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Pesrome. PaciiennHa ryobl 1 HEOA SIBJISIETCSI OMHOM U3 CaMbIX pacpOCTPaHEHHBIX BPOXKICHHBIX MATOJOT U IUIla U 3aHUMAaeT 3-¢
MECTO B CTPYKTYpPE BCEX BPOXKICHHBIX IOPOKOB pa3BuTHs. M3onmupoBaHHas opMa JaHHOI MaToJ0ruu BcTpevyaercs B 7,6-41,4%
cly4YaeB, B COCTaBe CUMIITOMOKOMILJIEKCOB pacIleJIMHbI IyObl 1/uian HEGa — B 21,1-61,2% ciayvaeB. PaciieuHbl ry0obl 1 HEOAa MOTYT
SBJSTHCS IPEIUKTOPAMU CUHIPOMA SKTOAEPMabHOM IUCILIa3U1, SKTPOIAKTUINHN, pacileJuHbI Iyosl 1 HEOa (EEC-cunapom).
DTO peaKoe ayTOCOMHO-IOMUHAHTHOE 3a00JIeBaHNE C BEICOKOI IEHETPAaHTHOCTHIO. B Iepron HOBOPOXIEHHOCTH TMAarHOCTUKA MOXKET
OBITh 3aTPYAHEHA, TaK KaK PsSII IPU3HAKOB (OTCYTCTBHE BOJIOC M 3y0OB) SIBJIICTCS BO3pACTHOU HOPMOI. 3HAYUTEIbHY O TOMOIIb
B paHHel nuarHoctuke cuHapoma EEC MoxeT oka3aTh BbISIBJIeHUE pacIIeTMHbI TYObI M HEOA B COYeTAHUM C TIATOJIOTUEl TUCTATTbHBIX
OTIIEJIOB KOHEYHOCTEM, 0COOEHHO Ha Tarle MpeHaTaJIbHOM AuarHocTUuKu. Yare Bcero NaHHBIN MTOPOK yIAeTCsT yCTAHOBUTH Ha CPOKE
16-30 Hemenb. HecMoTps Ha 910, ninarto3 cuaapoma EEC ycTaHaBiuMBaeTCsl JOCTATOYHO PEIKO, COCTOSITHHE Yallle OIMAChIBACTCS
KaK MHOXXEeCTBEHHBIE ITOPOKHM pa3BUTHUS. B cTaThbe MpuBOASITCS KJIMHUYECKHE cllydan nuarHoctTuku cunapoma EEC y nByx nereit
U3 OMHOU ceMbU, ONMMcaHbl GEHOTUNMMYECKHE OCOOEHHOCTU MallueHTOB. [TonuepkuBaeTcs, YTO MHOXECTBEHHbIE TOPOKHU
pPa3BUTUS pacCIleJIMHBI TyObl U HEGA B COYETAHUU C MATOJOTUE TMCTaIbHBIX OTAEI0B KOHEYHOCTEN MOTYT CTaTh PEeIMKTOpaMU
EEC-cunapoma. Yka3biBaeTcst Ha 00JbllIoe 3HaueHue paHHei nuarHoctuku EEC-cunapoma B cocTaBJeHUM KOPPEKTHOIO TJIaHa
JIeueHM I Ha OCHOBE MaToreHe3a 3a0oeBaHus. JIeueHre OTAEAbHBIX KIMHUYECKUX MTPosIBIeHN, Bxoasimux B EEC-cunapom (paciennHa
ryObl 1 HEOA, IepMAaTUT, aIeHTUSI, KCEPOCTOMMUSI, aTPe3UsI CIAC3HBIX Iy Teil), 663 00beNMHEHM S UX B €IMHYI0 HO30JIOTMYeCKY0 (hopMy
MOXKET OBITh IJIUTEIBHBIM, TOPOTOCTOSIIUM M 6e3ycIielHbIM. BBISIBJICHUE TTaTOJIOTUY Y poauTeeil — HocuTeleil cuHapoma EEC
ITO3BOJISIET TIPOTHO3UPOBATh POXKACHUE NETEH ¢ TaHHBIM CUHAPOMOM. MeTOIOM BhIOOpA SIBISIETCS IPUMEHEHME BCIIOMOTaTeIbHBIX
PepONYKTUBHBIX TEXHOJIOT Ui, HATIpUMEP, UCITOIb30BaHNE TOHOPCKUX SUIIEKJIETOK UJIN CTIEPMATO30UIOB.

Karoueswie cnosa: EEC-cuHIpoM, paciueirHa ryobl 1 HEOa, MpeIUKTOPHI, TpeHaTaJ bHas IMaTHOCTUKA, JICUCHUE, PETIPONYKTUBHBIC
TEXHOJIOTUU.
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Abstract. Cleft lip and palate is one of the most common congenital pathologies of the face and ranks 3rd in the structure of all congenital
malformations. An isolated form of this pathology occurs in 7,6-41,4% of cases; as part of symptomatic complexes of a cleft lip and palate,
21,1-61,2% are described. Cleft lip and palate may be predictors of EEC syndrome. EEC syndrome (ectodermal dysplasia, ectrodactyly,
cleft lip and palate) is a rare, autosomal dominant disorder with high penetrance. During the neonatal period, diagnosis can be difficult,
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since a number of signs (lack of hair, teeth) are the age norm. The detection of a cleft lip and palate in combination with pathology of the
distal extremities, especially at the stage of prenatal diagnosis, can provide significant assistance in the early diagnosis of EEC syndrome.
Most often, this defect can be established at a period of 16-30 weeks. Despite this, the diagnosis of EEC syndrome is rarely made, the
condition is more often described as «multiple malformations». The article presents clinical cases of the diagnosis of EEC syndrome in
2 children from the same family, describes the phenotypic characteristics of patients. It is emphasized that in the presence of multiple
malformations of the cleft lip and palate in combination with the pathology of the distal extremities can be predictors of the EEC syndrome.
The authors point out the great importance of early diagnosis of EEC syndrome in drawing up a correct treatment plan based on the
pathogenesis of the disease. Treatment of individual clinical manifestations included in the EEC syndrome (cleft lip and palate, dermatitis,
adentia, xerostomia, atresia of the lacrimal ducts), without combining them into a single nosological form, can be long, expensive and
unsuccessful. The detection of pathology in parents who are carriers of the EEC syndrome allows predicting the birth of children with
this syndrome. The method of choice is the use of assisted reproductive technologies.
Keywords: EEC syndrome, cleft lip and palate, predictors, prenatal diagnosis, treatment, reproductive technologies.
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pOXJIeHHas paclieJruHa ryobl u

Héba (BPI'H) saBnsieTcst oqHoM

M3 CaMbIX PacCIIpoOCTpaHEHHBIX

BPOXIEHHBIX MAaTOJOTU I K1
M 3aHUMaeT 3-e MeCTO B CTPYKTYpE BCex
BPOKJIEHHBIX TOPOKOB pa3BuTus [1].
N3onupoBaHHas (popMa JaHHOM IaTo-
Jnoruu Berpevaercs B 7,6-41,4% cnyudaes,
B COCTaBe CUMIITOMOKOMIIJIEKCOB paclie-
JIMHBI TyObl u/uau HEOa — B 21,1-61,2%
cayudaeB [2]. PacmenuHsl TyObl 1 HEOA
MPEeACTaBJSIOT CJIOXHYIO IO KIMHUYE -
CKOMY ¥ TEHEeTUYECKOMY COCTaBY TPYIIITY
3a00JIeBaHM 1, BKJIIOYAIOIIYIO CUHAPO-
MaJibHbIe, MOHOT€HHBIE, XPOMOCOMHBIE,
MYJIbTU(DAKTOpHUATbHBIE U TEPATOTCHHBIE
¢dopwmel [3]. B kaTanore MeHIeIUPYIOLIIUX
npu3HakoB yeJioBekKa B. Makkiocuka
(OMIM) 3apeructpupoBaHo 6oJiee 700
CUHIPOMOB U COCTOSTHU I, COMTPOBOXIa-
ouuxcst BPI'H 1 nmeonux ycraHoBJIeH-
HBIU WJIN TIpearojlaracMblii MEHIeIeB-
CKMii XapakTep HacienoBaHus. K penkum
BPOXJIEHHBIM aHOMAaJUSIM, COITPOBOX 1~
omnmcd BPT'H, otHocaT cunapom EEC.
Cunnpom EEC (ectrodactyly, ectodermal
dysplasia and clefting syndrome — cuH-
NIPOM IKTPONAKTUINHU, SKTOACPMaTbHOMN
JIIUCITJIa3U U U paclleIMHbI TYObl U HEOA) —
FeHEeTUYECKHU Il CUHAPOM, OOBIYHO MPO-
SBASIOIMIMICS TpUagoW MPU3HAKOB:
2KTOAEPMAJbHOU TUCIIJIa3UEi, DKTPO-
NAaKTUJIMEe KOHEYHOCTEM, paciueJTMHOMU
ryonl 1 HeOa. 3aboIeBaHNEe UMEET ayTO-
COMHO-IOMWHAHTHBII TUI HacJIea0Ba-
HUS, XapaKTepU3yeTCs BEICOKOM TTeHe -
TPAaHTHOCTHIO, HfocTuraoumeii 93-98%
[4]. CBeneHus o0 BapuaHTax CUHApPOMa
EEC paznuunbl. Panee Bbiaensnoch
Tpu reHeTuyeckux Bapuanta — EECI,
EEC2 u EEC3, nocieaHuit BctpeuaeTcst
y MOJABJISIIOIIEr0 OOJbIIMHCTBA OOJIbHBIX.
T'ensl cunapomoB EEC1 u EEC2 kaprtu-
pOBaHBbI Ha AJIMHHOM TIJIeYye XpOMOCO-
Mbl 7 (7q11.2-g21.3) n Ha xpomocome 19
cooTBeTcTBeHHO. ['eH cunapoma EEC3

JIOKaJTM30BaH Ha IJIMHHOM TIJIede XPOMO-
combl 3 (3¢27) |5]. o cBeneHUAM APYTUX
aBTOPOB, paHee ONMCcaHHas JoKajiu3a-
uus reHa, kogupytoiuiero EEC2, cuura-
eTCsl OLIMOOYHON U CyIIECTBYIOT TOJIbKO
2 popmer: EEC1 u EEC3 [5]. Knunuuecku
BCe reHeTHYeckue (opMbl CUHApPOMaA
EEC mexny coboit He pa3iauyaroTcs.
OrpoMHasi poJib B BBISIBJICHUY CUHIPO-
ma EEC y niioga mpuHaaJIeXXuT yabTpa-
3BYKOBOIM nuarHoctuke. [IpeHaranbHas
IMAarHOCTUKA BPOXICHHBIX MOPOKOB
pa3BUTHUS B HACTOSIIEe BpeMs 1OCTa-
TOYHO TOYHA, HO BBISIBJICHUE CUHIpOMA
EEC umeeT HeKOTOpbIe OCOOEHHOCTH.
C oI HOW CTOPOHBI, pacIIeJUHBI JIUIIA
U 9KTPONAKTHUIIUS OTJIMYHO BU3yaTU3U-
PYIOTCS MPU YABTPa3BYKOBOM UCCJIENOBA-
Huu (Y3U). C n1pyroii CTOpOHbBI, peAKOCTb
NIaHHOM MaTOJIOTMU B MPaKTUKE Bpaya He
MO3BOJISIET C YBEPEHHOCTHIO YCTAHOBUTH
MaHHBIW TMAaTHO3, Yallle ONMUCHIBAIOT
«MHOXECTBEHHBIC BPOXIECHHBIC TTOPOKH
pa3BuTHUS». B OCHOBHOM CpOKaMM IOCTa-
HOBKH JMarHo3a saBiasiorcs 16-30 Hexenn
6epeMeHHOCTH [6]. Bosbly0 TOMOIIb
B IMArHOCTUKE PACIIEIVH JINIIA Y COMYT-
CTBYIOIIMX TOPOKOB OKa3bIBaeT IMTPUME-
HEHUE HOBBIX YJIbTPa3BYKOBBIX TEXHOJIO-
ruii B 3D/4D-pexume [7]. [loctaHoBKa
KJIMHUYECKOTro auardo3a cuuapoma EEC
Yy HOBOPOXAEHHBIX TaKXKe MOXKET BbI3bI-
BaTh OIpeaeIcHHbIe TPYAHOCTU. Takue
MPOSIBJICHU S SKTOAEPMaJIbHON AUCITIa-
31UH1, KaK OTCYTCTBUE BOJIOC U 3y0OB,
SIBJISIIOTCS Y HOBOPOXIECHHBIX BO3pACT-
HoOIt HOpMoOii. BpoxxaeHHas 1maToJiorus
KHWCTH HE BCerjga NposiBISIETCS B BUIE
TSIKEJIOTO TIOPOKa (paclIerIeHUsT KUCTei,
OTCYTCTBHUS MMAJIbIIEB), OMTMCAHBI CIyJYan
CUHJAKTUJINU, NOTUAAKTUINU, Aedop-
MalluM MajbleB. B mpakTuKe 4eatocTHO-
JIMLIEBOTO XMPypra U CToMaToJiora npo-
aBiaeHus cuHapoma EEC BcTpeualoTcs
B Bune BPTH B 80% cinyuaeB. Takxke
MMeeT MECTO OJTUTOACHTHUS, aleHTHUS
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KaK CcJeICcTBHMe HapylieHuss Mopdore-
He3a TKaHeil 3yoHoro ¢onnukyna [8, 9].
[TanmeHTHI ¢ HACIEACTBEHHBIM CUHIPO-
moM EEC BcTpeualoTcs KpaliHe peako,
M0 JTAHHBIM JOKTOpPA MEAUIIMHCKUX HaYK,
npogeccopa A. A. Mamenosa, 3a 6oJice
yeM 50-eTHUI mepuo paboThl BhISIBIIE -
Ho 15 neteit ¢ BPI'H B cocTaBe Hacnen-
ctBeHHOro cunapoma EEC. IMpuBogum
KJIMHWYECKUEe TPUMEPHI IBYX IMAllUEHTOB
¢ HacjeacTBeHHBIM cuHapomoM EEC,
HaXoOAIIMXCS Ha JIeUeHU U Ha Kadeape
CTOMATOJIOTUU IETCKOTO BO3pacTa U OpPTO-
noHTUM Ce4eHOBCKOTO YHUBEPCUTETA.

Llenbio naHHOM pabOTHI OBIJIO IMTOBBI-
IeHre KauyecTBa JJIeUeHU sl MallueHTOB
¢ BPT'H 3a cuet paHHero BbISIBJICHUSI CUH-
npoma EEC. Huxe npuBeneHbl KIUHU-
yecKue MpuMephbl JeUeHUs 2 TallMeHTOB
¢ HacieacTBeHHbIM cuHapomoM EEC.

Kamnunueckuit npumep Ne 1

IManuent T., 25 qHe XU3HU, TOCTTU-
TaJW3MpOBaHa B IIJTAHOBOM ITOPSIIKE B
otneseHue HopopoxaeHHbIX [ BY3 AT'Kb
Ne 9 um. H. I CiepaHckoro r. MOCKBHI.
[Ipu mocTymnIeHNU OCMOTPEH HEOHATO-
JIOTOM, YEJIFOCTHO-JIUIIEBBIM XM PYPTOM,
MOATBEPXIEH AMAarHO3 1BYCTOPOHHEN
pacuieJuHbl BEpXHEH ryobl, aJibBeOJsIp-
HOTO OTPOCTKA, TBEPAOTO U MSTKOTO
HEOa (puc. 1, 2). lmarHo3 BpOXAeHHBIX
MMOPOKOB JIMIIa YCTAHOBJIEH MpeHaTalb-
HO, Ha 20-i1 Hemee 6epeMEHHOCTHU TP
BeinmosiHeHUM Y 3. 3 aHaMHe3a n3BecT-
HO, 4TO pe6GEHOK POXJICH OT BTOPOIi 6epe-
MEHHOCTH, BTOPBIX CPOYHBIX poaoB. Bec
npu poxaeHuu — 3000 r, poct — 52 cwm,
olleHKa T10 1rkajxe Anrap — 8/8 6asos.
O06paiianu Ha ce0s1 0COOEHHOCTHU BHEIII-
Hero BUIa HOBOPOXIEHHOTO: CyXast KoXa,
peaKue pECHUILbI, HEOObIUHAS CTPYKTYpa
BOJIOC («BOJIOCHI KYKJIbI»). [Ipu ocmoTtpe
KOHEYHOCTEN omnpeaeasiiach CUHAAK-
tuausa 11, 111, I'V nanbleB JieBoii KUCTH,
cungaktuaus I1 v 111 nanbues npaBoit
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Puc. 1. NaumeHtT.,
COCTOsIHWE NPU NOCTY-
NA€HUU. ABYCTOPOHHAA
paclieAMHa BepxHeM ry6oi,
anbBEOAAPHOIO OTPOCTKA,
TBEpPAOro U MArkoro Hé6a /
Patient T. Bilateral cleft of the
upper lip, alveolar bone, hard
and soft palate

kucTtu. Ha ocHOBaHUU MMeEOUIMXCS
deHoTunuueckux npusHakos (BPI'H
B COYETAaHUU C MaTOJIOTUEI NUCTalb-
HBIX OTAEJOB KOHEUHOCTE!, MpU3HaAKU
9KTOJAepPMaJIbHOW AUCTIIA3UU) CAETIaHO
MPEOoIOKeHNEe O HATMYNN Y peOeHKa
EEC-cunnpoma.

Hamwu npeamnonoxkeHusT MOATBEPAU-
JIUCH TTOCTIe Oecenbl C MaMOil alueHTa.
IIpu ocMOTpe y XKEHITWHBI BHISIBJICHBI
pyO1bI HA BepxHeli ryde u HEOe rmociie
MEepEeHEeCeHHON XeJIOPUHOMIaCTUKH,
ypaHoriacTuku. Bonockel cBeTiibie, cyxue,
nmeeTcs natojorust kucteit pyk. Co cion
MaMbl, CTapIInil peOEHOK B CEMbe TaKXKe
MMeeT paclieJIMHY r'yObl 1 HEDOA, CyXYIOo
KOXYy, HabJwmaeTcsa y opraibmosora
C YacTBIMU KOHBIOKTUBUTAMU. Ha ocHO-
BaHUY MTOJIYUYEHHBIX (PEHOTUTIMYECKUX
MAHHBIX 1 aHAMHEe3a BBIIBUHYTO TIPeJI-
TTOJIOXKEHUE O HAaCJIeICTBEHHOM XapaKTepe
cuaapoma EEC. UHTepecHO OTMETUTD,
yto paHee nuario3 EEC He Obl1 ycTaHOB-
JIEH, XEHIIMHA He ObliIa MHPOPMHUpOBaHa
0 BEPOSITHOCTHU POXJIEHUS AeTei ¢ JaH-
HOW MaToJ0rue.

B cranmonape nauuenT T. Obl1 00cCe-
TIOBaH, BBIMOJHEHA MYJIbTUCITUPAIbHas
KomIibioTepHast Tomorpacdusa (MCKT)
JUI1eBOro ckeyiera (puc. 3), IpoBeaeH
KOHCUJINYM, COCTaBJIEH TIJIaH JIUeHU .
B cBs3u ¢ 60abpmuM 06BeMOM 1e(HEKTOB
BepXHEU YeJIOCTU MMPUHSITO pellieHne
0 IByX2TAITHOM XU PYPTUYECKOM JICUSHUU.
[TepBBIM 3TAITOM BBITIOJTHEHA OCTEOTOMMUST
COLIHMKA C LETbI0 YMEHBIIEHU S TPOTPY-
3UU MEXUEJIOCTHOI KocTU (puc. 4), a BTO-
PBIM — OTHOMOMEHTHASI IBYCTOPOHH S5
xeiysonnactuka. HemocpencTBeHHBI
pe3yabTaT onepalnuy MNpeacTaBiieH Ha
puc. 5. Takum o6pazoM, Ha OCHOBAaHUU
aHaMHe3a U PeHOTUTNINYECKUX MTPU3HAKOB
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Puc. 2. NauuneHtT.,
COCTOSIHWE NpU
NOCTYNAEHUHU B CTaLMoOHap /
Patient T., condition upon
admission to the hospital

Puc. 3. KT AuueBoro ckeneta
naumeHTa T. MpoTpy3us
MEXXUEAIOCTHOW KOCTH /

CT of the facial skeleton of
patient T. Protrusion of the

maxillary bone

Puc. 5. HenocpeAcTBEHHbIN pe3yAbTaT
AeuYeHUuA nauueHTa T. CocTosiHUe nocae
CHATUA WIBOB / The immediate result

of the treatment of patient T. Condition
after removal of sutures

MaIueHTKe ObIJT YCTAHOBJIEH KJIMHUYE-
ckuit nuarao3 «cuHapom EEC». PeGenok
HampaBJieH Ha TeHETMYeCKOe KOHCYTbTHU-
poBaHue. [TaHupyeTcs NpogoIKeHNe
JIeueHU s M peabuiuTanus Ha Kadenpe
CTOMATOJIOTUHU AETCKOTO BO3PACTa U OPTO-
noHTUU Ce4eHOBCKOTrO YHUBEPCUTETA.

Kaunnuueckuit npumep Ne 2

B x1uHuky npusBenu nmauueHTa M.,
8 nmer, ponHoro 6para manuenTta T.
PeGeHOK mepeHec psiji OrepaTuBHBIX BME-
1IaTeJIbCTB M0 YCTPAHEHUTO IBYCTOPOH-
Heli pacileIMHBI BEpXHE#l IyObl, TBEPIOTO
U MsATKOro HEOGa. OOpaiiaio Ha ceOsl BHU-
MaHUe MOPTPETHOE CXOICTBO C MaMOM.
ITpu ocMoOTpe BBISIBICHBI CeAYOUIME
(eHOTUNMUECKNE OCOGEHHOCTU: BOJIO-
Chl CBETJIbIC, CyXUe, PEIKUE PECHUILBI,
MUTMEHTALIUSI KOXU B OKOJIOTJIa3HUYHOI
00J1aCTH, KOXa KOHEUHOCTEl cyXasi, CUH-
naktuaus I u Il manbies mpaBoii CTOMb

Puc. 4. Naumnent T.
0cTeoTOMMA COLIHUKA /
Patient T. Vomer osteotomy

(puc. 6-8). UmeroTcs pyOLibl B 061acTH
BEpXHEH T'yObl, TBEpAOro U MSITKOro HEOA
MnmocJie yCTpaHEeHUsI IBYCTOPOHHE pac-
menuHsl (puc. 9). [lcuxudeckoe pazputue
COOTBETCTBYET BO3PACTHOU HOPME, YIUT-
¢ B IIKoJIe. BRIIBUHYTO MPEAIIOIOKEHNE
0 HaJIMYUU Yy MAallMeHTa HACJIeICTBEHHO-
ro cuuapoma EEC. [1nst mogTBepXaeHUS
SKTOIEPMaIbHON TUCIIa3UN HAMU ObLTa
BBITIOJTHEHA TIpo6a MuHOpa, KoTopast
rnokasaJjla CHUXEHUE KOJMYeCcTBa MOoTo-
BbIX Xene3 (puc. 10, 11). CocraBiieH mjiaH
JleyeHU s, MallMeHTY BbhIMOJHEeHa Tja-
cTuKa nedekTa TBepaoro Héoda (puc. 12),
NJaaHUpYyeTCs najibHellee JeueHue
U peabuJnTanMs Ha Kadenpe ctomaTo-
JIOTUY IETCKOI'0 BO3pacTa U OPTOAOHTUM
Ce4eHOBCKOI0 YHUBEPCUTETA.

Pe3yabTaTthbl

Y 000uX ManMeHTOB BIEePBble YCTAHOB-
JIEH KJIMHUYECKUI TUarHo3 CUHApoOMa
EEC. CocTaBJieH nJjaH najbHEUIEro
JIeYeHUST M PeabUINTALINY C YIETOM MaTo-
retesa 3abojeBaHus. JJaHbl pEKOMEH-
Al POAUTEIISIM I10 YXO4Y 3a IeThbMU
C JIAaHHBIM CUHIPOMOM.

06¢cy)xxpeHue

Cunnpom EEC gaBasieTcst 1ocTaTOYHO
pEeIKKMM B IIpaKTUKE Bpada 0001t crie-
LUAJTBHOCTH. DTO MPUBOAUT K TPYIHO-
CTSIM B TIOCTAHOBKE TMAaTHO3a, COCTOSTHHE
Yalle ONMUCHIBACTCS KaK «MHOXECTBECHHBIC
TTOPOKY pa3BUTHsI». JIeueHUE OTHETBHBIX
KJIMHUYECKUX TTPOSIBJICHU I, BXOMSIIIMX
B cunapom EEC (paciuenuHa ryosl 1 HEOa,
NepMaTUT, aleHTUsI, KCEPOCTOMMUSI, aTpe-
3USI CJIC3HBIX MyTei), 6€3 00beTUHEH U ST
X B ¢IMHYIO HO30JIOTHYECKYIO (hopMy
MOXKET OBITh AJIUTEIbHBIM, IOPOTrOCTOSI-
LIUM 1 0€3yCIIeIIHbIM, TaK KaK HE y4YM-

JIEYALLIMA BPAY, TOM 24, Ne 10, 2021, https://journal.lvrach.ru/



Puc. 6. MauueHt M.
Cyxas Ko)xa KUCTen
pyk / Patient M. Dry
skin of the hands

ThIBAaeT MaToreHesa 3adojeBanusi. [Ipu
Teparuu naroJaorunyeckux NporeccoB U3o-
JIMPOBAHHO, BHE CUHIPOMa, HEBO3MOXHO
CYIIECTBEHHO YJIyYIIUTh KAUeCTBO XXU3HU
MalMEeHTOB, TaK KaK Je4eOHbIe MEPOITPH-
SITUST HOCSIT TTAJITMaTUBHBINM XapaKkTep.
PesynbraToM KOMITJIEKCHOTO 00CIeno-
BaHUS U JICUCHU ST JAaHHOU I'PYIITBI ITAllU-
€HTOB JOJIXKHO CTaTh YJIyYIIeHUE Kaye-
CTBa JXKM3HM U COLlMaJbHAS aJanTanus.
Ponurenu nonxHbl 00JagaTh nHGOpPMa-
el 00 0COOEHHOCTSX yX0/1a 3a peOeHKOM
c cunapomom EEC (ucnojib3oBaHue
YBJIAXXHSIOLIUX KPEMOB, TPOGUIaAKTU-
Ka neperpeBaHMsi, KOHTPOJIb COCTOSIHUS
MOJIOCTU PTa U CPOKOB MPOPE3bIBAHU ST
3y0O0B).

l'eHeTHYeCcKM MOATBEPKACHHBIM qra-
rHo3 cunapoma EEC mo3BousieT npo-
THO3UPOBATH POXACHUE IeTEH ¢ JTaHHOU
naroyiorueit. Tak, B ciiyyae MyTalluu de
novo BEpOSITHOCTh MOSIBJICHU ST Ha CBET
peb6enka ¢ cuaapomoMm EEC cocTaBiser
1%, a Ipy HACJIEACTBEHHOM XapaKTepe
3aboneBanus gocturaet 50%. B mocien-
HEeM cjiyyae METOJIOM BbIOOpa SIBJSIETCS
MPUMEHEHUE BCIIOMOTaTebHbIX PENpO-
IYKTUBHBIX TEXHOJOT UM, HAIpUMeED,
KCITOJIb30BAHME TOHOPCKUX SIMIIEKIETOK
WJIU CTIEpMaTO30UI0B.

BbIiBOADBI

ITpu ocmotpe nauuentos ¢ BPT'H cie-
NyeT YIeIsITh BHUMaHUeE He TOJIBKO COCTO-
STHUIO TIOJIOCTH pTa U JINIIA, HO U (heHO-
TUMTUYECKUM OCOOEHHOCTSIM (COCTOSIHUE
KOHEUYHOCTEM, KOXU, BOJIOC, CIAE3HbIX
nyteii). Couetanue BPT'H ¢ nmaronoruei
KOHEYHOCTEU MOXET CTaTh MPEIUKTOPOM
cunapoma EEC, yTo noka3aHo Ha KJIMHU-
YecKuX Mmpumepax.

PanHee BoisiBneHue cunapoma EEC
MO3BOJISIET COCTABUTh KOPPEKTHBII

Puc. 7. NauueHt M.,
BHeLWHUM BUA / Patient
M., appearance

£
R
—

Puc. 8. Cunpaktuaua l u ll
nanbLEeB NpaBoy CTONbI

y nauneHta M. / Patient
M. Syndactyly of the I and Il
fingers of the right foot

MJaH JeyeH sl peGeHKa ¢ y4YeTOM MaTo-
reHesa 3aboneBaHusl. JleueHue TaHHBIX
MalMeHTOoB 1ieJeco00pa3HO MPOBOIUTH
B YCJIOBUSIX IE€TCKOTO MHOTOMPOGhUIBHOTO
CcTalMoHapa ¢ BO3MOXHOCTbIO KOHCYJIb-
Tauuii TPODUIBHBIX CTIELIMATUCTOB.
NudopmupoBanue ponureneit — HOCU-
teneit cuanpoma EEC 06 ocobeHHO-
CTSIX JAHHOTO 3a00JIeBaHM S MO3BOJUT
B JaJIbHENTIIEM TPOTHO3UPOBATH POXK e~
HUe IeTeN ¢ JaHHOU MaTOJIOTUEN U MpU
HEeOoOXOIMMOCTHU UCITOJIB30BaTh PEMPO-
nyKTUBHbIe TexHosoruu. [l

KOHOAUKT MHTEPECOB. ABTOpbI CTaTbM
MOATBEPAUAM OTCYTCTBUE KOHDAUKTA UHTEPECOB,
0 KOTOPOM HEOBXOAMMO COOOLLUTD.
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