Tene(OHHBIN/MECCEHI)KEP 3BOHOK Mame s OLEHKHU
COCTOSIHUS AJIMHBI, OTBETOB Ha BOIIPOCHI, KOPPEKIIMH PEXHUMA.
Hepneas 2:
KTto0: YuacTtkoBsliif nenuatp (mpyu HEOOXOAMMOCTH C BBIE30M Ha JIOM).
= JlelicTBHE: OUHBIN OCMOTP, OllEHKA JUHAMUKH.
Kpyraocyrouno:
Kro: mama.
= JlelicTBUE: €XEAHEBHBIII MOHUTOPUHT COCTOSIHUS, BEIEHUE JHEBHUKA (caTyparus
B TIOKOE/TIPH Harpy3Ke, 00beM CheJeHHOM MUIIH, TTHU30/1bI OBIIIKHN).
Kypartop nannmnaTUBHON CITyXKOBbI:
= JleiicTBHe: KOOpAMHAIIMS BCEX YYACTHHMKOB, CBSI3b C (POHAAMHU JUIS PEIICHHS
BO3HUKAIOIIUX MTPo0sieM (HeXBaTKa pacXOAHUKOB U T.1.).



S.AMmyHH3anus NAJIUBU3YMa00M (CHHATHUC), IOKA3aHUA U CPOKHU IIPOBEICHUS.
IMoka3zanms: npoguiakTuKa TXKEI0H MHPEKIUN HIDKHUX bIXaTeNbHbIX yTeH, BbI3BAHHOM
pecrnupaToOpHbIM CHHIMTHAILHBIM BUpycoM (PCB), y neteii ¢ BeicokuM pruckom 3apaxenus PCB
U CO CIENYIOUIMMU MTOKAa3aTesIMU: JIETH B BO3pAcTe 10 6 Mec, poKIeHHbIE Ha 35-i1 Hex
OepeMEeHHOCTH WK paHee; JIeTH B BO3pacTe 10 2 JIeT, KOTOPBIM TpeOoBasloCh JeYEHHE 110
MOBO1Y OPOHXOJIETOYHON AUCIIIA3UH B TEUCHHE OCISTHUX 6 MeC; 1eTH B BO3pacTe 10 2 JIEeT ¢
reMOJUHAMHUYECKH 3HAYMMBIMU BPOXKICHHBIMUA IIOPOKAMHU CEPALIA.

Cxema MpUMEHEHHsI COCTOUT U3 S(MUHUMYM 3 -X) UHBEKIIHUI NpenapaTa, IPOBOJIUMBIX C
MHTEepBaJioM | Mec B TeUeHHE CE30HHOT 0 o IbeMa 3abo1eBaeMocTH, Bbh3biBaeMoit PCB.



CUTYAIIMOHHAS 3AJTAYA 5
Uncrpykuusi: O3HAKOMBTECH C CUTYAIIUEN U IAUTE PA3BEPHYTBIE
OTBETbHI HA BOITPOCHI

Maisuuk B, 6 mecsiieB

JKanobwl: Ha 9acTyro pBOTY, OOIIYIO c1ab0CTh, BRIPAKEHHYIO CYXOCTh KOYKHBIX IIOKPOBOB, TJIOXYHO
npubaBKy Macchl.

Anamues owcusHu: peOEHOK OT TeEpBOH OEpeMEHHOCTH, MPOTEKaBlIeW C IUIalleHTapHOI
HEIOCTaTOYHOCTHIO, HEHPOIUPKYJIATOpHAS IUCTOHUS IO cMemaHHoMmy Ttumy. Poxsl 1, cpounsble.
I'ecrammmonnsiii cpok 38 nHenmenb. OIIA 8-9 66. Macca npu poxaenun 2750 1, nmuHa 51 cm.  Ilo
pe3ynbTaTaMm HeoHatalbHoro ckpuHuura - UPT 140 mr/mi, noroBas npoda meronom NANODUCT — 98
MMOJIB/J, TIPOBEJEHO MOJIEKYISIpHO-TEeHEeTH4Yeckoe wuccinenoBanne wmyrtauuid B reHe CFTR:
delF508|delF508.

Anamnez 3abonesamus: B BO3pacTe 2 MecsleB y peOeHKa YCTaHOBJEH JHMArHo3:
MykoBucuuao3, cMemannas ¢opma. I'enernueckuit quarnos: delF508|delF508. Mansuuk 3aHeceH B
pEerucTp MO MYKOBHMCUMIO3Y, Ha3HaueHa Oa3ucHas Tepanus: JopHa3a anbda (TuUrepasa),
BUTAaMUHOTEpAIINs, KHHE3UOTEPAIHsl, pEKOMEHI0BAaHO JUCIIaHCEPHOE HAOII0AEHNE B MTOIUKINHUKE 110
MECTY JKUTEJIbCTBA, HAOJIIOJJEHUE B PETHOHAIBHOM LIEHTPE MyKOBHCLHI03a. B Teuenue 4 mecsieB Ha
¢oHe Ha3HaUEHHOW Oa3UCHON Tepanuy OTMevaiach 3aJepkKKa PU3NUECKOr0 Pa3BUTHUS B BUIE IIIOXOH
npubaBKH Macchl. BrllienepeurcieHHbIe KanoObl MOSBUINCH B MEPHOJ] SKCTPEMAIBHO KapKoro JieTa.
Co c110B MaMbl B T€UEHHE MTOCIEAHEN HEeJIeN MAJIbUUK CTajl OY€Hb BSJIbIM, KalIPU3HBIM. ANMETUT PE3KO
CHHU3UJICS, TUTHE MOMEHTAJIbHO BBI3bIBAJIO pBOTY. OOPATUIIHCh B MOJUKINHUKY 10 MECTY KUTENbCTBA,
IOCJI€ Yero peOeHOK 3KCTPEHHO TOCIUTAIM3UPOBaH B PernoHanbHplil EHTP MyKOBUCLIH103A.

Obvexmusnwiti ocmomp: T 37,2 C. UCC: 115 yu. B 1 munyty. YA : 62 B 1 munyty. SpO2: 94 %.

A1 90/60 mm.pr.cT. Onenka mo WHO Anthro Poct: 62 cm (z -2,6). Macca tena: 5,8 xr (z-2,8); UMT (-
1,7).
[Ipy mOCTYNJIEHWU COCTOSHUE TSDKEIOE 3a CYeT CHHApOMAa MaibaOcopOLuu, pa3BUTHS SKCHUKO3a,
OETKOBO-PHEPreTHUEeCKONH HEJOCTATOYHOCTH. YPOBEHb CO3HAaHHMsS To Inkame [masro 14 Gamios.
Manpunk pearupyer Ha ocMOTp Bsuto. KoykHbIE TOKPOBBI OJieiHbIE, BEIpaXKeHHAs CyXOCTh. [10K0XHO
— JKUpoBas KjeTdaTka pa3BUTa cllabo, pachpenesneHa paBHOMEPHO. Typrop TKaHEH CHUXKEH.
[Tepudepruecknx orekoB HeT. Buaumble cim3ucteie 000104KH po3oBble. JlnMbaTHueckue y3ibl He
yBenu4eHbl. bonbmol pomamuok 1,5 x 1,5 cm., 3amagaer. Meimieunsii ToHyc ciabbiii. HocoBoe
JpIXaHue He 3aTpyaHeHo. OJbIlIKa CMEIaHHOTO XapakTepa. [ pyaHas kiaerka 604ko00pa3Hoil GopMblI.
[TepkyTOpHO JIETOUHBIN 3ByK C KOPOOOUYHBIM OTTEHKOM. AYCKYJIbTaTUBHO — JBIXaHUE XKECTKOE, XPHUIIbI
HE BBICIYyIIMBAIOTCS. [ paHUIBI OTHOCUTEIHHON CEpACUHOM TYNMOCTH: BEpXHsA — 2 pebpo, jesas — 1-2
CM KHApY>XH OT CPEANHHO — KJIIFOUMYHOM JIMHUH, IPaBas — [10 NapacTepHalIbHONW JTUHUU. TOHBI cepana
NPUTIYIIEHbI, KOPOTKUM CHUCTOJIMYECKHMI IIyM Ha Bepxylke. JKHBOT yBelnMuUeH B pa3mepax, Mpu
nanbrnanuu Oez6onesHeHHbl. [ledens + 4+4,5 cMm u3-nox kpast peOepHO Iyru, najabIaToOpHO Kpai
anacTuyHbli. Cenezenka He nanenupyercs. Ctyn 1o 1 pasza B cyTku 1o bpucrosbckol mkane tam 2.
Moueuncnyckanue cBo0oHOe. MeHUHIealbHbIE CUMITOMBI OTPULIATEIIbHBIE.

Pe3yabTaThl JONOJHUTEIbHBIX METOA0B 00C/I€J0BAHMS:

OO6mmii anaau3 kposu: HGB — 140 r/n, RBC — 5,9 x10%%/1, MCV — 75 ¢n, MCH — 28 1,

MCHC — 27 r/n, HCT — 48%, RDW — 3,5%, PLT — 317x10%x1, WBC — 15,7x10%1, EO — 3%,

NEUT - 62% (IT - 8%, C — 54%), LYM — 25%, MON — 10%, COD — 2 Mm/4.

OAM: uBeT XenThli, yaeabHbii Bec: 1025, nedikomutel 1-2 B 11/3p, sputporuts 0-1 B 11/3p,
AMUTENNN TIIOCKUH 2-3 B 11/3p., 6€10K OTp., TIFOKO03a OTp., peakuus pH 6,0.

Buoxumunueckue aHaau3bl KPOBHU: oOtmii  Oemox - 60 71/, ansbymmn 37,9 /7,
I'TT 12 e/n, JIAT 260 e/n, AJIT 43 e/n, ACT 35 e/n, II® 356 e/n, CPB 8 mr/n, xonecrepun 3,2 MMOJIB/ 11,
Kamui - 3,4 MMonb/a, HaTpuil - 129 MmMoue/n, Kanbuui 2,4 MMosb/n, maraui 0,85 Mmons/i., xmop 96
MMOJIB/ 1.



KucaorHo-ocHoBHOe cocTosinue: A-aDO2 — 60 mmHg, O2ct - 12,8m/n1, SBC - 22,5 MMob/i1,
HCO3- 23,1 mmous/a, TCO2 — 24,3 mmous/i1, pCO2 — 38,3 mmHg, BEDb (-1,8) mmons/n, BEecf(-2,1)
mmons/a, pH 7,389, RI 1,82, pO2 - 33 mmHg.

IMankpearuyeckas 3jacra3a Kaja: MeHee 35 MKT I/9KB.

Konporpamma: 3amax crneruuueckuii, IBET CBETI0-KOPUIHEBBIH, JeHKkonuThl 1-0-2, peakius
Ha CTEPKOOUJIMH IOJIOKUTEINIbHAS, KUPHBIE KUCIOTH HE3HAUNTEIbHOE KOJIMYECTBO, )KUP HEHTPaJIbHBII
O00Hapy’KeH, KOHCUCTEHIIUS MATKasl, APOXKKEBbIE IPUOBI HE3HAUNTEIILHOE KOJIMYECTBO.

IKI': putm - cunycoBas Taxukapaus, YCC 143 yn/mMuH, 37eKTpuyeckas OChb - HOpMaJlbHas.
anekTpuueckas nozuuus - BeptukaigbHas. [MIIEPTPO®UU: npeobraganue MOTEHIIMAIOB MPaBOro
xkenynouka. BJIOKA/IbI: net, OKCTPACUCTOJINU: Her.

Pentrenorpagpusi OI'K: Jlerkue 0e3 mpu3HAKOB MH(UIBTPATUBHBIX M BHUAWMBIX OYaroBBIX
WU3MCHECHU.

Y3U OpromHoi NMoJOCTH: NEYEHb YBEIMYEHA 3a CUET JIEBOM JJ0JIM, YIIJIOTHEHA, HEOAHO POJIHA.
[Tomxenynounas xene3a — 10 x 8 x 12 mm, yBenuuena, nuddy3Ho yrnotHeHa. JKemdHslil my3sips S —
00pa3Hoil popMBl, C MIOTHBIMH CTEHKAMH.

Bomnpocsr:

1. ChopmynupyiiTe KIMHUYECKUN AUAarHO3, HA30BUTE OCIOKHEHUSI OCHOBHOIO 3a00JI€BAHMUSL.

2. HazoBuTe npuHIUIBl KOPPEKIIMH JaHHBIX OCIOKHEHUH OCHOBHOI'O 3a00JI€BAHMSL.

3. Ouenure ¢pusnyeckoe pa3BuTHE peOCHKA.

4. IlepeyncimTe OCHOBHBIE IIPUHIIMIIBI JIEUEHUS MYKOBUCLIM103a.

5. Jlaiite pekomeHzanuu 1mo NpopuIakTUKe U HAOIIOJEHHUIO 32 PeOEHKOM IOCIE BBIIMCKU U3

CTallMOHAapa.

6. Ilokazano nu peOeHKy JomnonHUTENbHOE nurtaHue? Ilepeuncnure BO3MOXKHBIE BapUaHThI
JIOTIOJTHUTEJIBHOTO MIUTAHUS ITPU MYKOBHCLIUA03€.

7. Kakoii mporso3 JaHHOro 3a00JIeBaHusI.

OTBeTHI

1. OcHoBHoii: MykoBucuumo03, cMmemandas (Gopma. Tspkenmas MmaHKpeaTHUECKas

HenocTarouHOCTh. ['eHeTnueckuii quarnos: delF508|delF508.
Ocaoxuenne: IlceBmo-baprrep  cuHapom — (TMmMOKanMeMwusi,  THIOHATPHUEMHUS,
TUTIOXJIOpEMUs, MeTabonmnueckuil ankanos). benkoBo-sHepreTuyeckas HEIOCTaTOUHOCTh
CpeAHel cTeneHu TshKecTu. JlpIxarenbHast HEJOCTaTOYHOCTh 1 creneHu. MukpouutapHas
aHemus | creneHu.

2. Jleuenue PEKOMEHI0BaHO MIPOBOJUTH npenapaTamu KaJIus XJopuza,
KanuiicoeperalonmMu AUYpeTUKaMH Ui MPOQHUIAKTUKH SJIEKTPOJUTHBIX HapyLICHUH .
[lepopanvroe 88edeHue Xn0puda Kauus 603MONCHO NPU CHUdMceHuu Kkaaus om 3,5 oo 3,0
Mmonw/n, omcymemeuu uzmenenuti Ha IKI. Bhympueennas mepanus - npu CHUdNCeHUU
Kanus Hudxce 2,5 mmonv/n, npu Hamuuu usmenenuu Ha OIKI, npu Onumenvhom
HapyILIEHUU COCTOSIHUSI pebeHKa.

Ipogpunaxmuxa eunoxkanuemuu 1-2 mmonv/xe maccel mena no 7% pacmeopy Kauus
xXnopuda, mepanesmuyeckas 003a 6600UMCS 6HYMPUBEHHO U3 pacyema 2-4 Mmoab/ke u
bonee 8 3a8UCUMOCIIU OM YPOBHSL KAIUS 8 KPOSU.

B Komnnekcnou — mepanuu  UCNONBL3YIOMCA  KaaulicOepezaiowjue — OUYPEmuKu
— cnupononakmon  (off label oOemsm oo 3 nem) wuz pacuema 1-3  me/ke.
Ommena mepanuu nposooumcs NOCMENeHHO, Nocie NOJHOU CMOUKOU HOpMAanu3ayuu
VPOBHS 9NeKMPOIUMO8 8 Kpo8U, Npu CmabuibHblX npubaskax eeca u nood KOHMpOoleM
KOHYeHmpayuu 21eKmpoiumos 8 6eHO3HOU KPOSU.

[Ipu HemocTaTOUHON MpubaBKe B BeCe Yy MAIMEHTOB ¢ MyKOBHCIIUI030M PEKOMEHIYeTCs
OTJaBaTh MPEANOYTEHNE BHICOKOKAIOPUUHBIM CMECSIM, UMEIOIIIUM B Ka4eCTBE KMPOBOTO
kommoHeHTa CIIT m pacTuTenbHbIC )XHPBI B SMYJIBIMPOBAHHON (PopMe, UTO MO3BOJISIET
YAYYIIUTh YTHIM3AIUIO KUpa U CHU3UTH 103y MaHKpearndeckux ¢epmeHToB. Yacroe



IpoOHOoe nuTaHue. PekoMeHI0BaHO Ha3HAaue€HHE CMeceil Ha OCHOBE TI'MJIPOJIN3aTOB
MOJIOYHOTrO OejKa HpU ajieprud K OeslkaM KOpPOBBETO MOJIOKa W BPEMEHHO — IOCIe
orepatuBHOro. CBOeBpeMeHHOE BBE/IE€HUE TPUKOPMOB.

dusnueckoe pa3BUTHE HHU3KOE. benkoBo-sHepeTnueckas HEIO0CTaTOYHOCTh CpeAHen
CTEIIEHHU TSKECTH.

baszucnas  tepamms -  (JlopHasza  ameda/Turepasa), maHKpeaTHH  KarCyJIbl
KHUIIEYHOPAaCTBOPUMBIE B Bune  mukpochep  (Kpeon-10000), IperapaTbl
ypcone30oxcuxoieBoil  Kuciotrel  (Ypcodanbk), aHTHOAKTEpHAbHAs Tepanus Mpu
000CTpeHUH, BHUTaMUHOTepanus (mpenaparbl XoJjeKanblLu@eposia), WHTAIALUOHHAS
Tepamnus runepTOHNYECKUM PaCTBOPOM XJIOPHIa HATPHsI, OpOHXOIUTHYECKAsl TEPAIUs IIPH
HaJIU4uu OpOHX000CTPYKLNHU, KHHE3UOTEpaIIusl.

[Tunry 60s1bHOr0 MYKOBHUCIIU030M, OCI0KHEHHOIO CHHIPOMOM I1ceBro-bapTrepa, Hy)XHO
o0s3aTrenbHO ToxacanuBark. [loTpeOHOCTE B CONMM  YBENIWYHMBAETCS MpPU O0OOCTPEHUU
OpOHX0-JIErOUHOro Mpoliecca, Mpu JIUX0pajake, B KapKoe BpeMs roja.

JUts My1aJieHIIeB, HAXOIALIMXCS HAa TPYAHOM BCKapMJIMBAHUHU, PEKOMEHAyeTCs J00aBeHne
CIIELMAJIbHBIX MOJIOYHBIX CMECE M JONauBaHUE COJIEHOH BOJOW B PEKOMEHIOBAHHOM
MIEANATPOM PEXHUME.

CBOEBpEMEHHO BO3MEIATh IOTEPI0 3JIEKTPOJUTOB Yy TAIMEHTOB C JKEIYJ0YHO-
KMILIEYHBIMU PacCTpOiicTBaMu, 0COOEHHO B kapkoe Bpems rozna. KoHTponupoBars ypoBeHb
IEKTPOJIMTOB KPOBU OCOOEHHO Y J1eTell paHHEro BO3pacTa.

IIpodunakTueckn Ha3HayaTh HATpUi U3 pacu€ra 1-2 MMONB/KI B CYTKH B BHUJAE
IIOBAPEHHOH COJIM UJIM COJIEBBIX PACTBOPOB IS IEPOPAIbHON PErUApaTaLiy.

[Inan obcrnenoBanus exexkBapTaiabHblil: anTpornomerpus, OAK, OAM, komporpamma,
cnupoMeTpus (¢ 6 ser), mpoda ¢ OPOHXOIUTUKOM, MUKPOOHOJIOTHYECKOE HCCIIEIOBAaHUE
(Ma30K c 3a1HEl CTEHKU IVIOTKH, HOCAa, MOKPOTa), KOHCYJIbTAl[Usl JAMETOJIOra, KUHE3HO
TepareBTa, MyJIbMOHOJIOra, racTpOdHTepoiora, op - Bpada. KT, pentrenorpadus OI'K,
V3U OBII o nokazauusMm. [Iman oOciieoBaHUs €XKEromHbIN: OMOXUMHUUYECKUA aHaIN3
KPOBH, JIMIIHUIOTPAMMa, KOAryJorpaMMa, )KHpOpacTBOPUMbIE BUTAMHUHBI. [[0CEB MOKpPOTHI
Ha ¢nopy dyBcTBUTENbHOCTh K ABT, mankpearnueckas snactasa kana, peHTreHorpadus
nm KT OI'K.

Koncynpranus  aumeronora, OTOpPHUHOJIApHHIrojora, Imcuxonora. Jlencutomerpus,
OomumieTu3Morpadus.

Ha. Cmecu Hytpuen nynsmo, Hytpuen cranaapt, [lenqua llyp ¢ nuieBsMU BOJTOKHaMH,
Hyrtpunpunk, Hytpuson, [lentamen, @pu3yOuH npoTerH U Ipyrue.

IIpu cBOeBpeMEHHOM Ha3HAYeHUU Oa3UCHOM Tepamuu U KOPPEKLUU OCIOKHEHUN
YCIIOBHO-0JIarONpHUSTHBIH.



CuryaunonHas 3agavya 6

Hesouka E. 1 rox. XKanoGbl Ha rpyOyro 3aiep:KKy MOTOPHOIO pa3BUTHs (JIe)Ka Ha >KUBOTE
roJIOBY HE y/Iep)KUBAeT, He IOBOPAYMBAETCS Ha OOK, UTPYIIKH HE 3aXBaThIBAET).

N3 anamue3a: PeGenok or 10 GepemenHoctu. Ponpl nomMaiiHue, cO CJIOB KEHIIMHBI CPOK
oepemenHoctu 25 Henenb. [Ipu poknenun He kpuvana. CocrosiHue peOCHKa KpalHe TSDKeEIoe,
JpIXaTeNbHasi HEeJOCTaTOYHOCTh, AaC(PHUKCHs HEIOHOIICHHOTO TKENOH cremeHn. PebeHok
nepesenieH B otaenenue OPUT na UBJL.

B 2 wmecsna npoBeneHa HelipocoHorpadusi: TPUBEHTPUKYJSIpPHAS BEHTPUKYIOMeETausl.
Kuctel B TeMEHHO-3aTBUIOYHBIX O0JAacTAX. YUHTHIBasg HapacTaHWE OKPYXKHOCTU TOJIOBBI U
MPU3HAKK BHYTPUUEPENHOW TUNEpTeH3UuU. PeOEHOK KOHCYJIbTHpPOBaH Helpoxupyprom. beui
YCTaHOBJIEH BETPUKYJIONIEPUTOHEAIbHBIN IIYHT.

B Teuenue 3 Hemenb y peOEHKa oTMeHascs IPUPOCT OKPYKHOCTU ToJIoBbI Ha 1,5 cMm.
IIposeneno MPT romnosroro mosra: MPT-nipu3Haku 1oCiaeaCTBUM BBIPAKEHHBIX THITOKCUYECKH -
WIIEMUYECKUX HW3MEHEHUH TOJIOBHOTO MO3ra: BBIPA)KEHHAss BHYTPEHHSS OKKIIIO3MOHHAs
TEeTPAaBEHTPUKYJSIpHAs Tuapouedanvss ¢ MEPUBEHTPUKYISIPHBIMU  IOp3HIE]aIHUecKUMU
KHCTaMH, CJMBAaIOIIMMUCA C OOKOBBIMM JKelyloukamMH, AU(GQPY3HbIMH H3MEHEHUSIMU
TaJJAMUYECKHX OT/EJIOB, CTEPTOCTHIO MU PepeHipoBku napeHxumMbl. CocrosHue nociae BXXIL,
uyHT B 11 xxenynouxe.

Oo0bexkTuBHO: OOI1Ice cocTosHUE TsOKENOE. YPOBEHb CO3HaHUsA IO mkaie [masro 15
O6amoB. Ha xkoxe mepenaHeid OpIOIIHOM CTEHKH IIOB TMOCJE MIYHTUPOBaHMS. [ oroBa
wiaruouedaibHod  GOPMBI C aCHMMETPHUYHBIMH 3aTHUJIOYHBIMU OyrpaMH U PacUIMpEHHOU
BEHO3HOMH ceThio. OKpY)HOCTh royioBBI 46 cM. Bonbioii pogaryok 4x4 ¢M, HaIIPsDKEH.

UMH: 00bémM naBWXKEHHUs TJIA3HBIX SOJIOK HE OrpaHUYEeH, B3IV KPAaTKOBPEMEHHO
¢bukcupyer, 3a npeamerom He cieaut. Cumnrom ['pede (+). [motanue He HapymeHO. S3bIK 1O
CpeaHel JTMHUM.

OO0BbEM aKTUBHBIX M MMACCUBHBIX ABWIKEHHH B KOHEYHOCTSX HE OTpaHUYEH, MpeodiagaeT
ACHMMETPUYHBIN IEHHBIH TOHMYECKH peduiekc. TOHYC MBI B BEPXHUX M HUKHHUX
KOHEYHOCTSIX — yMmepeHHast runotoHust D=S. CyxoxunbHble pediekchl B BEPXHUX U HUKHHUX
koHeuHocTsx D=S, cpenneii xuBoctu. [laronoruueckue pediekcel — babuHCKOro ¢ IBYyX CTOPOH.
KitoHyCBI CTOI OTCYTCTBYIOT.

HIIP: romoBy He yaepKUBaeT, CaMOCTOSTEIBHO HE IEPEBOPAYMBACTCS, HE CUAMT, HE
crout. Pedb Ha ypOBHE 3BYKOB.

JAunarnos
[TocnenctBus panHero opranudeckoro nopaxenust [I{THC. 3amectutensHas ruaponedanus. Kox
no MKb: G96.8

3ananue
1. Cdopmymupyitite auarHo3 B coorBerctBurM MKB-10, Hanummre ero o0GoCHOBaHUE.

Omnpenenure rpymiy 3710pOBbSI.

Onennrte puzryecKoe pa3BUTHE, B T.4. ¢ momolisio mporpammel WHO Anthro.
B ocMoTpe KakKX CIEUaNIMCTOB AOMOJTHUTENLHO HYKIaeTCsl peOCHOK.

Kaxkoit Bua MEIUIIMHCKON ITOMOII HEOOXOIUM JJaHHOMY peOeHKY?

ok~ wn

TaxTtuka Beaenus naruenta? Hyxmaercs maneHT B naJUIMaTUBHOW MOMOIIIN?



Curyannonnas 3agava 7.

JdeBouka M. 2 roga. XanoObl Ha rpyOyr 3aepXKy MOTOPHOTO pa3BUTHs (TOJIOBY HE
yIep)KUBaeT, HE CUJUT, HE MEPEBOPAYUBAETCS, HE IOJI3AET, HE CTOUT), BHICOKUN MBIIICUHBIH
TOHYC, OTpaHUYEHUE IBH)KEHUH. PebeHOK caMOCTOSATENbHO HE €CT, HE IVI0TaeT.

N3 anamue3a: poast B 22 Heaenu. OLIA 0-1-26. Macca npu poxxaenuu 480rp. TeueHue paHHero
HeoHatanbHOro nepuoaa B OPUTH, pecnupatopnas mnoanepxka Ha WMBJL. Ha 7 cyrku
nposiienns JIBC-cunnpoma, mpoBoaniack mia3zMoTpaHcy3us.

OO0BbeKTHBHO: CO3HAHUE SICHOE, HA OCMOTp pearupyer CIOKOMHO, MPOAYKTHBHOMY PEU4EBOMY
KOHTaKTy HefocTynHa. O0beM BHKEHUS INIa3HbIX A0JIOK: OrpaHUUEH, 38 MOJIOTOUYKOM HE CIIEAMNT,
cxoxsuieecs Kocornasue oboux rna3. [lnaBaromme JOBHKEHHMS INIa3HBIX s070K. [oTtanume:
HapyueHo. [Intanue yepe3 Ha3oracTpanabHbIA 30HI.

JlBuratenbHas cdepa: rojJoBy He yASpXKHMBAET, HE NEPEBOPAUNBACTCS, HE CHJUT, HE MOJI3AET, HE
BCTAaeT y onopsl. [Ipu maccuBHON BEpTHKaNIM3alMKM ONOPA € MEPEKPECTOM TOJICHEW B HMKHEN
TpeTu. TOHyC MBIIII: PE3KO MOBBIIIEH BO BCEX KOHEYHOCTAX A0 YPOBHS BBICOKON CIIATUYHOCTH,
O0beM nBUXKEHUH: 00beM aKTUBHBIX U TACCUBHBIX IBM)KEHUH B BEPXHUX U HUKHUX KOHEUHOCTSIX
orpaHn4yeH. MHOXECTBHHbBIE KOHTPAaKTypbl KoHeuHocTed. CyxoxuibHble peduiekcbl: D=S,
0KMBJIEHBI, C paCUIMPEHUEM Pe(IEKCOreHHbIX 30H

ITaronoruueckue peduekcsl: c-M babuHckoro + ¢ 1ByX CTOpPOH.

3aganue
1. Cdopmymupyiite auarHo3 B coorBerctBurM MKB-10, Hanummre ero o0GoCHOBaHUE.

Onpenenure rpymiy 310pOBbs.

2. Kakoii BUJI MEIUIIMHCKOM TTOMOIIM HEOOX0IuM TaHHOMY pebeHky? Hyxmaercs manueHT
B MaJUTMATUBHON TOMOIIHN?

3. Kak nanHOoMy peGeHKY MPOBOANTHh HYTPUTUBHYIO MOIJIEPKKY?

B

HazoBure BUIBI JIEUEOHBIX MATATENBHBIX CMECEH.
5. Kak npoBoauTcs 60110CHOE KOPMIJICHHE Yepe3 TaCTPOCTOMUUECKYIO TPYIOKY?

JHunarno3: OcHoBHoe 3a6oneBanue: [leTckuil nepedpaibHbIi Mapaand, CliacTUYECKHi
terpanape3. GMFCS V, MACS 1V, CFCS V, FMS-N. 3amecturenbHas ruapoiedams.
I'unepakcmiiekcus, pediieKTopHble remuliedaibHble U OMIaTepalbHble PUCTYIBI HAa (OHE
HepoHomennocty. kox no MKB-10: G80.0.

ConytcrByromue 3a0oneBanus: bponxosuerounas quciiasus, TsHkeaoe TedeHue. TuMoMeranus
2-3 creneHu. PeTMHONaTHs HEIOHOIIEHHBIX 000MX IJ1a3 2 CTENEHH, CTaus perpecca.
[Tono3penue Ha YA3H. CenconeBpanbHas Tyroyxoctb? BIIC: mexnpencepaHoe cooOIieHne
(4,2 mm.), OOO 2,5 mM. He3HaunTeNnbHbII CTEHO3 JICBOUW BETBU JISTOUHOU apTepuu 10 16
MM.pT.cT. XCH -2 OK. [TannuatuBHbIA cratyc. @yHKIHOHAIBHBIN aTlyKTOPOCHAa3M C JBYX
cropoH. [lynounas rpepxka.



CutyauuoHnas 3agava 8.

JeBouka M. 6 Jjer. XKamoObl co CTOpOHBI MaTepd Ha HAJIMYHE TPAaXEOCTOMBI, OTCYTCTBUE
IJIOTaHUs (KOPMHUTCS 4epe3 Ha30racTpajbHbIM 30HM), HAJMUKUE MPOJIEKHEH, rpy0yro 3alepiKKy
BCEX BUJIOB Pa3BUTHSI, BBIPAXKEHHBIN JEQUIIUT Beca.

N3 anamue3a: nepouka 3abosneina 13.07.2025r. koraa mosiBuiIcs HeOobIoi HacMopk, 13.07.2025
oTMedalcs moabeM Temrepatypsl 10 38C, mosBuiach cbib. CaMOCTOSTENBLHO Aaimi HOympodeH,
CyIpacTuH, 0e3 nmonoxurenbHoi AuHaMuku. 14.07.2025 cocTosHue pedeHka pe3ko yXyAlnioch,
CBIIIb YCUJIUJIACh, CTaja SIPKO KpacHas, pa3HOro JuaMeTpa, OTMEYal0Ch OTE€UHOCTh NalbIIEB PYK.
CMII nocraBieHa B 3KCTPEHHOM MOPAJIKE B OTAEICHUE aHECTE3UOJIOTUN U PEaHUMAIUH.

MPT I'M ¢ KV 20.08.25 -3akmouenune: MP-npru3Haku oTeka TOJI0BHOTO MO3ra C BbIPpaKEHHBIMU
(G dy3HBIMH U3MEHEHHUSAMH OeNoro BEIIeCTBAa MAaPEHXHMMBI, BEPOSATHO MMEIOT MECTO OCTpbIC
MeTaboIMYecKre HapyleHus, AuQQepeHnupoBaTh C MaJOOOPATUMBIMH aKCOHAIBHBIMU
MOBPEXIECHUSMH, C IIPU3HAKaMHU (BEpOSITHO) TpoMOOMAaccC B MPOEKIINH TajaMyca, OJeIHOro mapa,
CKOpJIYIIBI U OTPabl.

Koncynbranus opTanbMosora: oTek Aucka 3pUTeNIbHOIO HepBa B CTaAMKU OOPAaTHOTO pa3BHUTHS,
SIUTEINONATUS POrOBULIBI, (POpMUpPYIOIIAscs SA3Ba POrOBULIBI 00OUX IJ1a3.

Huarnoz. OcHoBHOe  3abosieBaHue:  bakrepuanpHas  reHepaiu3oBaHHash  MH(peKUus,
accouupoBaHHas ¢ P. aeroginosa (mosmcerMeHTapHas JBYCTOPOHHSISI ITHEBMOHUS,
MEHUHIO3HLIe(aTOMUENUT), TKEIOe TEeUeHHE, PEKOHBAJNECLEHT. TspKelble pe3uayallbHble
HOpaXX€HUs  LEHTPaJIbHOW  HEpBHOW  cucTeMbl  (MHQEKIMOHHBIE,  MeTaboJIUYecKUe,
TUIIOKCUYECKHE) C  IPEUMYILNECTBEHHbIM  IOPaXEHHMEM  IMPOBOJAHMKOBBIX  IIyTEH,
SKCTpAalMpaMUIHOW CHUCTEMBI: CHHIPOM '"MaJOoro CcoO3HaHuA", CHACTUYECKHM TeTparnapes,
MOJIKOPKOBBIN CUHIPOM, JTUKBOPOAMHAMUYECKHE HAPYIICHHUS.

OcnoxHEeHHsT OCHOBHOTO 3aboseBaHusi: IlomuopraHHas HEAOCTATOUYHOCTh: T'€NATUT, BACKYJIHT,
MH(}EKIMOHHO-TOKcHYeckuit mok oT 15.107.2025 r. Otek romoBHoro mo3ra. Koma 2-3.

O6bexTuBHO: OO0mIee cocrosiHue: Tspkenoe. YpoBeHb co3HaHUs o mikane ['nasro: 6 6anmos.
OrneHka COCTOSHUS KOXKHBIX TOKPOBOB: CyXHe€, HISTyIIAIHeCs], C MHOKECTBEHHBIMH MPOJICKHIMU
B 00JIaCTU KOCTHBIX BBICTYIIOB Ha KOHEYHOCTSAX, B 00JIACTH KpPECTia, 3aTbUiKa. Uepe3 eBblil
HOCOBOM XOJI MPOXOJUT HazoracTpaibHbIi 30HA. COCTOSHUE MOAKOXKHO-)KHUPOBOM KJIETUYATKH:
UCTOHYEHA 10 BceMy Teny. OeHKa KOCTHO-MBIIIEYHON CUCTEMBI: 00BbEM JBUKEHUN OrpaHUuEH
3a CYeT TOHYCHBIX HapyIlleHUuH, GOPMUPYIOIIUXCS KOHTPAKTYp KPYIHBIX CycTaBoOB. ['00OBYy He
yIep>KUBAET, HE TePEeBOPAYNBACTCS, HE CUIUT.

Pe3ynbTaThl aycKynbTallUM JIETKUX: Ha TMEpeAHENd MOBEPXHOCTH IIIEW — TPaxeoCTOMUYECKas
Tpyoka, ID 5.0. Koxa nox TtpyOkoi cinabo rumepemMupoBaHa. AyCKyJIbTaTUBHO JIbIXaHUE
IIPOBOJIUTCS BO BCE€ OTAEJBI JITKMX, BBICIYIINBAIOTCS YMEPEHHBIE XPHUIIBI MPEUMYIIECTBEHHO
IIPOBO/IHOTO XapakTepa, KaluleBol peduekc. Pe3ynbTaThl NEpKycCUM U ayCKyJbTallus CEpALa:
IpPaHUIBl OTHOCHTEJILHOW CEpIeYyHOM TYNOCTH He pacluupeHbl. TOHBI cepiua pUTMUYHBIE,
HpUTITyIIeHbl. Pe3yapTaThl manbnaluyd OpraHoB OPIOIIHOM MOJOCTH C OMpPENENIeHUEM Pa3MepoB
NIEYECHU U CEJIE3EHKU: )KMBOT MATKHI, JOCTYIIEH NMajblaluu Bo Bcex oTaenax. Iledens +2 cm ot
Kpasi pebepHON AYTrH, Kpail IacTHUYHBIN, 3akpyrieH. Cene3eHka He MalbIupyeTcs. Pe3ynbTaTbl
00CiieTOBaHMSI MOYEIOJIOBOM CHCTEMBI: 00JacTh MPOEKLUUU II0YEK BHEIIHE HE H3MEHEHa.
[TonoBble opraHbl pa3BUTHI MO XKEHCKOMY Tumy. Hanuune MeHMHreajJbHBIX CHUMIITOMOB: HE
OIpENIENAI0TCS.

3ananue
1. Cdopmymupyiite muarHo3 B cootBeTrctBurm MKB-10, HanummTe ero o0OCHOBaHUE.

Omnpexnenure rpymimy 310POBbsI.
2. Kakoii Bu1 MEIUIIMHCKOM ITOMOIIH HEOOXO0IUM JaHHOMY peOCHKY?

w

Kak nanHOMYy peOeHKy NpOBOJUTh HYTPUTHUBHYIO OJAEPKKY?
4. Ha3zoBuTe BUJIBI 1EUEOHBIX MUTATEIHHBIX CMECEH.



5. Takrtuka BeneHus nanueHTa? Hyxnaercs nanyueHT B NaJUTMATUBHOW TTOMOIIIH?

Jnaruos

OcHoBHoe 3a00seBanue: TsoKEnbie pe3uayanbHbie mocienactsus mopaxenus [{HC
(MH(eKMOHHbIE, MeTab0INYECKU e, THITOKCUYECKHE) C MPEUMYIIECTBEHHBIM OPaKEHUEM
MPOBOAHUKOBBIX MTYTEU, SKCTPATUPAMUIHON CHUCTEMBI: CHHIIPOM "'Majoro co3HaHus'",

CIAaCTUYECKUH TeTparapes3, TOAKOPOKOBBIA CUHAPOM, JTUKBOPOJMHAMUYECKUE HAPYIIICHHS . KO
oo MKb: G96.8



Cutyauuonnas 3agava 9.
Manpuuk I1. 8 jer. KanoObl Ha orpaHW4YeHHe ABIKEHUH B pyKaxX M HOTaX, MOBBIIMICHHBIN
MBIIIEYHBII TOHYC, HAPYLIEHUE MJIOTAHUS.

N3 anamue3sa: B 07.07. 2024 roma 0611 Ha IPYAY B COMPOBOXKICHUH MAaTEPH, PEOCHOK HaXOIHUJICS
Ha Oepery Bojoema, MOTEps CO3HAHUS yHaj B BomoeM, 3axiieOHyscs Bomoi. Oxpyxaroiue
npoBeru  CJIP, mocnme wero peGeHok 3aapiman. BCMII rocnurammsupoBaH B OTJENEHUE
AQHECTE3UOJIOTUM W pEeaHMMalMM TJe Haxoawics ¢ auarHozom: OcTpas TrHUHoOKcHYecKas
sHIeAIONAaTH C Pa3BUTHEM OTEKa TOJOBHOTO MO3ra, JHUKBOPOJWHAMHYECKHWE HAPYIICHHS,
CYIOpOXHBIN cuHIpoM. Tpaxeokanynsp. Koma 1-2. C deBpans 2025 roma oTMedaroTcs
©XKETHEBHBIE AIU30/IbI B BUJIE 3aIIPOKHU/IBIBAHUS TOJIOBBI, XaOTHUHBIX JIBI>KeHUH pyk. HazHauena
npotuBocynopoxkHasg tepanus. MPT  romoBHoro wmosra: MP-kapruHa  BBIpaKEHHOrO
TUTIIOKCHYECKOTOIMMOPaKEHHUsI TOJIOBHOTO MO3Ta (TJIHO3HO-aTPOPHIESCKUX U3MEHEHHH MOTyIIapuit
TOJOBHOTO MO3Tra, KHCTO3HAs MepecTpoiika B Oa3ambHBIX spax M Tajnamycax). Pacmmpenue
HapyXHUX U BHYTPEHHUX JIMKBOPHBIX IPOCTPAHCTB 3aMECTUTEIILHOTO XapaKTepa.

Oo0bexTuBHO: OO1Iee cocrosiHue: Tspkenoe. Ha ocMoTp pearupyer ciokoiHO, IPOAYKTUBHOMY
peueBOoMy KOHTaKTy HeqocTyneH. ['onoBa koHuUrypupoBasa.

Co croponbl UMH: rnasueie menu D = S, 3pauku D = S. B3rmsan He dukcupyet, peakiuu
cnexenus HetT. [1naBaromnye ABMKEHUA Ta3HBIX 070K, JIuo cumMerpuyHo. SI3bIK B mosocTu
pra. OOBeM aKTUBHBIX ABM)XEHUU orpaHudeH. KOHTpakTypbl KPYMHBIX CYCTaBOB. MBIIICUHBIHA
TOHYC TIOBBIIIEH BO BCEX KOHEUYHOCTSAX A0 YPOBHS BBICOKOH crnaTUYHOCTH. CyXOXUJIbHbBIE
pednexcel ¢ pyk u Hor D=S, BbIcOKHE, ¢ pacmupeHrueM pediekcorenHbix 30H. [laronornueckue
pednexcer: c-m babunckoro + ¢ 2-x cropon. MccnenoBanue 4yBCTBUTENHHOCTH U KOOPAMHAIUU:
aJIeKBATHO OLEHUTh HEBO3MOXHO. MEeHUHIeaIbHble CUMIITOMBI — OTPHUIIATEIbHBIE.

3aganue
1. Cdopmymupyiite auarHo3 B cootBerctBuM MKB-10, Hanummre ero oOGOCHOBaHUE.

Onpenenure Tpynimny 310pOBbs.

Kak nanHOMYy peOCeHKY MPOBOANTHh HYTPUTUBHYIO MOIIEPKKY?

HazoBute BHIBI TIeU€OHBIX TUTATEIBHBIX CMECEH.

Kak npoBoauTtcs 0omocHoe KOpMIIeHHE Yepe3 TaCTPOCTOMUYECKYIO TPYIOKY?

Kako#i Bua MeIuIIMHCKOM OMOIIM HE0OX0AUM JaHHOMY pebeHky? Hyxmaercs manueHT

ok wn

B HAJUIMATUBHOM ITOMOILIH?

Juarno3: Ilocnenctsus ocTpoil runokcudeckoi sHiedanonaTiy (yTomjaeHue) ¢ pa3sBUTHEM
OT€Ka IOJIOBHOI'O MO3Tr'a, JMKBOPOJUHAMHYECKNE HAPYLIEHUS, CyJOPOKHBIA CHHIIPOM.
Terpannerus. Tpaxeokanyisip. kox no MKb: G96.8



Curyanuonnas 3agaua 10.

Manbuuk JI. 4 roaa. XKano6s1: Ha TpyOyr0 3a1€pKKy B pa3BUTHH (TOJIOBY JEPKUT HEYBEPEHHO,
HE MEePEeBOPAUYMUBACTCS, HE TOJI3A€T, HE CHAUT CAMOCTOSATEIHLHO), BBICOKHI MBIIIEYHBIM TOHYC B
KOHEYHOCTSX, IEPUOAUYECKU CPBITUBAHHUS, YIIOTPEOIISIET TOIBKO IPOTEPTYIO MHIILLY .

AHamHe3 3a0oJieBaHusi: 00JICH C POXIAEHUS, Korja Ha (oHE KpaliHel HEJIOHOIICHHOCTH B 25
Henenb OepeMeHHOCTH y pebenka mpousonuio BXK 3-4  cremenm, mnpuBenmee K
MPOTrPECCUPYIOIIeH Tuaporeainm, ¢ MOpaKEeHNUEM CTPYKTYP TOJIOBHOTO MO3Ta, MOTpeOOBaBIIICH

9KCTPEHHOI'0 BEHTPHUKYJIO-IIEPUTOHEAIBHOIO IIYHTUPOBAHHUS, 3aTEM PEBU3UU U 3aMEHBI LIIYHTA B
2022r.

AHaMHe3 KM3HH: peOCHOK OT MOBTOpPHOW OepeMeHHOCTH, mpoTekaBiieid Ha ¢one YIIb ¢ 6
Henenb, XOIIH. 2-x mpexaeBpeMeHHBIX poaoB B 25 Henenb, skcTpeHHoe OKC. Bec mpu
poxnenun 950r., poct 31 cm. OIHA 1-0 Gamnos. CocrosiHME NpU POXKIECHUM TSKEIIOHE
O0YyCIIOBJIGHHOE  TSDKEJIOW  JbIXaTeJIbHOW  HEJOCTATOYHOCTBbIO,  BHYTPUIKEIYJOUYKOBBIM
KPOBOM3JIMSHUEM, CYIOPOXKHBIM CHHIAPOMOM B aHamHe3e, bJIJI HoBopoxneHHoro. Ilomywan
JUTUTEIbHYI0 HHTEHCUBHYIO TEpaIHuIo.

O0BbeKTHBHO. YPOBEHb CO3HAHMS: SCHOE, HA OCMOTpP pearupyeT MOJIOKHUTENbHO, YiIbl0aeTcs, B
KOHTAKT He BcrynaeT. MeHuHreanbHblil cuaapoM: Het. UMH: I'masubie memu: D=S. 3pauxu: D=S.
3a MpeaMeTOM CIEAUT HE NPONOJDKHATENbHO. JImnmo cmMmerpmyno. Hucrarm: miaBaroniue
JBYDKEHMS IMIa3HbIX A0JI0K. [l0TaHKue: monepXuBaHue Mpu npueme nuu. [lonoxenue s3pika: mo
cpenHeil nuHuM. JIBUratenbHas cgepa: TojloBy YAEpKMBAE€T HEYBEPEHHO, CaMOCTOSATENIBHO He
cuauT, He cTouT. OObeM IBMKEHUI: B KOHEUYHOCTSAX orpaHndeH. CrubaTenbHasl yCTaHOBKA PYK,
KHCTH CXaTbl B KyJauku. CrubatenbHOo-IpUBoAsIIas ycTaHoBKa Oeaep. ToHyc MBIIIIL: € pyK, C HOT
D=S, noBsiiien no nupamugHomy tuiy. CyxoxuibHble pediiekcsl: ¢ pyk D=S oxuBieHsl, ¢ HOT
D=S Boicokue. Ilaromornyeckue pednekcel: baOunckuit ¢ 2x cropoH. HMccnegoBanue
YYBCTBUTEIBHOCTH: HE ONPEAEIMMa B BUIY BO3pACTa U TSHKECTH 3a00JIeBaHUS.

3aganue
1. Cdopmymupyiite auarao3 B coorBerctBUM MKDB-10, Hanummre ero oOGoCHOBaHUE.

Onpenenure Tpynimny 310pOBbs.

Ormennre Gpu3nvecKoe pa3BUTHE, B T.4. ¢ moMoInkko mporpammel WHO Anthro.
B ocMoOTpe KakuX CHEeUalIuCcTOB TOMOTHUTEIHHO HYKIAeTCs peOCHOK.

Kaxoit Bug MeTuIIMHCKOM MOMOIIM HEOOXOAUM JTaHHOMY peOeHKY?

gk~ wn

Taktuka Benenus nanuenTa? Hyxnaercs nanueHT B NaJUIMATUBHON MTOMOITH ?

JHuarno3: OcHoBHoe 3a0oneBanue: [leTckuil nepedpaibHblil Mapaiuy: CacTUUECKU
TeTparapes, HauajabHas pesunyanbHas ctanusi, GMFCS V-V yposens. [Toctremmoporndeckas
IIYHTO3aBUCHMas ruIporedains, COCTOSHIE IOCIIE BEHTPUKYJIO-IEPUTOHEAIEHOT O
myHtupoBanus B 2021 roay. kox mo MKB-10: G80.0.



Curyannonnas 3aapavya 11.
Manbuuk M. 4 rona. He pasroBapuBaeT, He CIEAUT 3a IPEIMETaMH, CJIa00OCTh B PyKaxX M HOTaXx,
HAJIMYKE TPAXEOCTOMBI.

N3 anamuesa: co cioB mambl 02.10.2025 r. k Beuepy moBbllIeHre TeManeparypsl 10 37.5°C, mama
nana IMaparuromon, ceeun Budepon, I'pundepon B Hoc. 03.10.2025 1. HOBTOPHOE MOBBIIICHUE
temmnepatypsl 10 37.5°C. B ob6en 03.10.2025r. peGeHok yman Ha TOJN, cTajl HaNpsOKEHHBIM,
OTMEUaJIMCh TOAEPTUBaHMS B pyKax, meHa m3o pra. BerBamu BCMII. PeGeHok mocraBieH B
OT/AeJIeHuE aHecTU3nojoruu u peanumanuu. Ha 11 cyTku mnepeBeneH B HH(EKIHOHHOE
orneneare. MPT ronoBHoro wmosra: Ha QoHe mnpuszHakoB auddys3Horo »sHiedanmmra
IIPOrPECCUPYIOT MIPU3HAKU BBIPAXKEHHBIX U3MEHEHUIN TapEHXUMBI CEPOro, B TOM 4HCIIE U OEI0ro
BEIIECTBA, BEPOSITHO, UMEIOT MECTO OCTPbIE META0OINYECKNE HAPYLIEHHUs C MaJIoOOPAaTUMBIMU
aKCOHAJIbHBIMU MOBPWKAEHUPAMU. DOI': kommiekc ¢(okanpHON snuakTuBHOCTH. HasHauena
MIPOTHUBOCYAOPOKHAS Tepanusl.

O0beKkTUBHO: MeHUHTealbHbIH cuHapoMm: HeT. YMH: I'masubie memu: D=S. 3pauku: D=S. 3a
MPEIMETOM CIIEIUT HE MPOAOLKUTENbHO. JIuo acummerpuuHo. [oTanue: monepxuBaHue npu
MpueMe MUK, KOMJIEHIE Yepe3 Ha3oracTpasibHbIi 30H1. [lonokenne si3bIka: 1Mo cpeaHen TMHUH.
JBurarenvHas cdepa. OObeM NBHKCHHI: B KOHEUHOCTSX orpaHu4veH. CrubarenbHas yCTaHOBKA
pyk. CrubarenpHO-IpUBOASAIIAs ycTaHOBKA Oenep. ToHyc MBI ¢ pyK, ¢ Hor D=S, nmoBsliieH 1o
nupamuaHomMy Ty, CyxokuibHbIe pediekcel: ¢ pyk D=S oxupiensl, ¢ Hor D=S BbIcOKHE.
[Tatonornueckue peduexcol: babunckuii ¢ 2x cropoH. VccinenoBanne 4yBCTBUTEIBHOCTH: HE
OTpejieIiMa B BUAY BO3pAcTa U TSKECTH 3a00JICBaHUS.

3ananue
1. Cdopmymupyiite auarHo3 B cootBerctBuM MKB-10, Hanummrte ero oOGOCHOBaHUE.

Onpenenure Tpymiy 310pOBbsI.

Kaxkoit Bua MeTUIIMHCKOHM TOMOIIY HEOOXOIUM JTAHHOMY PEOCHKY?
Kak nannoMy peOeHKY NMPOBOANTHh HYTPUTUBHYIO MTOAIEPKKY?
HazoBute BB TIeU€OHBIX TUTATEIBHBIX CMECEH.

ok wp

TaxTuka BCIACHUA HaHI/IeHTa? HY)KI[aeTCSI IIalfMCHT B naaIdaTUBHON HOMOH_[I/I?

Jlnaruos: AneHOBUPYCHBIN IIEPBUYHBIA AUCCEMUHUPOBAHHBIN SHIE(ATNT, THKEIOE TEUCHUE.
Byns6apusie Hapymenus. Terpanapes. CtpykrypHas snunencus. kog mo MKb-10: G09



