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AHOMAJIAJI ITE€PA POBEHA B KJITHIYHIHN ITPAKTUIII IIEJIATPA

YpomxeHa Bafa LenenHo-mueBol AiNSHKN 3 BUPaXXeHM HeJOPO3BUTKOM HWKHBOT LLenenn Sk Hacnifok 3MeHLLIEeHHSA poToBOT
MOPOXHVHY | 3anafiaHHA A3vKa NnepeLlKompKae 3MUKaHHIO MiAHEGIHHNX MNACTUHOK 3 (DOPMYBAHHAM LLi/IMHN M'SKOTO NiAHEGIHHS,
LLIO YACTO NOEAHYETLCA 3 MHOXUHHUMM iHLUMMW @HOMasTiiMWU. B OCHOBI @HOro CYHAPOMY NEXUTb aHOManis pocTy | PO3BUTKY 3a-
pofiKa, WO XapakTepusyeTbCa NOPYLLUEHHSAM PO3BUTKY NOYATKOBOrO 3apOAKOBOro cTaHy (BHaCNiLoK BaAy nepLuoi 396poBoi ayru).
A31K PO3MILLEHNI CUNBHO Ha3af, AOCAraryn CUHYCIB HOCa, MK I/10TKOBO-MIAHEGIHHUMN Ay>XKaMu, SKi OPiEHTOBaHI CUIbHO BHUS.
P0O3BUTOK LMX aHOMasili 3yMOBEHWIA AeAkuMK iHGheKLisiMM MaTepi nif, Yac BariTHOCTI ab0 HeporeHeTUYHVMU NOPYLUEHHSAMMU,
HasIBHICTIO MEXaHIYHOT KOMNpeCii BcepeauHi MaTku, a Takox BOHN MOXYTb BUHWKATW BHAC/iAOK CIMEMHOT CnaKoBOCTi (Ha X KOPUCTb
BKa3yloTb BaAy 06nMyys B AeSKMX YIEHIB OAHIET UM iHWOT poAnHM). OCHOBHI AiarHOCTUYHI KpUTepIl: MikporHaTtia (Mana, kopoTka
HWXKHSA LWenena) Ta (abo) peTporHartia (3anana HWKHSA Lenena). Y XBoOporo XxapakTepHuin Npogisib, NOA4IGHNIA Ha NTALUVHWUIA POT,
«MTawmnHe 06MyYsa», poT 40 KiHUSA HE 3aKpUBAETLCH, TOMY MOr0 Ha3uBaloTb «POTOM akysin»; r1oconTo3 (HefOPO3BUTOK Ta 3a-
najaHHs A31Ka) — HeBeNMKa i BTATHYTa HWXKHSA Lenena He MoXe TprMaTyh A31ka B HopMasibHOMY MOOXEHHI, Tak WO BiH Bnagae
Hasag y rinochapyiHKC, 34aB0HYN HAArOpPTaHHWK, KU Bifirpae porb KnanaHa Ta nepeLukokae NPOHMKHEHHIO NOBITPS, OAHOYACHO
NOPYLUYETLCA | KOBTAHHSA. IHOAI BiAMIYAETLCA MaKPOII0CIS, A3MK NMPUPOLLEHWA A0 M'AKUX TKAHWH [Ha POTOBOT NOPOXHUHK; LUiNMHA
M'SIKOTO MigHe6iHHS abo «cTpinyare nigHe6iHHA» (0AHO- UM ABOGIYHE HE3POLLEHHS).

Yci yi aHomanii CNpUYMHAKTL pecnipaTtopHUii ANCTPEeCc-CUHAPOM, MOPYLUEHHST AWXaHHS, HEeCnokii, anucnHoe 3 GpagunHoe,
MOCTIlHWIA LjiaHO3, AKi 0CO6G/IMBO BMPaXKEHi MPY MOMOXEHHI AUTVHM Ha CMUHI, aciKCito NpU rogyBaHHi AUTUHW, YTPYAHEHHS YK
HEMOX/IMBICTb KOBTaHHS, 6/110BaHHS, 3 YHACOM — aTPEerncito i NOPYLLEHHS OKOCTEHIHHS.

1301b0BaHi BUNagkn aHomanagy N'epa PobeHa 3aBxan cnopagnyHi. AHoManaz, € CKnafoBo YaCTUHOK CUHAPOMY MHOXUHHUX
YPOMKEHNX Baf, PO3BUTKY, YCNaKyBaHHS BU3HAYAETbCA 3a/1€XHO Bif, TUMY ycrnaAKyBaHHA OCHOBHOIO CUHAPOMY. AKTyaslbHUMU NPy
JaHOMY CYHAPOMI € BUK/THOUYEHHS BCIX HECMIPUSATNBIKX (hakTopiB y AOMOMOrOBUIA Nepiog, PO3BUTKY AUTVHW, NPeHaTaslbHa AjarHoCTrKa,
NpoBeLeHHA MeANKO-TEHETUYHOIO KOHCY/IbTYBaHHS 3 METO NonepeikeHHss HapPOMKEHHA ANTUHN 3i CNafKOBUM 3aXBOPIOBAHHAM.

Kntouosi cnosa: aHomanag M'epa Pobera; aitu.

AHOMAJIAL, NMbEPA POBEHA B KNIMHUYECKOW NMPAKTUKE MEANATPA

BpoxeHHbI MOPOK YeCTHO-NMLIEBOI 061aCTU C BbIPXKEHHBIM HeJOPa3BUTUEM HIKHEV YENOCTYN Kak CIeACTBUE YMEHbLLE-
HWS1 POTOBOI NMOOCTM 1 3aNafeHNs A3blka NPenaTCTBYeT CMbIKaHUIO HEGHbIX MNACTUHOK C (hOPMUPOBAHNEM PACLLENTNHBI MATKOTO
Heba, 4TO YacTO COYETAETCA C MHOXECTBEHHbIMM APYrMMU aHOMaUTMAMKW. B OCHOBE A@HHOro CYHAPOMa NIeXUT aHOMasns pocTa
N pasBuTVA 3apogpllla, XxapakTepusyLascs HapyLUeHneM pasBUTUS HayaslbHOroO 3a4aToO4YHOro COCTOSHUA (BCNeACTBUE Hefo-
cTaTka nepBoii xabepHoii Ayrn). A3blk pasMeLleH CUIbHO Ha3ad, AOCTUras CUHYCOB HOCa, MEXAY IMTOTOUHO-HEGHBIMU AyXKamu,
KOTOpble OPUEHTUPOBAHbI CUIbHO BHU3. PasBuTne 3T1X aHOMasnii 06yC/I0BEHO HEKOTOPLIMU MHPEKLMSMU MaTepy BO BpeMS
6epeMEeHHOCTN NN HEPOreHeTNYECKMMIN HapyLLIEHVSMI, HUTMYMEM MEXaHNYECKOI KOMMPECCUI BHYTPU MaTKK, a TakKe OHU MOTyT
BO3HMKaTb B pe3y/nbrare ceMeliHON HacneACcTBEHHOCTH (Ha UX NOMb3y YKasblBaKOT CTUTMbI INLA Y HEKOTOPbIX Y/1€HOB OAHON UK
Zpyroii cembin). OCHOBHbIE AMArHOCTUYECKMNE KPUTEPUN: MUKPOTHaTVA (Masias, KOpOTKas HKHAS YenoCTb) U (UN) peTporHaTms
(3ananas HWKHASA YentocTb). Y 60/1bHOT0 XapakTepHbIi NPohnb, MOXOXUIA HA MTUYNIA POT, «NTUYbE /ILIO», POT A0 KOHLA He 3a-
KpbIBAEeTCH, MO3TOMY €r0 Ha3bIBaOT «PTOM aKy/sibl»; [10CCONTO3 (HeAopasBuTUE U 3anafeHne A3sbika) — Hebonblas 1 BTAHyTas
HWKHSASA YeNtoCTb HE MOXET AepXaTb SA3blka B HOPMasIbHOM MOMOXEHWM, Tak YTO OH BNaAaeT Hasafd B runoapuiHke, caasnneas
Ha[iropTaHHWK, KOTOPbIN UrpaeT posb KnanaHa 1 NPensTCTBYeT NMPOHUKHOBEHMIO BO3[yXa, OAHOBPEMEHHO HapyLLaeTcsa v roTa-
Hue. iHoraa oTMevaeTcs Makpor/10CCus, A3blK NpUpaLLeH K MArkM TKaHAM gHa POTOBOV NONOCTH; pacLlenivHa MArkoro Heba nnm
«cTpenyatoe He60» (0fHO- UK ABYCTOPOHHEE HECPALLEHME).

Bce 3Ty aHOManm BbI3bIBAKOT PECNPATOPHbIN ANCTPECC-CUHAPOM, HapyLUEeHWe AblxaHus, 6eCroKONCTBO, OApILLKY C 6paAnnHo3,
MOCTOSHHBIW LiMaHo3, KOTOpble 0COOEHHO BbIPaXKEHbI NPY NOMOXEHUN pebeHka Ha CruHe, actUKCUI0 MpK KOpMIeHUun pebeHka,
3aTpyAHEHNE U HEBO3MOXHOCTb F10TaHWsi, PBOTY, CO BPEMEHEM — aTPerncuio U HapyLleHe OKOCTEHEHUS.

M3onupoBaHHbie criyyan aHomanaga Meepa PobeHa Bcerga cnopaguyeckune. AHoManaj ABSeTCs COCTaBHOW YacTblo CUH-
ApOMa MHOXeCTBEHHbIX BPOX/AEHHbIX MOPOKOB pa3BUTUSA, HacnefoBaHne onpeaenserTcs B 3aBUCMMOCTY OT TUMa HacnefoBaHus
OCHOBHOTO CMHAPOMA. AKTYaUTbHbIMU NPY f@HHOM CYHAPOME SIBMAIOTCSA UCK/TI0UYEHUe BCeX He6aronprsaTHbIX (0akTopoB B 0P0f0-
BOM Mepuoje pas3Butua pebeHka, npeHatasibHas AuarHocTuka, NpoBeAeHe Mefuko-reHeTUYECKOro KOHCYIbTUPOBAHNS C Liefbio
npeaynpexaeHns poxaeHns pebeHka ¢ HacneACTBEHHbIM 3ab60/1eBaHNEM.

KnioueBble cnoBa: aHomanag Neepa PobeHa; aetw.

ANOMALAD OF PIERRE-ROBIN IN CLINICAL PRACTICE OF PEDIATRICIAN

Congenital malformation of maxillofacial area with severe underdevelopment of the lower jaw, consequently reducing the
mouth and tongue retraction, preventing closure of palatal plates with the formation of cleft soft palate, which is often combined
with multiple other abnormalities. The basis of this syndrome is the abnormal growth and development of the embryo, which is
characterized by impaired development of the original embryonic state (due to defects of the first gill arch). The tongue is placed
back strongly, reaching the sinuses to the nose, palate-pharyngeal between brackets are focused heavily down. The development
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of these abnormalities caused by certain infections during pregnancy or neurogenetic violations, the presence of mechanical
compression inside the uterus, and may be due to family heredity (in their favor point defects in the face of some members of a
particular family). Major diagnostic criteria micrognathia (small, short lower jaw) and (or) retrognathia (sunk lower jaw). In typical
patient profile similar to bird mouth, "bird face" the mouth is not completely closed, so it is called "shark mouth"; glossoptosis
(underdevelopment and retraction of the tongue) — small and dragged lower jaw can hold the tongue in the normal position, so
that it flows back into hypopharynx, squeezing the epiglottis, which acts as a valve and prevents the penetration of air, preventing
at the same time both disturbed and swallow. Sometimes macroglossia observed, tongue accrete to the soft tissues of the oral

cavity bottom; cleft soft palate (unilateral or bilateral cleft).

These abnormalities cause respiratory distress syndrome, respiratory failure, anxiety, dyspnea with bradypnoe, permanent
cyanosis; which is especially pronounced at the position of the child in the back; asphyxia during breast-feeding; swallowing difficult
or impossible; vomiting over time — atrepsiya and violation of ossification.

Isolated cases anomalad Pierre-Robin are always sporadic. Anomalad is part of a syndrome of multiple birth defects, inheritance
is determined depending on the type of inheritance underlying syndrome. Relevant in this syndrome is to eliminate all adverse
factors in the prenatal period, child development, prenatal diagnosis of medical genetic counseling to prevent the birth of a child

with an inherited disease.
Key words: anomalad Pierre-Robin; children.

BCTYIN. Avomanag (cuHgpom) Mepa PobeHa, abo
«YPOKEHWI INOCONTO3 i3 MIKPOrHaTIE», — ypoMKeHa Baja
LLLEeNenHo-IMLEBOT AiNIAHKN 3 BUPaXKEHNM HELOPO3BUTKOM
HWKHBOI LLiENenu K HacifoK 3MEHLLEHHSA POTOBOT MOPOXHUHM
i 3anafaHHs A31Ka, WO NepeLLKo/pKae 3MUKaHHI0 NiAHEGIHHUX
NIACTMHOK, 3 QOPMYBaHHSAM LLIIMHM M’IKOTO NiAHEBIHHS, WO
4acTo NOEAHYETLCA 3 MHOXWHHUMM IHLLUUMW aHOMaUTISMN.
BriepLue iioro onuncas gopaHLy3bkuii ctomatosior P. Robin y
1929 p. TpannseTbea B nonynayisx 1 Bunagok Ha KoxHi 10—
30 Trc. HoBOHapomKeHuX. CniBBiAHOLIEHHSA MiX AiB4aTKamMm
i xnonunkamn — 1:1. YcnagkyBaHHSA MOXe BifbyBatucs 3a
ayTOCOMHO-OMIHaHTHVM | 2y TOCOMHO-PELECMBHIUM TUNaMu.
B OCHOBI JaHOr0 CUHAPOMY NIEXUTb aHOMaulist POCTY | PO3BUT-
Ky 3apofka, LU0 XapaKTepu3yeTbCs NOPYLUEHHAM PO3BUTKY
MOYaTKOBOIO 3apPOAKOBOrO CTaHy (BHAC/MiLOK BaAW nepLuoi
396poBOT Ayrn). A3MK po3MiLLEHUIA CUIBHO Ha3ag, AOCArarym
CWHYCIB HOCa, MiX [NTIOTKOBO-MNiAHEGIHHMMU Ay>XKamu, SKi opi-
€HTOBaHi CUJ/IbHO BHM3. PO3BUTOK LIYX aHOMaUTiil 3yMOB/IEHWIA,
Ha oyMKy OKpeMux aBTopiB [1, 5], Aeskumu iHdekLisMm maTepi
nif Yyac BaritTHOCTi ab0 HeMPOreHETUYHMU NOPYLLEHHAMU, Ha-
ABHICTIO MEXaHi4YHOi KOMMpPECIi BcepeanHi MaTku, a Ha AyMKyY
iHLIMX [2, 6], BOHW BUHMKAIOTb BHAC/IAOK CIMEIHOT CNaAKoBOCTI
(Ha ix KOpUCTb BKa3ytoTb BaAW 06NNYYA B AEAKNX YEHIB 04-
Hi€T Ym iHWOI poanHK). ETionatoreHeTUYHi NaHKn CUHAPOMY
[Tepa PobeHa nokasaHo Ha CXemi.

OCHOBHI fjarHOCTUYHI KpUTepii:

1. MikporHaris (Mana, KopoTka H/XHS Lwenena) Ta (abo)
peTporHaTis (3anana HKHS Lwenena). Y XBoporo xapakrep-
HWI NPOPisib, NOAIGHWIA Ha NTALWMHNIA POT, «NTallnHe 06nY-
usi», POT [0 KiHLA He 3aKpyBa€eTbCs, TOMY /iOro Ha3vBatoTb
«pOTOM akynm» (puc. 1).

2. FnoconTo3 (He[opPO3BUTOK | 3anafaHHs A3nkKa) — He-
BE/MKA | BTATHYTA HUDKHSA LLienena He Moxe TpUMaTu A3nka
B HOpPMa/lbHOMY MOJIOXEHHI, TaK WO BiH Bnajae Haszap y
rinochapuHKc, 34aBM0KYM HAATOPTaHHVIK, KU Bigirpae posb
KnanaHa i nepeLukogkae NPOHNUKHEHHHO MOBITPS, OAHOYACHO
NOPYLUYETLCS | KOBTAHHSA. IHOA BigMiYaETbLCS MaKpor/iocis,
A3WK NPUPOLLEHNIA A0 M'SKMX TKaHWUH AHA POTOBOI MOPOX-
HUHW.

3. WinuHa m'skoro nigHe6iHHS abo «cTpinyare nigHe-
6iHHA» (04HO- Y1 ABOGIYHE HE3POLLEHHS) (pUC. 2).

Y pasi 04HO6IYHOTO HE3POLLEHHS BigMIYaETbCA AedekT
TKaHWH KOMipKOBOTO BiApOCTKa, TBEPAOro Ta M’AKOro nigHe-
6iHb. BepxHs LWenena po3gineHa Ha ABa dparMeHTy (Benu-
Knii Ta Manuin). 3 BeNVKMM (oparMeHTOM 3pOLLEHNI TlemelLL,
MaUTnit yacTile 3aliMae ANCTasIbHO-MeiaibHe NMOSTOXEHHS.
Fopu3oHTaNbHI NNACTUHKM NiAHEBIHHNX KICTOK MOXYTb
3MilLyBaTMCS BEPTUKa/IbHO. Ha Mexi TBepAoro Ta M'akoro
nigHe6iHb LWpnHa aedekTy Halibinibwa. M'sake nigHe6iHHA
CKM1afaeTbCs 3 ABOX KOPOTKMX hparmMeHTiB, OOMEXEHNX Y
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Puc. 2. LLinnHn BEpXHLOI ry6bun, M’AKOro | TBEpA0ro nigHebiHb
npv cuHgpomi M'epa PobeHa.

pyxax. Me30hapuHKC LUMPOKNIA, Ha 3aHiil CTiHLj ITOTKN —
afeHoiaHI BereTauji (KoMneHcaTopHa peakLis Ha HasBHICTb
OedekTy Ta XPOHiYHe 3anasieHHsi C/IM30BO).

Y pasi ABOGIYHOro HE3POLLIEHHS BEPXHS Lienena po3gi-
NleHa Ha Tpy (pparmeHTV — Ba GiYHMX Ta OAUH CepPeaNHHUIA.
OcTaHHiIn cknagaeTbCs 3 MXKLLENENHOT KICTKM Ta nemeLua i
MOXe 3aiMaTy NPOTPY3iiiHe NO/IOXKEHHS. J/lemeLl po3TalloBa-
HWIi nocepeauHi edekTy. BiyHi oparmeHTn BKIHOYAKTb He-
3poLLeHi hparMeHTV BEPXHbOT Lenenu, NigHe6iHHOT KiCTKN.
Ti ropr3oHTasIbHI NNACTUHKY MOXYTb 3aiiMaTii BEpTUKasIbHE
nonoxeHHs. LWnprHa aedekTy TBEpAOro nigHe6iHHS Haii-
6inblua Ha Moro Mexi 3 M’IKMUM.

M’Ake nigHe6iHHA po3fineHe Ha ABa parMeHTu, fAKi
BKOpPOYEHi Ta 06MeXeHi B pyxax. Me3ohapuHKC LLIMPOKNIA,
Ha 3afHili CTiHLi INTOTKM — aAeHOIAHI BereTauji.

Y pasi He3pOLLEHHSA M'AKOrO NigHEeBIHHSA KOMIPKOBWIA Bif-
pOCTOK Ta TBepAe MigHEOIHHSA Lini.

M’sike nigHEB6IHHA He 3poLleHe Ta CKNaJaeTbCs 3 ABOX
BKOPOYEHMX hparmMeHTIiB, SKi 0OOMEXEHI B pyxax.

Yci ui aHoManii CnpyYMHAKTL pecnipaTopHuin gucTpec-
CUHAPOM, MOPYLUEHHA AMXaHHSA, HEeCMOoKili, AnucnHoe 3
6paavnHoe, NOCTiliHNIA LiaHo3, SKi 0COB/IMBO BUPaXKEHI Npu
NOMOXEHHI AUTWHN Ha CMWHI, aciKCito MPU rogyBaHHI AUTU-

HW, YTPYAHEHHS Y1 HEMOX/IUBICTb KOBTaHHSA, G/110BaHHS, 3
4yacom — aTpencito i NOPYLUEHHSI OKOCTEHIHHS.

Mpu cnHgpomi Mepa PobeHa naTtonoris poToBoi Mo-
POXHWHN NOESHYETLCA 3 BaAaMM PO3BUTKY IHLUMX OPraHiB i
cucteM. HanbinbLu yacTumum € aHoManii c/lyxoBOro anapary
(75 % BunagkiB) i3 BTpatoto cnyxy B 60 % xBopux [1, 4]. Kpim
TOrO, ONMCaHi: ypoKeHa katapakTa, Mionis, Baam cepus, ce-
yocTaTeBOi cMCTEMU, aHOMaJTii PO3BUTKY FPyAHUHN | XpebTa,
a TakoX MonigakTunis i ypogkeHa BiACYTHICTb KiHLIBOK [5,
6]. JedekTn LeHTpasibHOI HEPBOBOT CUCTEMU CTaHOBASATH
6113bko 50 % BuNaakiB y nauieHTiB i3 cuHgpomom Mepa
Po6eHa i BknoyaTb y cebe: 3aTpuMKy PO3BUTKY MCUXIKA
1 MOBW, PyXOBi NOpPYLLEHHSA, MiKkpO- abo rigpouedanito [2,
3]. Yactumm ByBatoTb eninenTuyHi Hanaau. Po3ymoBa Bif-
cTanicTb Bia3Ha4yaeTbesa y 20 % xBopux [5, 7).

3rigHo 3 faHMMKM 3apy6ikKHUX aBTOPIB, NPU NPOBELEHHI
BMCOKOSKICHOTO Y/IbTPa3BYKOBOIO AOCNIAKEHHS AiarHo3
cnHgpomy Mepa Po6eHa noBMHEH GyTU BCTAHOB/IEHWIA
npeHaTanbHo [7].

Mepe6ir i NporHo3 cMHApPoOMy Tshkki. CMepTb HalivacTi-
e HacTae B MepLli AHI XUTTA BHaCNifoK acdikcii yepes
rnoconTos. Mi3Hiwe, NPOTAroM NEepPLLOro POKY XUTTS, PU3NK
npueaHaHHSA iHgekuin (0c061BO acnipaliiHnX MHEBMOHINA)
BE/IVKUIA | 3yMOB/IIOE CMEPTb B iHLWMX BMUNagkax. Micna 1-2
POKIB XXWTTS OUTUHM NPOrHO3 BifLHOCHO XOPOLLWIA. 3a/1eXHO
Bifj CTaHy AUXaHHSA BUAINAOTb TPW CTYMNEHi TSHKKOCTI CUH-
apomy IMepa PobeHa:

1) nerkuii CTyniHb: AUXaHHA He YTpyAHEeHe, He3HauHi
TPYLHOLLi 3 rOfyBaHHAM, L0 YCYBaKTbCA LUIAXOM MpoBe-
[eHHsA KOHCEePBaTMBHOIO JliKyBaHHA B aMOy1aTOPHUX yMOBaXx;

2) cepepfHiin CTyniHb: MOMIpHE YTPYAHEHHS OUXaHHS,
NMOMIpHI TPYAHOLL 3 roA4yBaHHAM, L0 BUMaratoTh JliKkyBaHHS
B CTalioHapi;

3) TSXKKUIA CTYMiHb: 3HAYHE YTPYAHEHHS ONXaHHSA, 3HaYHI
TPYAHOLLI 3 TOAYyBaHHAM NPOTATOM TPMBAJIOTO Yacy, Lo npu-
3BOAATH [0 HEOOXiAHOCTI BBEAEHHS iHTpaHa3as/lbHOro 30H4a
B HWXKHI AnxanbHi Wnsxy abo Tpaxeoctomii [1, 5].

OCHOBHI ycknafHeHHs npy cuHapomi Mepa PobeHa:

1) 06CTPYKLiS BEPXHIX ANXaUTbHUX LUMAXIB, AKa BUK/IMKAE
CTPVAOPO3HE AUXaHHSA, NTapUHIOMAUIALII0, & B TSHKKMX BU-
nagkax — acikcito nig vyac cHy;

2) BigCcTaBaHHs y (PisM4HOMY PO3BUTKY;

3) BifCTaBaHHs B NCUXOMOTOPHOMY PO3BUTKY;

4) NopyLUEHHSI MOBY;

5) XPOHIiYHi iH(DEKLiiHI 3aXBOPIOBaHHA ByXa, L0 Mnpu-
3BOAATb [0 BTPATY CNyXY;

6) OpPTOAOHTMYHI Npo6nemuy;

7) anHoe, CMepTb Nif, Yac CHY.

JikyBaHHs. [lieTa: rogyBaHHsA ANTUHW B OPTOCTaTUYHOMY
NOMIOXEHHI 260 Yepes LLTYHKOBUIA 30HA, Y PaHHI nepiog XuT-
TS — MOIOKEHHS Ha 6OLLi 3 ONYLLEHVM FO/TOBHUM KiHLEM, NPy
HeobXigHOCTI — HasohapuHreasibHa abo eHgoTpaxeasibHa
iHKy6aLjis. XipypriyHe: r/10ConeKcis — KOpeKList 1oconTo3y,
B TSXKKMX BUNagkax — ractpoctoma. LWinvHy m’akoro nia-
HeGiIHHS KOpUryloTb paHo — 3 1 00 2-X POKIB 3a/1eXHO Bif,
BMAY HE3POLLEHHS, BMKOHYIOUM MIAcTWYHY onepadito, 3a
[0NOMOrot0 aKpuI0BOi NIACTUHKM, TUMYaCOBO, 10 3-PiYHOro
BiKy, MiC/11 HOr0 MOXHa i MOBHICTIO 3aKpUTU. He3pOoLLEeHHS
nigHe6IHHA NiKBIAYHOTb 3 1 40 2-X POKIB 3a/1€XXHO Bif BUAY He-
3POLLEHHS. Y GiNnbLL CTAPLLIOMY BiLli IPOBOASATL OpPTONEANYHe
1 onepatumBHe JlikyBaHHS HVKHBOT MikporHaTii. Onepadjii Ha
Lenenax BMKOHYHOTb y 12-16 pokiB. OpTOQOHTUYHE NiKy-
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BaHHS MPOTATOM yCbOro nepiogy peabinitauii (4o 18 pokis)
HanpaB/ieHe Ha JOCATHEHHS OK/TH3ii 3yGHUX pSIAiB.

[aHe pocnipkeHHss NpoBeAeHO Ha BUMaAKy 3 NMPakTUKN.
BikTopisi, 29.01.2014 p., 6yna npuitHATa Ha CcTauioHapHe
NiKyBaHHs1 B My/IbMOHO/IOTYHE BigAiieHHs1 TepHONiIbCbKOi 06-
NacHOT AUTAYOT KANIHIYHOT JTiKapHi 3i CKapramy Ha NigBULLEHHS
Temneparypu Tina go hebpuibHX Lmdp, ManonpoayKTUBHWIA
BOJIOTVI KaLLesb, 3aAMLLKY. 3 aHaMHe3y 3aXBOPHOBaHHS: 3aXBO-
pina 3a 3 gHi go rocnitanisadii, Koy nigsuwpiach Temneparypa
Tina go thebpunbHMX undp, 3'9BUAMCA Kallenb, 3aguka. 3
aHamHe3y XUTTS: AWTuHA Big |l BariTHOCTI, sika nepebirasia Ha
(POHI AMCAIYHKLUIT nnaueHTn, ABOPOroi MaTtku, aHemii Il cTy-
MeHsl, NoMepeyHoro NoMoxeHHs naoga. Monoru Il, TepMIHOBI,
LL/ISIXOM KecapeBoro po3TuHy. Maca npuv HapomkeHHi — 3050 T,
[JOBXVHA Tina — 47 cM. Big HapomKeHHs! CTaH AUTUHN TSHKKNIA
3a paxyHOK AMXaslbHWX, HEBPOJIOMIYHNX PO3/1agiB, YPOMKEHNX
Ba/, PO3BUTKY (MIKPOII0Cis, MiKpOrHaTisi, IPorHarisi, KOCOPYKIiCTb,
K/MLLOHOTICTb). MTWHA Pi3Ko M/ISBa, Ha Orf1a4, He pearye, Ha
60/1b0BI MOAPa3HMKM — MiHIMaslbHa 60/104a rpumaca, Bupas
061445 6osticHMIA. M'i30Ba TOTaslbHa MiNOTOHIs, rinopedonekcis,
MOPYLLUEHHST CMOKTaHHS1 i KOBTaHHS. MpuBeaeHi KACTI 11 cTonu,
KOHTPaKTypu B TOMISIKOBOCTOMHMX cyrniobax. MopylieHHs ap-
XaHHS, ike 3yMOB/1IeHe 3anaJaHHAM A3VKa Ta BUHVIKHEHHAM npuy
LbOMY KOPOTKOYACHMX anHoe. LLIKipHI MOKpWBW | BUAYIMI C/TU30BI
060/TOHKM YNUCTI, GNiA0-POXKEBI, NEPIOPa/ILHUIA | aKpoLjiaHO3.
AKTUBHA y4aCTb B aKTi AYXaHHs AOMOMiKHOT MycKynaTypu. Hag
NereHsiMn: KOPOBKOBMIA 3BYK, BKOPOUEHHST HYDKUE KYTIB SIONAToK,
nocnab6neHe nyepusibHE AUXaHHS, MHOXWHHI BOMOTi Xpunu 3
060X CTOPIH. [isIbHICTb cepus pUTMiYHa, TOHU MOCnabneHi,
CUCTO/IYHWIA LLYM Ha BepxiBLi. MNepebyBana y BigaiieHHi iHTEH-
CVBHOT Tepanii HOBOHAPOMAYKEHMX 06/1aCHOr0 NepPUHATa/IbHOTO
LeHTpY, BiaAineHHi natonorii HoeoHapomkeHnx TOAKJ/1. [iarHos:
nepviHatasibHe ypakeHHs1 LIHC rinoKCMYHO-iLLEMIYHOTO reHesy,
CVHAPOM MPUTHIYEHHS], TOCTPUIA Nepiog, Tshkka doopma. MNosa-
rocnitasibHa ABo6iYHa MHEBMOHIS acnipauiiiHo-6akTepiasibHOro
reHesy, IV CcTyneHs TSHKKOCTI, rocTpuid nepiog, AH Il cTynens.
AHomanag, N'epa PobeHa.

Mpw rocnitanisauii: cTaH TSHKKUIA 3a paxyHOK iIHTOKCU-
KaLiiHOro CMHAPOMY, O3HaK AMXaslbHOT HeQOCTaTHOCTI,
HEBPOJIOriYHOT cuMnTOMaTuku. LLKipHI nokpuBwK 6nigi, nepi-
opasibHUIA UiaHO3. nxaHHSA Yepes Hic yTpyaHeHe. Haa nere-
HSAMU: BKOPOYEHHS NEPKYTOPHOIO 3BYKY NapaBepTebpasibHO,
KOPCTKE AMXaHHS, CyXi Ta BOJOri pi3HOKaniGepHi xpunu,
Yy — 56-60 3a 1 xB. [isNbHiCTb cepus pUTMivHa, TOHU No-
cnabneHi, UCC — 138 3a 1 xB. XXVBIT M'AKWiA, NeYiHka + 2 CM.

OOBCTeXEHHS: 3arasibHNIA aHaui3 KpoBi: Er — 3,69x102, Hb
—118r/n,KM-1,0, Le —11,5%10° n—10 %, c — 32 %, e — 2 %,
N—49 %, Mm— 7 %. BioxiMiuHWiA aHaui3 KPOBI: 3arasibHui Gi/T0K —
54 r/n, rntoko3a — 5,0 Mmorib/n, KpeaTtuHiH — 0,048, 6inipy6iH —
17,8 MKMO/Ib/N, Kani — 5,4 MMorib/n, HaTpii — 142, 8 MMonb/n,
Kasbuii — 0,83 mmonb/n, AnAT — 0,387, AcAT — 0,300. 3a-
rasibHWIA aHasi3 cedi — 6e3 ocobnmeocTeld. Mpyna kposi: A (11),
pe3yc Mo3UTMBHUIA. AHaUTi3 Cedi Ha YPUHOMI3NC: crnabonosun-
TnBHa nNpo6a Cynkosunya. lMinokapniHoBuiA Tect — 16,0 Meks/n
(Hopma 0-30). LinToreHeTUYHe OBCTEXEHHS — nepegyacHe
PO3XOMKEHHST XPOMOCOM. PeHTreHorpachisi opraHiB rpyaHoi
NMOPOXHVHW: NepuBacKysipHa, NepubpoHxianbHa iHinbTpa-
Ljs 3 eneMeHTaMn BOTHUMLLEBOCTI. PebepHo-aiadparmasbHi
CVHYCM BiflbHI, COr — Taulisl 3rnaKeHa, MeXi opraHiB cepeao-
CTiHHSI PO3LUMPEHi 32 paxyHOK BWIOYKOBOT 3as103u. ExoKC:
BBC (31.01.2014) — BigkpvTa apTepiasibHa NpoToKa 40 2 MM,
BigKpuTE OBasibHe BIKHO A0 2,5 MM, nornepeyHa xopga B

cepeaHiin TpeTuHi NiBoro wayHouka. KT rosiloBHOro MO3KY:
niBKy/1i MO3Ky, MO3040K, CTOBOYpP PO3BUHEHI NpaBubHO. Cu-
METPUYHICTb CTPYKTYP 36epexeHa. CepeanHHi CTPyKTypy He
3MiLLEHi, pevoBUHa MO3KY 6€e3 BUAUMUX BOTHULLEBUX 3MiH,
Gina Ta cipa peyvyoBMHM YiTKO AndpepeHuirioBaHi. LinbHICTb
6iflol PeUYOBMHM B TIM'SIHO-NOTW/INYHKX YacTKax CUMETPUYHO
3HWKeHa, AndoepeHLiauis 6asasibHVX SAEP 3HVMKEHA (MOX/IMBO,
SIK MPOSIB FNOKCUYHO-ILLEMIYHOTO YpaxXeHHs). KpoBOBUMBIB
iHTpanapeHxiMmasibHO, MiXX 060/10HKaM1 MO3Ky He BuaHO. Ce-
PEAVHHI CTPYKTYPU HE 3MiLLEHi. BiYHi LLTYHOUKM CUMETPUYHI,
He po3LMpeHi. JTIKBOPHI LUMSXM Bi3yasni3ytoTbCA 3a40BifIbHO,
He 3MilLleHi, 6e3 03HaK komnpecii. MMignaByTUHHI TPOCTOPU He
po3LumpeHi. TypeLpke cigno 6e3 BUANMNX 06'EMHINX YTBOPIB.
Opo6iTM — O4YHI SA61yKa CMMETPUYHI, CTPYKTypa 6e3 BUAMMMX
YpaXeHb, KOHTYpU piBHi. OKOPYXO0Bi M'A131, 30POBI HEPBU YITKO
KOHTYPYHOTbCS, He MOTOBLUEHI. PeTpobynbbapHa KNiTkoBUHA
Bi/lbHa. KiCTKOBO-AECTPYKTUBHIMX 3MiH He BUsIBNeHO. KT opraHiB
rPYAHOI MOPOXHWHW: STEreHeBa TKaHUHA «3a4yxaHay, atefiekTa-
3iB UM BOTHULLIEBO-IHINITPATUBHUX 3MiH HE BUSIB/1IEHO. BpOoHXM
npoxigHi. BinbHa pigyHa, ra3 y nieBpasibHNX NOPOXXHUHAX He
BM3Ha4atoTbCA. KiCTKOBWIA ckenet 6e3 BUANMUX AECTPYKTUBHMX
3MiH. CKPUWHIHT BU3HAYEHHS CIyXy — PEECTPYETLCSA ABOBGIYHO
Ha BCix yacTtoTax. NM/1P kpoBi Ha TOKCOM/1A3M03, LTOMerasio-
Bipyc, Bipyc repnecy | Ta Il Tunie — He BUsiBNieHo. KoHcynsTau,i
cnewianicTiB — /TIOp: YPOMKEHWUIA CTPUAOP; OKY/ICT: aHrionaris
CITKIBKM 000X 0u4eld; reHeTuK: aHomanag, 'epa PobeHa; HeB-
POJIOr: CUHAPOM PYXOBMX MOPYLUEHb, i3 M'I30BOHO MMOTOHIEHD,
Ha hoHi aHomanagay M'epa PobeHa; WwenenHo-mueBnin Xipypr:
aHomManag M'epa PobeHa (onepauis 3 nikBigauii MikporHarii y
12—16 pokiB); TOpakabHWiA Xipypr: AaHKX NPO YPOMKEHY Bady
TpaxeobpoHXiaslbHOro AepeBa HEMAE.

LVTUHY KOHCY/TbTYBaB AUTSYNIA LENEeNHO-NNLEBWIA Xipypr
y AWTAYIA KNiHIYHIA nikapHi Ne 7, Ha kadpeapi XipypridHoi
CTOMATO/IOriT Ta LWenenHo-A1LUeBOIl Xipyprii AUTSYOro Biky
HauioHanbHOro MeguyHoro yHisepcutety imeHi O. O. boro-
MO/IbLIS.

JlikyBaHHSI: cymiLLl «HyTpiNoH» yepes 30HA, LietpTpiakCoH,
nasosniBaH, HeodhiniH, akTiase, BHYTPILLHbOBEHHO (Di3PO34MH,
eychiniH, AeKCOH, II0K03a, BiTaMiH C, napaLeTaMosioBi CBiUKN.

Mpu BUNUCYBaHHI: CTaH AUTUHW CEepPeaHbOro CTYMeHs
TSXKKOCTI, 3 NO3UTUBHOK AMHAMIKOK: aKkTUBHA, Ha Ornsz
pearye agekBaTHO, NMOCMIXaEeTbCsl, MOKPALMBCA M SI30BUI
TOHYC, aKTuBI3yBa/iMcs pedieKCn opasibHO-CniHa/IbHOTO
aBTOMaTU3MY, BiAHOBMBCS pedp/IeEKC CMOKTaHHS, 3HAYHO
piawe noTpebye caHauii BEPXHiX AnXaibHUX LU/IAXIB, Nepio-
OMYHO Mae MicLie BOMTOTUIA Kalenb, HanagiB anHoe He Cro-
cTepiranocs, Sp — 97 %. LLKipHi NOKpuBM Ta BUAUMI C/IM30BI
uncTi, 671i80-POXKEBI, BAAIOCS AOCATHYTU CYTTEBOT KOpPEKLiT
KICTKOBO-M'5130BMX AedhopmalLiii BEPXHiX Ta HMXKHIX KiHLiBOK.
Hag nereHsiMm — KOPCTKe AMXaHHS, NepiognyHi Boori Npo-
BifjHi Xp1nu, KiNbKICTb SIKMX 3MEHLLYETbLCS NiC/s caHauil.

BUCHOBKIW. [30n1b0BaHi BUNagku aHomanagy M'epa
PobGeHa 3aBxau cnopagnyHi. AHoMasnag, € CK/1iagoBok vac-
TVHOK CUHAPOMY MHOXWHHUX YPOIKEHUX Bag, PO3BUTKY,
ycnagKyBaHHSA BM3HAYAETbCA 3a/1€XHO Bif TUMY yCnagaky-
BaHHS OCHOBHOIO CUHZAPOMY.

MNEPCNEKTUBU NOAANBbLWNX AOCNIAXXEHbD.
AKTyanbHUMW NPU AaHOMY CUHAPOMI € BUK/IOYEHHS BCiX
HECNPUATAMBUX PaKTOPIB Y A0NOI0roBUIA Nepiog PO3BUTKY
OVTUHW, NpeHaTasibHa AiarHOCTUKa, NPOBeAEHHS Me[UKO-
FEHETUYHOTO KOHCY/IbTYBaHHSA 3 METO MOMNepemKeHHs Ha-
POKEHHSA ANTUHM 3i CNAAKOBMM 3aXBOPHOBaHHSAM.
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