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CUHAOPOM rmnornoccun: ob30P JIUTEPATYPbI U KIMHUYECKUE CITYHAU

"Poccuiickas meTckas KiauHHYeckas OonmbHuIa DenepanbHOTO TOCYAaPCTBEHHOTO OIOKETHOTO OOPa30BaTEIHHOTO
YUpeKICHUS BBICIIETO 00pa3oBaHus «PoccHilCKUiI HAIMOHATIBHBIN HCCIEIOBATEIbCKIUI MEIUIIMHCKUNA YHUBEPCUTET
nmenn H.U. TTuporoBay MunuctepcTBa 3napaBooxpanenust Poccuiickoit @eneparuu, 119571, r. Mockga;

2defepanbHOE TOCYIAPCTBEHHOE ABTOHOMHOE 00pa30BaTeNibHOC YUPEkKIeHHE BhICHIEro obpasoBanus «Poccuiickuit
YHUBEPCHUTET JIpYyxkObl HapoaoBy», 117198, r. MockBa
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Beeoenue: Aenoccus / cunoznoccust — pedkoe cocmosiue, couemaroujeecs ¢ HedOpaseumuem HUMCHell 4enocmu, omcymcmeuem
HUICHUX PEe3Y08 U PA3IUYHOU CIENeHbl0 AHOMANUL KoHeuHocmell. B omeuecmeennoll u 3apybesxcholl aumepamype npeocmasiie-
Hbl eOUHUYHble HAOTI00eHUss Oemell U 83POCAbIX C OAHHbIM NOPOKOM PA3GUMUSL, BXOOAWUM 8 COCMAG CUHOPOMA 2UNO2EeHEe3UU KO-
Heunocmell u opomanoubynapnoi odnacmu (I'’KOO) unu cunopom aenocuu-adaxkmuauu. 3aboresaemocme I'’KOO ouenv nuskas
(1/175000-1/1 000 000 scusoposrcoentvix) u 6 6OILUWUHCMBE CLyYAes NPeOCMABIeHad 2UN02N0cuell, d He UCIUHHOU a2loCCuell.
H3sonuposannas aznoccus 6e3 nopokos pazsumus Koneunocmeli euje Oonee peokoe cocmosinue. Imuono2us aznoccuu / 2uno2nocuu
Heu38ecmna, maxk Kax 6ce uzeecmuvle Ciydau eOUHUIHbL U Ha OaHHbLIL MOMeHm onyonuxosano ne boree 100 nabroodenuil.
Mamepuan u memoowt. B 2015 2. cmayuonapro u ambyramopro Habawdaiucy u 0ociedosanucs oesouxka 1 2. 10 mec u manvuux
3 nem ¢ drcanobamu na ymenvenue nudichell yeriocmu. Jemu ocmompenst 0opnmoOoHmom, npoeedeHsl Q0NOIHUMENbHbLE 00CIe008ANUS
6 C8A3U C HAMUYUEM CONYMCMEYIouell Namonocuu y 0e6oUKuU .

Pezynomamot. B oonom ciyuae y 0e6ouKu, Kpome anoMAaiuu pazeumusl A36lka U HUJICHel Yeniocmu, Obll NOPOK pa36umusl n0360HKOG.
Taxoe couemanue panee ne CMpeyanrocL Ham 6 OOCMYNHOU umepamype. Bmopoin pebenxom 6vin manvuux 3 nem, ¢ KOMOpvIM
pooumenu oopamunucy K OpmoooHmy Ois UCHpasienus npuxyca. B oboux ciyuasx oemu Oviiu Xopouto adanmuposarsl, Xoms omme-
uaucs HeKOMopwiil deuyum epoaIbHOU AKMUBHOCU U MPYOHOCIU NPU KOPMIEHUU, KOMOPble NOCIIe I020Ne0UYeCKOll KOppeKyull u
00yUeHUss KOPMAEHUS C IOACKU ObLIU peuleHbl.

3axnrouenue. /ladice npu 3HauumMenbHOU cmenenu HeoopaseuUmus s3bIKd, QYHKYUOHATIbHbLE 0SPAHUYEHUS Y NAYUEHMOE ¢ CUHOPOMOM
a2noccuu-adaKmuauy RPAKMuU4ecky OMCcymcemeyIon, 4mo 8adcHo Ol ONpedeneHus NPOSHO3d, d MAKIce NPU KOHCYIbMAayuu ¢ nayu-
eHmamu U ux poOOUMensiMU U NPUHAMUSL PelteHUll 0 HeOOXOOUMOCIU KOPPEKMUPYIOWUX Onepayull.

KnwueBbie cnoBa: azioccusl,; cunocioccus, CMHQDOM XaHxama; demu.
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HYPOGLOSSIA: LITERATURE REVIEW AND TWO CASES
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Introduction. Aglossia / hypoglossia is a rare condition combined with underdeveled lower jaw, lack of mandibular incisors and
various degrees of limb anomalies. In domestic and foreign literature, one can find only few such observations in pediatric and adult
populations. This malformation is met in the syndrome of limb and oromandibular hypogynesia or aglossia-adactylia syndrome. The
incidence of aglossia / hypoglossia is very low (1/175,000-1/ 1,000,000 live births, ) and in most cases it is represented by hypoglosia,
and not true aglossia. The isolated aglossia without limb malformations is an even more rare condition. The etiology of aglossia / hy-
poglosia is unknown, since all known cases are sporadic and by present moment no more than 100 observations have been published.
Material and methods. In 2015, a girl (1 year 10 mon old ) and a 3- year old boy were examined in hospital and outpatiently because
of complaints for the reduction of lower jaw. The children were examined by an orthodontist; additional examinations were prescribed
to the girl because of revealed comorbidities.

Results. The girl also had vertebrae malformation. Such a pathological combination had not been seen previously in the available
literature. The second child was a boy of 3 y.o.; his parents decided to consult an orthodontist for correcting the bite. In both cases,
children were well adapted, although there were some deficiencies in verbal activity and difficulties in feeding; after speech therapy
and spoon-feeding trainings these problems were solved.

Conclusion. Even with a significant degree of tongue underdevelopment, there are practically no functional limitations in patients with
aglossia-adactyl syndrome, which is important for determining prognosis as well as for consulting patients and their parents and for
making decision about the need for corrective surgery.
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BBenenune

PasBuTHE 3y00UCITIOCTHON CHCTEMBI TECHO CBSI3aHO C Pas-
BHUTHEM SI3bIKa, YTO OOYCIIOBIMBACT €TO BaYXKHYIO POJb B Ha-
meM OpraHu3Me. BbICOKas KOOpPIMHHPOBAaHHAs MEBIIICYHAS
AKTHBHOCTH s3bIKa JEJIAeT BO3MOXKHBIM COCAHHEC, JIH3aHUC,
IOTaHue, (POHANNIO, COOp KUIKOCTH U YBIAKHCHUC TIHIIH,
a TaKx)Ke MaHWITYJIMPOBAHKE €10 BO BpeMs keBaHus. OOmas u
CHCHHUAIbHAS] YyBCTBUTCIBHOCTh TIOMOTACT OMPEACIATh BKYC,
KacaHue, 00Jib, TEMIIepaTypy W JaBiicHHE. MBIIICUHAS CUIIa
CIOCOOCTBYET MEPEKPHITUIO CBOOOIHOTO JBIXAHUS, 8 MBIIICY-
HOE J[aBJICHUE, CO3/IaBACMOC SI3BIKOM, CTUMYJIUPYET Pa3BUTHUE,
omnpeesnsieT GopMy YETFOCTH, a TAKKE OKKITIO3UIO 3yOHOTO psi-
na. B cBsi3u ¢ 3THM, JIF00BIC aHOMAJIMHU SI3bIKA — arfIOCCHs, TH-
MOIVIOCCHSI MJIM MaKPOIJIOCHSI — BCETIa IMPUBOIAT K Pa3BUTHIO
nedopmary 3y004etoCTHOTO armapara, pu TOM YeM CHJTh-
Hee nedopMaliis, TeM CHiIbHee HapyIlieHa GyHkus [ 1— 6].

B HacTosmmii MOMEHT ONMMCAHBI pPa3IWYHBIC BapHAHTHI
BPOXIICHHBIX M HACJIEICTBEHHBIX aHOMAaNWi s3bIka. Hexo-
TOpBIC M3 HUX KIMHUYECKH Majo 3HAYMMBI: aHKHUJIOTIIOCCHS,
pacmienuHa S3bIKa, MIMTOS3BIYHAS sSMKa. J(pyrue sBISIOTCA
TIPUYNHON HapyIICHUS KadecTBa XU3HU. [ MIOTIIOCCHS WH
MUKPOIJIOCCHUS — OAWH W3 Hambojee PEeAKHX IMOPOKOB, MPO-
SIBISIOIIMNACS MallbIMH pa3MepaMH s3bIKa. ATJIOCCHS, T.e.
TTOJTHOE OTCYTCTBHUE SI3BIKA C POXKACHUS, PEAKO BCTpEUaCTCS
B KIIMHUYECKUAX HAOIIONCHHSX, OTHAKO MIEPBOE OMUCAHNE Ha-
ONrOmeHHs ATHPYeTCs BOCEMHAIaThiM BekoM [3]. B Goib-
IIMHCTBE CIY9YaeB ITH COCTOSHUS COYCTAIOTCS C APYTHUMH
IMOPOKAMH OPTraHOB W CHCTEM, H3OJIUPOBAHO BCTPCUAIOTCS
3HAYUTENbHO pexe [2, 6, 7]. JlnarHocTuka CUHIPOMAaJIbHBIX
COYCTAaHUH C arIOCCHCH/THIIOTIIOCCHEH OCHOBBIBACTCS Ha
3 cuMnToMax: YMCHBIICHHE Pa3MEpPOB s3bIKa (MHKpPOIIOC-
CHsl); MUKPOTHATHSI HIDKHCH YENFOCTH CO CIVIAKEHHOCTBIO
nof0opoKa (WM BEPXHEH YEIIOCTH) B IICHTPAJILHOM (par-
MEHTE BCJICIICTBUE OTCYTCTBHSI PE3IIOB U aTpodust abBEOIIsIP-
Horo rpedHs. Kpome Toro, yacto HaOmonaercsi THnepTpodus
OONBIINX CIFOHHBIX JKEJIE3, PACIICIMHA HUKHCH YCIIOCTH,
AHKWJIOTJIOCCHS, aHOMAaJMH  KOHEY-
HOCTEH pa3IMYHOM CTENEHU TAKECTH,
Ha4YuHasA OT CHHAAKTHUJIIMKU OO0 aMCJIUH.
Yanie nopok KOHEYHOCTEH mopaykaer
JIUCTAJIbHBIC OTACTBI IUICYEBOM KOCTH
wm Oenpa. CTeneHbp aHOMaIINH KOHEY-
HOCTEH MOXET BapbHPOBATh y OIHOTO
TIAIFCHTA.

MarepuaJ 1 MeTOIbI

Knunuueckoe naonwoenue 1. J1 e -
Bouka T., B Bospacte 1 rom 10 mec
MOCTYNWJIA B OTAEIECHHE YEIIOCTHO-JIU-
uesoii xupypruu PIIKb c xamobamu Ha
MpoOJIEMBI C TMTAHUEM U 3a/IEPXKKY pe-
4yeBoro pa3ButHs. [Ipu BHEIIHEM OcMoO-
Tpe pu3muecKoe pa3BuTHe pedeHka Obl-
70 cpemHMM. Macca Tena HaXOAWJIACh
B kopujope 50—-85 mepueHTMIIs, JUIMHA
Tena — B kopuaope 85-97 mepueHTHIIs
(puc. 1, cM. Ha BKIICHKE).

[Ipn mocryruiennn pebeHKy OBUIO
OTMEHEHO 30H/I0BOE KOPMIJICHHE, HaJa-
JKEHO CaMOCTOSITEIBHOE C JIOKKH. Pe-
6enok mmomyvan 700-800 T ensl B ICHB,
yCBaWBaJ IIOJHOCTBIO. JlpIXaTeabHBIX
paccTpoiCcTB HEe OOHApyKEHO, TeM He
MeHee, MaMa OTMedYayia JIU30bI MPo-
BOJHBIX XPHIIOB, NPEHMYIIECTBEHHO
nocie Harpy3ku. Ilo pesymnbraram Tpa-
XEOOPOHXOCKOMMH aHOMAaUil pa3BUTHS
TpaxeoOpOHXUAIILHOTO JiepeBa He OBLIO.

DOI: http://dx.doi.org/10.18821/1560-9510-2019-23-4-206-210
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EnuncTBeHHast 0COOCHHOCTh — YBEIMYEHHBIH B pa3Mepax
Ha/I'OPTAaHHUK OTHOCHTENIFHO THITOIIIA3WPOBAHHOTO SI3BIKA.
[Tpn Me30- ¥ rUNOPAPUHIOCKOIIMUY BH3yaJIM3UPOBATh Hal-
TOPTaHHUK HE MPECTABISIOCh BOSMOXHBIM B CBSI3U C THIIEP-
Tuiazuel TMMQOMHOTO POTOTIIOTOYHOTO Kouiblia. Peus peben-
Ka OblUIa CKYJHOH, IPE/ICTaBICHA OAHOCIOKHBIMH CJIOBaMHU.
[Ipu BU3yanbHOM OCMOTpPE POTOBOM MOJOCTH — HOPMAIBHO
c(hopMHPOBaHHOE HEOHO-TJIOTOUHOE KOJIBIIO, SI3BIK MPEIICTAB-
JIEH MaJIeHbKUM MBIIIIEYHBIM BAJINKOM, HEZIOPA3BUTHE HIDKHEH
YeIIIOCTH CO CKYYEHHOCTBIO 3y00B M MAJIOKK/IIO3UeH Kiacca 3
o DHremo. Hannyue cxoXuX MOPOKOB Pa3BUTHS B POy, a
TaK)Ke POACTBEHHBIC CBA3H MEXTY POIUTEIIMHI OTPHUIIATUCE.

IIpu npoBegeHUM PE30HAHCHOW KOMIIBIOTEPHON TOMOTIpa-
(uH BBIBIATIOCH BBICOKOE CTOSIHHE TBepaoro Héba. Momou-
HbIE 3yObl M 3a4aTKH IOCTOSHHBIX 3yOOB BEPXHEH YEIIOCTH
ObUTH MHTAKTHBL Teno HMKHEH YeNoCTH yMEHbBIICHO, B HEM
OTIPEACISUINCH TPH Pe3lia, Ba U3 KOTOPBIX IUIOTHO MpPHIIEKa-
T APYT JIPYTY, KIBIKA OTCYTCTBOBAJIM, MOJIAPBI 0€3 0COOCH-
HOCTH (pHC. 2).

JlaHHBI TOPOK pa3BUTUS COYETANCS C BPOXKIACHHBIMHU
AQHOMaJIMSIMH [T03BOHOYHMKA M CIIMHHOTO MO3Ta: AMAcTeMaTo-
muenus Ha ypoBHe Th10-L1 cupuHTOMHETHYECKUME KHCTA-
MH, aHOMAJIMSIMU TeJI IICHHBIX 103BOHKOB, Th3, Th4. Jlunoma
Ha ypoBHe Thll. Beutn oOHapyKeHBI aHOMAIIMU Pa3BUTHUS
TPYIHOM KJIETKH; CHHOCTO3 1-2 pebep crpasa, 1-2, 3—4 pebep
ciieBa, CHHOCTO3 Ayskek mo3BoHKoB ¢ Thl mo ThS, Spina bifida
Thl no Th9. Kpome Toro, y pebeHka Ha MOMEHT OIUCAHUS
MIEPCUCTHPOBAJI OTKPBITHIA apTepHaIbHBIN MPOTOK IUPUHOM
0,15 cm. [TopokoB pa3BUTHS KOHEUHOCTEH HE OBLIO.

Knunuueckoe naonwoenue 2. Mansuuk C. 3 ner,
KOTOPOIroO Ha KOHCYJIbTAallUIO MPUBEIU POAUTEIIN B CBA3U C
HUYKHEUETFOCTHOW MHUKPOTHATUEN U MUKpoIyioccuei (puc. 3,
CM. Ha BKJIelike). I3 aHaMHe3a U3BECTHO, YTO peOEHOK OT 2-i
6epeMEeHHOCTH, BTOPBIX CPOYHBIX POJOB Ha (OHE XPOHHUYEC-
KO ypOTeHUTaIbHON MHPEKINH (XITaMHIN03, Ypearaa3zMo3 —
nposeueHsl). Pebenky B Bo3pacte | roma Obuta BBIMTOJHEHA

Puc. 2. PKT uepena ¢ 3D-pekoHCTpyKLIHEH.
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Bbicokoe
apKoBuaHoe
HEGO

wnornoccusa

wnepTpodus agHa
nonocTu pta

' PacnonoxeHue
KOH4YMKa HOpMarnbHOro
A3blka

Puc. 4. Cxemarnueckoe 0TOOpakeHHE TUIOTIOCCHH.

oreparys Mo MOBOAY aHKWIOIIOCCHU B CBS3M C (puKcalu-
€l T'MIOIUIA3UPOBAHHOIO S3bIKA K AJIbBEOJIIPHOMY OTPOCTKY
HIKHEH demtocTu. Ha MOMeHT ocmoTpa mpobieM co 3ByKO-
IIPOM3HOILIEHUEM, IIOTAaHUEM U JAbIXaHUEM Y MallbiMKa He
Ob110. B pOTOBO# MOJIOCTH B MPOEKIIUHU SI3bIKA MBITIICYHBIN
BAJINK CPETHEN MOABIKHOCTH TP APTHKYIISIIINHU, TOTHUECKOE
HEOO, TTyOOKHH MPUKYC CO CKYYCHHOCTHIO 3yOOB Ha HIDKHEH
YEJIOCTH, OTCYTCTBUE PE3LOB. [Ipyrux aHoManuil pa3BuTHs,
cornacHo BeimHcke u3 JIITY 1o MecTy *KHuTenbCTBa, y peOeHKa
oOHapyKeHO HE OBLIO.

Oocy:xneHue

C Tex nop kak Jussieu [8] B 1719 r. BiepBbIe onucan ru-
TIOTIJIA3HIO S3bIKA, B AHITIOS3BIYHON JTUTEPATYPE OMyOIHKOBA-
HO MeHee 100 KITMHUYIECKNX HAOMIONCHNH TTOXOKHX CITydaeB.
ATroccust / THTIOTIIOCCHST — PEIKOe COCTOSHUE, COYETAaIoIIe-
ecsl C HeIOpa3BUTHEM HIDKHEH YeTOCTH, OTCYTCTBHEM HHXK-
HUX PE3LOB U PA3IMYHOM CTENEHBIO aHOMAJINIl KOHEUHOCTEH,
IIPU 3TOM HMHTEIUICKT, KaK MPaBUIIO, HE HapyIIieH. BriepBrie
CHCTEMATHYCCKYI0 KIacCH()UKAIMIO IS TAHHON aHOMaJHH
passutus nposen Hall B.D. [9], oOHapyXuB, 4TO TOYTH BO
BCEX CITy4asiX OHa COYeTaNach C HOPOKaMH KOHEUHOCTEH, mpe-
MMYIIECTBEHHO CTON M KUCTeH (Tabdm. 1).

CormacHo TaHHOMW KJ1accU(HKaILK, 00a ONMMCAHHBIX HAMH
nagueHTa oTHOoCWIUCh K Tuny [-A. OnHako nepBblil NalueHt
MMeJl TIOPOKH Pa3BUTHS, paHee He BCTPEYaroluecs Mpu TH-
MOIVIOCHH. BONBIIMHCTBO aBTOPOB, OMUCHIBAIOIINX JAaHHBIH
MOPOK Pa3BUTHSI, YKa3blBAIM Ha COYETAHUE C JAPYTUMH aHO-
MaJTUsIMU.

Hanhart E. [10] onucan Tpu cityuas: Ba B OJHOIl ceMbe,
a TPeTHil OT OJM3KOPOACTBCHHOrO Opaka. Y HaOIIIacMbIX

ObLTa OOHapykeHa mepoMenus u MukporHatus. Tuncbilek E.
U coaBT. [11] omucanu Tpu CHOpPAagUUECKUX Cilydasi, BCE€ OT
OJIM3KOPOJICTBEHHOTO Opaka ¢ ayTOCOMHO-PELECCUBHBIM TH-
oM HacienoBanus. Robinow M. u coabrt. [12] HaOmronamu
MOHO3HMTOTHBIX OJTU3HEIIOB, YbH POUTENHN OBUTH JIBOIOPOIHBI-
MH Oparom u cectpoil. Robinow M. u coaBr. Takxke HaOI0-
Jlali TalMeHTa ¢ aTpe3uel TOLeH KUIIKK THIa «s10J04HOM
KOXXYpBI» C oOnuTepanuell BepxHei OpbDKEeYHOH apTepHel.
B cBsizu ¢ oTMM Obula BBICKAa3aHa TUIIOTE3d, YTO CHHAPOM
arIOCUU-3/IaKTHIIMM MOYKET OBITh CBSI3aH C OKKJIIO3UEH cOCy-
J0B. JlaHHOE TMOJIOKEHUE OBLIO MOJATBEPIKICHO IKCIIEPUMEH-
TaJIbHO MHAYIMPOBAHHON BHYTPUYTPOOHOM OKKIIO3MEH CO-
cynos B omnbitax Jost M. u Poswillo D.E., mpuBoauBieii k mo-
no6Hoit smOpuonaruu. Opitz J.M. [13] cnenan 3akitodeHue,
YTO JJaHHAs aHOMAJINSI UMEET HEMEH/ICTMHOBCKUII THII HAcIIe-
noBanus. M3 30 ciydaeB cuHnpoma XaHXapTa, ONMMCAHHBIX C
1932 mo 1991 1., HEKOTOpBIE UMENH PEHUINB 3a00IEBaHNS B
TTOKOJIEHHSIX, UTO MPEATIOarago MyTaIiio ayTOCOMHO-perec-
CHUBHOTO TeHa. JTa rumoTe3a Obuta ompoBeprHyTa B 1973 T
THIOTE30 COCYAMCTON MU3PYNINN Ha 4-if Hemele recTalum,
ormcaHHo# Preis S. u coast. [14] mpu n3yueHnn maroreHesa
Ha XHMBOTHBIX in vivo. C Ipyroil CTOpPOHBI, BHICOKas 4acTOTa
POXIaEMOCTH JIETEH C JTAHHBIM TTOPOKOM B OJIM3KOPOJICTBEH-
HBIX Opakax HE I03BOJISICT MOJHOCTHIO MCKIIOYUTH HACIIe/-
CTBEHHBIH KOMITOHEHT.

Robertson S.P. u Bankier A. [15] omucanu WHTEIIEKTY-
QJIBHO COXpaHHOro 20-JISTHEro IOHOUIY C KpPaWHHWMH IIPOSIB-
JICHUSIMU CHHJpoMa XaHxapTa. Ero poaureny He COCTOSUTH B
pozCTBE, a B Ieproj] 0epeMEHHOCTH He OBLITO BIMSHU Teparo-
reHoB. Tpu apyrux cubca Obun 310poBbl. KOHOIIA MMen pocT
150 cM, OKpy>KHOCTB rO10BBI 53 cM. BrIpaxkeHHOCTH Henopas-
BUTHSI HW)KHEH YerocTH OblUla KpaiHss — c03/aBajoch BIle-
YaTJIeHUE ee OTCYTCTBHS. SI3bIK ObUI YMEHBIIEH B pa3Mepax
1 Majo noasuxkeH. IIopok pa3sBUTHsI BEPXHUX KOHEUHOCTEH
BKJIFOYAJI B ce0si CHHOpaxuIaKTWINIO 1—-3-ro manibleB crpaBa
M OTCYTCTBUE KUCTH Ha yPOBHE 3aIsCThs cliea. CieBa OTCyT-
CTBOBAJIa T'OJIEHb Ha YPOBHE KOJIEHHOro cycTtaBa. Ha npasoit
crone O6buT0 Tpu nanbia. Chandra Sekhar H.K. u coasr. [16]
onucany MU onyonukoBany (ororpaguu IByX NALUEHTOB C
BBIPAXEHHOI MMKporHarueil. OAnH U3 HUX — MajbuuK, KO-
TOpPBIM yMep B HEOHaTaJbHOM mepuone. Ha BckpeiTun Obutn
00OHapyXEeHBI CTPYKTYPHBIE aHOMAJINHU CpeHero yxa. Bropoit
ciydait — 14-IeTHH MaBIHK C TBYXCTOPOHHEH KOHTYKTHB-
HOW TYyTOyXOCTBIO M OTCYTCTBHEM OOJBIINX MabIIEB PYK.

De Smet, L. u Schollen W. [17] omucanu aByX HOBOPOXK-
JICHHBIX C TSOKEJIBIMU IIOPOKaMH KOHEYHOCTEH M THIIOTTIOCCH-
el ¢ MUKpO- M peTporHarueid. Y OfHOTO M3 HHUX OTCYTCTBO-
BaJIM TOJICHU HA yPOBHE KOJECHHBIX CYCTABOB M IPEAILICUHUS
Ha ypOBHE JIOKTEBBIX CYCTaBOB. BTopoii pebeHOK nmen menee
TSDKEJIBIC TOPOKH KoHeuHOcTei. Camera 1 coaBr. [ 18] Haburo-
Jlalil MaJIbYMKa ¢ CHHAPOMOM THITOIIOCHUH-TUIONAKTHINN U
(ananro-snuduzaproit nucrutazueit. Dogan D.G. u coasr. [7]

Tabnuma 1
Kaaccnpukanus cuHApoMa runoreHe3sny opoMaHanlysapHoii odaacTu u koneuHoctei (Hall).
Tun 1 Tun 11 Tun I Tun IV Tun V
A | Tunoroceus| A | ['unomoccus-runofaKTHIms A | SI3pIK0-HEOHBII AaHKIIIO3 A | BHyTpUpOTOBbIE NEPETSKKH U Cpa- A| Cunnpom XaHxaprt
IICHHS
B | Amtocenst | B | Tunomoccus-runomenus B | C runornoccueit B | C runornoccueit B | Cungpom Yapm M
C | Tunornoccus-runogaxruiaomenus | C | C runomoccueii-runofakrumeii C | C runornoccueli-runofakTuimeii C| Cunapom
TIbeppa-Pobena
C runonoccueii-runomenyeit D | C runonoccueii-runomenueit D| Cunzpom Méonyc
E | C runormoccueii-runopakrunomenueii | E | C runortocceueii-runonakrunomenueii | E | Cunapom
AMHUOTHYECKHX
THEPETSDKEK
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TabOmnuma 2

AHOMaHl/lM, CONMYTCTBYHOIIHE AITIOCCUH / THTIOTJIOCCHH

DHIOKpPHUHHbBIE

DyHKINOHAIBHBIC

Bucuepanbubie

¥ HepBHOH

CHUCTEMbI

IlenTpansHo

CepaedHo-CcoCyIuCThIe

ITopoxu koneunocreit

3y00-uenocTHbIE

UenoCTHO-JTUIIEBBIC

 Tunorupeos

¢ ledbekr peun:

« Situs inversus

* 3ajepkka
* Atpesus

e AprepuanbHas

. AHOHOHTHSI/FP[HO}IOHTPIS{ . HOpOKPI JUCTAJIbHEE

* Mukpouedanus

HCBHATHAas,

YMCTBEHHOTO Pa3BHUTHUS
* OHO/IBYXCTOPOHHSIS

TUINEPTEH3US
e Mmemuueckas

Ie4eBoii / GenpeHHo
KOCTH, OJTHO/IIBYXCTO-

pOHHIE
o CHHIAKTUIIHS

* BpoxkzaenHoe

* AcuMMeTpus auLa

HEBO3MOXHOCTH
TIPOM3HOLICHUA

JBEHAANATUIICPCTHOU

KHIIKH
* ATpe3sus nuieBoia

e ['unonnazus

OTCYTCTBHE PE3L0OB

* ¥ YeNCTel
* Mukpornarust

HEJJ0CTATOYHOCTD
6-it u 7-1i mapsl

Oose3Hb cepaua
* CHUCTOJIMYECKUIT IIIyM

* JlexcTpakopaus
* Ilebexr

HIDKHEH 4eIoCTH

* AHomaiuu 3y60B

JIMTBAJIbHBIX KOHCTAHT

* 3arpynHeHue npu

* Tumorutasust mog6opoka
* Beimykistit mpoduiib
* HmknevemoctHas

YeperHbIX HEPBOB

» Kocrnas gopma

e [IpoTpy3ust BepXHUX

KOPMIJICHUU / TIIOTaHUKA
B HCOHATaJIbHOM

nepuoze

Ha/ITOPTaHHUKA
* [actpommnsuc

CHHIAKTHIIUK
* [emumenus/mepomennst

. I[I/[CHHBBI/ISI HOI'TEBbBIX

nepeHux 3y00B
» bunarepanbHas

MENIKEITYTOUYKOBOU

TEPEropOIKH
* BoponkooOpasnas

MPOTHATHS
e Tunormiasus BEHEYHOTO

* ATpesusi/CTeHO3 X0aH

CKYYEHHOCTH 3y0OB

o CHHTHaTHs

» KonpykruHas
TYTOyXOCTh

IIJTaCTHH

OTpOCTKA
¢ OTCyTCTBHE BETBH

rpy/Has KJIeTKa
» ['unornaasus jgerouHomn

e Viulomenue

HIDKHEUYETIOCTHOM

apKu
¢ Pacmenuna Héba

HDKHEHN 4eNI0CTH

* MukpocroMust

TKaHU

* AreHe3us HHKHEH TyObl

o CpenuHHas

* BayTpupoToBbie

CHHEXHH
* BHYTpHpPOTOBbIE TSKH

paciearHa/paciieTnHa

BEPXHEH/HIKHEH IyObI
e Jluctonus yurHoN pakoBUHbBI

BEHTPO-MEIUATIBHO
* DIHUICPMOHIHBIC KHCThI

BEPXHETO BEKa
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OIucasy HOBOPOXKICHHOTO C CHHIPOMOM XaHXapTa OT He-
pozcTBeHOTO Opaka 370pOBBIX poauTened. Y Hero ObLT Ma-
JICHBKUH S3bIK, MUKPOTHATHSI, OTCYTCTBOBAJIM KMCTH H CTOIIBI.
PeHTreHoNIOrnyecky OTCYTCTBOBAJIM KOCTH 3aIlsiICThs U IIsi-
CTbs, ME30MEJINS JIEBOH O0ITbIIeOepIIOBOI KOCTH, OTCYTCTBHUE
Ooup1IeOepIIOBOM KOCTH CIIpaBa, PyAMMEHTapHbIE IUTIOCHE-
BbI€ KOCTHU crpaBa. [lanueHT ymep OT MHEBMOHUH B BO3pacTe
neBsiti Mec. Preis S. u coaBr. [14] HaOmonamm TPEXJICTHIOW
JIEBOUKY C TUIIONIOCCUEH, aJOHTUEH, AU IEPMOUIOM IIPAaBOIo
I71a3a, HeIOCTAaTOYHOCTHIO O- U 7-1 Mapbl 4epernHO-MO3TOBBIX
HEpBOB, TMIIOJAKTUIINEH CJIeBa U 1e(EKTOM MEXIKETyI0uKO-
Boii meperopoaku. Higashi K. u coasr. [18] onucanu neBouky
C amioccued U NEepCUCTEHUUEN MepeHel HIeUHO-ITIOTOYHON
MeMmOpanbl. KpoMe Toro, y Hee Oblta aTpe3ust MUILIEBOA, T'H-
MOIUIA3UPOBAHHBIN HaArOPTAaHHUK, IITO3 BEPXHETO BEKa Clle-
Ba, KOHAYKTUBHAs TYIOyXOCTb, HE XapaKTE€PHBbIE ISl JAHHOTO
cuanpoma. Mandai H. [20] u coaBT. onmcanu AByXIHEBHOTO
pebeHka, y KOTOpOro amioccus Oplla THarHOCTHPOBAHA IIPH
TPYAHOCTSIX MHTYyOanuu IO TOBOAY aTPe3nH JBEHAIaTH-
nepctHoi kumku. Kpome toro, aroccus coueranach ¢ pac-
IeNMHON HEOA 1 MUKPOTHATHEH, CO3/IaBIINE TPYAHOCTH IPH
MIPOBEACHUH AHECTE3UH U MEPOIPHUSITHH 110 ITPEAOTBPAIIECHHIO
acTMpanyy B MocieonepanonHom nepuoae. Kantapura P. u
coaBrT. [21] onucanu TaliCKyr0 I€BOUKY C YMEPEHHOM 3a/1epiK-
KOH TICHXMYECKOTO PAa3BHUTHS, THIIOTUPEOUAN3MOM, MHKPO-
nedanreil, MUKpOCOMHEH, YIIOIEHHEM BEPXHEUEITIOCTHOM
apKH1, BPOXKJICHHBIM OTCYTCTBHEM 3yOOB Ha HI)KHEH YEIIFOCTH,
MIEePCUCTEHIMEN IEYHO-ITIOTOYHOM MeMOpaHbl, arioccuei u
MUKpPOTHaTHEN.

W3onupoBaHHast WM ¢ MUHUMAJIbHBIMUA COIYTCTBYIOIIHU-
MU TaTOJIOTHUSIMH aryioccusi / TUTIONIOCCHUS ONMCaHa JIMIIb B
€MHUYHBIX ciiydasx. Amor D.J. u coaBr. [22] onucanu HOBO-
POXICHHYIO IEBOYKY C TUIIONIOCCUEH, MUKPOTHATHEH U Situs
inversus, a Shokeir M.H. [23] B cBoeM HaOIHOJCHUN OTHCHI-
BaJ y MaryeHTa, IOMUMO TUIIOITIOCHH, TOJIBKO HAJIMYHE SIIH-
KaHTaJbHOU cKiajaku. TakuMm oOpa3oM, BCce MHOroodOpasue
COYETAHUSI TIOPOKOB Pa3BUTHS C arioccueil / rumornoccueit
CBeAEHBI HaMH B Ta0I. 2.

YV HabmromaeMbIX HaAMHU HALMEHTOB, NEBOYKHA T. M Mallb-
gnka C., 6puta 00HapyXKeHa 3aJepiKKa PEIeBOTO Pa3BUTHA C
HEBO3MO)KHOCTBIO ITPOM3HOCHUTH YUCTO SI3bIYHBIE 3BYKH. OT-
CYTCTBHE HApyLICHUS NMHWTAHWS W TIOTaHMS OTPaXkaeT ajarl-
THUBHBIC PE3EPBBI, HO HE B OTHOLICHUH (JOPMHUPOBAHMUS PEUH,
0 YeM IUIIYT Takoke U Apyrue aBTopsl [9, 17, 24]. Khalil K.C.
1 COaBT. [24] onmcanu ciry4aii 30-1eTHEero manueHTa ¢ arioc-
cueil. Y Hero Oblia THITOTUIA3Us HUKHEH W BEpXHEH YeItoCTH,
TEM HE MEHee, IMAIHEHT ObUI CIIOCOOEH YIpaBIsATh (QYHKIH-
SIMH PTa, HO C HEOONBIIUMHU TPYIHOCTAMHU. Takum o0pazom,
JIe(UIUT MBIIICYHOH aKTUBHOCTH M JUINTEIBHOE COXPAHCHNE
N30JIMPOBAHHON THIIOIIOCHU MPHUBOAMUIO K JU30KKIIO3UH U
3aj7iep’KKe pa3BUTHs 3yOodenrocTHoro ammapara. Kak crnen-
CTBHE, PEUEBOEC PAa3BUTHE M TNIOTAHNE y HAOIIOAAEMBIX HAMH
Jieteit ObuTH HIDKE cpeiHero ypoBHs. [1o aToil mpuumHe Kpaii-
HE Ba)KHO HaJAKUBAHUE €CTECTBEHHOI'0 BCKApMIIMBAHMUSI, TaK
Kak OyyibOapHbIC paccTpOMCTBA MU JAHHOW NAaTOJIOTHH HE
ornucansl, a GopMHpOBaHUE THIIEBOTO KOMKa B POTOBOII TO-
JIOCTH KpaifHe BayKHO JUI HOPMaJIbHOTO nuieBapeHus. CTout
OTMETHUTb, Y MaJIbuiKa (yHKIMOHAIBHBIE PACCTPOMCTBA Obl-
JI1 MUHUMAJIBHO BBIpaXkeHbl. CoXxpaHeHHE HOPMalIbHOM BKY-
COBOH 4yBCTBHUTEIBHOCTH, MO-BHIUMOMY, BO3MO)KHO BCIIEA-
CTBHE HAINYMA BKyCOBBIX COCOYKOB Ha JTHE POTOBOH MOIOCTH
1 MBIIIEYHOM BaJIMKE SI3BIKA.

CTOUT OTMETHUTH, YTO TAKUE MALUEHTHl HE HYXKJAIOTCS B
PEKOHCTPYKILUH $5I3bIKA, TaK KaK IMHMTaHWE, IIOTAaHUE M BKY-
COBasi YyBCTBUTEIBHOCTb, KaK NPABWIJIO, UHTAKTHBI, a pedb
HE YIydIIaeTcs MOCiIe PEKOHCTPYKUMH. ENMHCTBEHHBIM TO-
Ka3aHWEeM K TIPOBEJCHUIO PEKOHCTPYKTHBHBIX OMEpaLUi
WIN OPTOZOHTHYECKOMY JICUCHHIO SIBISETCS MAJIOKKIIIO3HS.
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Xopommuii ¥ CTOMKHH pe3ybTaT OPTOJAOHTHYECKOTO JIEUEHUS,
MPOBOAMMBIN B TeueHue 2 JeT 9 Mec y manueHTa B Bo3pacTe
15 ner u coxpaHsIONUIMIACS B TeUeHHe 9 JieT HaOIoeHuUs OlIn-
can Goto S. [25]. Ha 3ape pa3BuTus anmnapartoB Al KOMIIPEC-
CHOHO-JUCTPAKIIMOHHOTO OCTEOreHe3a HWXKHEH 4YeIroCTH
Kollar E.M. [26] omnucait ONBIT YIUIMHCHHUS HUKHEH YETFOCTH
y pebeHKa ¢ cHHAPOMOM XaHXapTa, OJJHaKO OTAaJCHHbBIE pe-
3yJBTaThl MpeICTaBiIeHbl He ObuTH. OJHAKO MHOTHE aBTOPEI
CXOZSTCA BO MHEHUH, YTO BEJICHUE TAKUX MAIUEHTOB JJOIKHO
MIPOBOAUTHCS MYJIBTUIUCUUIUIMHAPHOW KOMaHIOM Ui paH-
Hell peaOMIMTaK, OPTOAOHTUYECKON KOPPEKIHK U (hOpMH-
pOBaHUS OPaJIbHBIX HABBIKOB [27].

3akJjoueHue

Arroccust / THIOTIIOCCHUS — KpailHe PEeNKoe COCTOSHHE,
MaTOTeHEe3 KOTOPOr0 MOKHO OOBSCHHUTH HapyIICHHEM pPOCTa
JIATEPAJILHOTO S3bIYHOIO BAJIMKA M SI3bIYHOTO Oyropka Ha 4-if
HEJeJIe TECTAlUU, 3THOJIOT U KOTOPOTO 10 CUX IOp OCTaeTCs
nucKyTabenbHOU. B HacTosAmMii MOMEHT HET eIWHOTO MHe-
HUSI O TAKTHKE BEJICHHUS TAaKUX MAIMEHTOB B CHJY Majoro
KOJINYECTBa HAOIIOJICHUI. B OONBIIMHCTBE CilyyaeB TaKTHKa
BBDKUJATENIbHAS 10 MOMEHTA BO3MOYKHOCTH IIPOBEIECHHUS Op-
TOrHATHUYECKOTO JTalla JICYEHHUs, €CIIA HE Pa3BUBAIOTCS JKMU3-
HEYTPOXKAIOIINE COCTOSHUSA (HAPYIICHUS TIMTAHUS FITH JTbIXa-
HUS), OMHAKO YKa3aHUH B JUTEpaType Ha MOAOOHBIE CIydan
HE BCTPEYAJINCH.

KoHpumKT nHTEpecoB. ABTOPHI 3asiBISIOT 00 OTCYTCTBUM KOH(IMKTA

HHTEPECOB.
d)m{ancuponaﬂne. HccnenoBanue He UMeENO CHOHCOpCKOﬁ TIOAICPIKKHU.
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Kcm. A. IO. Kyeywesa u coasm. K cm. B. b. Kayyneesa u coagm.

Puc. 1. Buemmnmnii Bug pebenka T.

Puc. 3. Buewmnwuii Bug pedenka C.

Puc. 2. PezenupoBan U301MPOBaHHBIN ()parMEHT TOHKOM KUIIKI
C SHTEPOKHCTOMOM (@): 6 — TUCTAIBHBIA 325KUM, HATIOKEHHBIH
Ha OPBDKEHKY KHUILKU C SHTEPOKHUCTOMOI; 6 — IPOKCUMAITbHBII

32)K1M, HAJIOKCHHBIH Ha OPBDKEHKY KUIIKH C SHTEPOKHCTOMOI.




