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BPOXKJIEHHBIN ITOPOK PA3SBUTHSI
IKTOAEPMAJIBHASA IUCIIVIA3USA. KPUTEPUU BbBIABJIEHUSA, KIMHUKA
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'KpIprei3ckas rocyapcTBeHHas MeIUIUHCKas akaaemus uMm. MK, Axyn6aepa
Kadenpa paxynbrerckoil meauarpun
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r. bumkex, Ksipreizckast Pecniy6inka

Pe3rome. B nanHO# cTaThe NpeaCTaBICH KIMHUYECKUN ClIy4all BPOXKACHHOTO ITIOPOKA Pa3BUTUS
B BHJE «OKTOAEPMAJIbHOM IUCIUIA3UM» B COYETAHUU C APYTMMHM BPOXKICHHBIMU IIOPOKaMHU.
DKToAepMaNbHAsI TUCIUIAa3Hsl — 3TO IPyIIa BPOXKIESHHBIX 3a00J€BaHU, KOTOpask XapaKTepH3yeTcs
AHOMAJIMAMM PA3BUTHS TKAHEW, KOTOPBIE NMPOU3BOIATCS DKTOAEPMOM, TaKME KaK KOKa, BOJIOCHI,
HOT'TH U 3yObl. J[J11 TMarHOCTHKU JAHHOTO COCTOSIHHMSI HEOOXOUM IeHETUYECKUH aHalIM3, TaK JKe
CIIElyeT Y4YHUTBIBATh HECKOJIBKO KPUTEPHUEB Ha OCHOBE KIMHMYECKHUX MPOSBICHUM M JOCTYITHBIX
uccleoBaHUM. 311ech O0O0CYXIAloTCs KIMHUKO-aHAMHECTHYECKHUE CBEJCHHs, JabopaTopHbIe
MIOKa3aTeNH, JaHHbIE MHCTPYMEHTAJIBHBIX UCCIIEI0BAaHUI U COLIMANIbHBIE aCNIEKTHI. B cTaThe ocoboe
BHHUMAaHUE yACNAETCS MOJPOOHOMY OMHMCAHUIO C poTOorpadusiMu ciayyasi I€BOUKH 2 JIET, y KOTOPOM
9KTOJIepMallbHasl AMCIUIa3usl Oblla JAMAarHOCTUPOBAaHA B COYETAHUU C JPYTMMHU BPOXKACHHBIMU
IIOPOKAaMM  PA3BUTHS LEHTPAIBHOW HEPBHOM, CEpAEYHO-COCYAMCTOM, KOCTHO-CYCTaBHOM,
MOYEBBIICTUTEIBHON CUCTEM. AHAIIM3 3TOrO Cilydasl IO3BOJIAET HE TOJIBKO CHCTEMAaTU3UPOBAaTh
CYLIECTBYIOIIME 3HaHUS O 3a00J€BaHWU, HO U TMOHATH €ro B3aUMOJEHCTBUE C JPYTUMU
natojgorusiMu. TakuMm o0pa3oM, cTaThsl aKLUEHTHUPYET BHMMAHHE Ha Ba)XKHOCTH KOMILIEKCHOTO
MOJIX0Ja B JIMAarHOCTUKE 3KTOJCPMATbHON IUCIUIA3MH, MOMYEPKHBAasi HEOOXOIMMOCTh PAaHHETO
BBISIBIICHUS W HMHAMBHMIYAJU3UPOBAHHOTO MOJAXOAA K KaXIOMY HalMeHTy A oOecredeHus
3¢ (HEeKTUBHON MOAIEPIKKH.

KiroueBble cioBa: SKTOAEpMallbHAs NHCILIA3USA, BPOKIACHHBIA IIOPOK Pa3BUTHS, KPUTEPUU
BBISIBJICHUS, KIIMHUYECKUH Cilydai.

TYBACA KEMTHUK. OKTOAEPMAJIBIK JUCIIJIA3USA.
AHBIKTOO KPUTEPUHJIEPH, KIWHUKA

B.B. ’Kuxapesa’, lIl.A. Cyaaiimanos?, A.T.Yoii0exoBa’
'M.K. Axyn6aeB aTbingarsl KbIprel3 MaMIeKeTTUK MEAUIUHAIBIK aKaJleMHUSCHI
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bumikex 1., Keiprei3 Pecry6nmkacsr

Pesrome. byn wMakanaga "OkTomepManablKk AMCIUIa3us” €N aTalraH TyKyM Kypam
KaHJAHJBIPYYUdy KEMUYMWIMKTUH KIMHUKAIBIK MUCAIIbI KaHa Oalika TyKyM Kypam »aHAaHIbIpyydy
KEeMUYWIHKTEp MEHEH OHupre KOpCOTYIroH. DKTOACPMANIBIK ITUCIUIA3US — Oyl TEPHUHHU, YauThl,
TBIPMAKTapP/Ibl )KaHa TUIITEPU KaMThITaH SKTOIEPMa/iaH OHYTYYUYy TKaHJIap/ia aHOMaJusuiap MEHEH
MYHO3/eJIreH TYKyM KypaMm KaHIaHbIpyydy 00pyJapasiH To0y. By abanabl AMarHoCcTUKAIo0 YUYH
TeHETUKAJIBIK aHAIMU3 3apbUl, OIIOHAOW »JJ€ KIMHHUKAIBIK Oelruwiep xXaHa IKeTKUIUKTYY
V3WIIO0NIOPIYH HETH3UHIEC OMp Heue KPUTEPHISIepAn dCKe anyy Kepek. Makanana KIMHHKAIIBIK
KaHa  aHaMHE3IWK  MaalbIMaTTap, JIabopaTOPHSUIBIK  KOPCOTKYYTOp, HHCTPYMEHTAJIbIK
W3WIIIO6JIOPAYH KBIMBIHTHIKTAPHI )KaHa COLUAIIIBIK aCTIEKTTep TalKyynaHat. Crnenndukaibik KOHYI
2 ’KamTarsl KbI3bIH SKTOAEPMANJIBIK AUCIIA3UACH MEHEH Oupre 60pOOpayK HEPB CUCTEMACHIHBIH,
JKYPOK-KaH TaMbIp CUCTEMACBIHBIH, COOK-MYYH CUCTEMACHIHBIH JKaHa 3aapa YbIlrapyy CUCTEMaChIHbIH
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Oamka TyKyM Kypam >aHJaHJIbIpyydy KEMUYHJIUKTEp MEHEH IUarHo3/0JIIOH YUYpIyH CYPOTTepy
MEHEH YarbUIABIPbUIYyCYHa OypynaT. byn ydypayH Tangoocy OOpYHYH 6©3re4eiayKTepyH
CHCTEMaJIAIIThIPyyTa ’aHa aHbIH OallIKa MaToJIOTUSIIAp MEHEH 63 apa apaKkeTTeIYYCYH TYIIYHYYTo
xapaam Oepet. OLIEHTHII, MaKaia 3KTOJAEPMAIABIK AUCIIIIA3USHBIH JUATHOCTUKAJIBIK KOMILJIEKCTYY
MaMHJICCHHUH MAaaHHCHH KaHa 3pTe aHBIKTOOHYH jKaHa ap Oup OeiTanka MHIMBHU Y Al AaITHIPBUITaH
MaMHJIEHH KaMChI3 KbUTYYHYH 3apbUIIBITbIH 0aca OenruieiT.

Herusru ce316p: S5KTOAEPMAABIK JAWCIUIA3UsA, TyOaca KEMTHK, AaHBIKTOO KpUTepuiliepH,
KIIMHUKAJIBIK yUyp.
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Summary. This article presents a clinical case of a congenital developmental disorder in the
form of "Ectodermal Dysplasia” in combination with other congenital anomalies. Ectodermal
dysplasia is a group of congenital diseases characterized by abnormalities in the development of
tissues derived from the ectoderm, such as skin, hair, nails, and teeth. Diagnosing this condition
requires genetic analysis and consideration of several criteria based on clinical manifestations
and available investigations. The article discusses clinical and anamnesis data, laboratory results,
instrumental findings, and social aspects. Special attention is given to a detailed description,
including photographs, of a 2-year-old girl diagnosed with ectodermal dysplasia in conjunction
with other congenital malformations affecting the central nervous, cardiovascular,
musculoskeletal, and urinary systems. The analysis of this case not only helps to systematize
existing knowledge about the condition but also provides insights into its interaction with other
pathologies. Thus, the article highlights the importance of a comprehensive approach to
diagnosing ectodermal dysplasia, emphasizing the need for early detection and individualized
care for each patient to ensure effective support.

Key words: ectodermal dysplasia, congenital malformation, detection criteria, clinical case.

BBenenue. DxromepmanbHble nucruiazuu (D)  HaOmromaercst ayTOCOMHO-PELIECCUBHOE 17001
MIPEACTABIAIOT COOO0I TeTepOTeHHYIO TPYIITY U3 HE  ayTOCOMHO-AOMHHAHTHOE HacienoBanue [1].
MeHee 50 reHeTHYecKuX HapyIIeHUH, BIUSIOMNX Ha OKTOJlepMa  TPEACTaBiIsieT Cco0O  caMblit
pa3BuTHEe JBYX WIM Oojiee JKTOACPMAIBHBIX  HApYXHbIH M3 TpeX 3apOXBIIICBBIX JIMCTKOB,
MPOU3BOAHBIX, BKJIOYas BOJOCH, 3yObl, HOITH, (OPMHUPYIOIIUXCS Ha PaHHUX CTanusIX
TIOTOBBIC JKEJIE3bl U HEKOTOphIe Apyrue Tkauu [1-3].  BHyTpUyTpoOHOTO pa3BUTHSL. MN3navyansHO
[Ipennonaratot, 4TO MEXaHU3M 3a00JICBAHUN MOTYT  DKTOZEpMa COCTOMT W3 OJHOTO CJOsl KIETOK,
OBITDH BBI3BAHBI nedexToM CHUHTE3a  KOTOpPHIH cO BpeMmeHeM nuddepeHuupyercs,
HHAYLHUPYIOIIEro BEIeCTBa, KOTOPOE OTBEYaeT 3a  00pa3ysl pa3inuyHble CTPYKTyphl opraHusma. U3
AKTUBAallUKIO T'€HOB, KOHTPOJUPYIOIIUX  CHUHTC3 9TOr'0 CJI04d pa3BUBAIOTCA TaKUC TKaHH, KaK HOI'TH,
benkoB w ux auddepeHnEpoBKy. Yame  BOJOCH, CambHBIE W TOTOBBIE JKENE3bI, a TaKXKe
BCTpEUAIOTCS JABE Kiaccudueckue QopMbl 3J[:  smuTenwii pOTOBOM IMOJOCTH, HOCA W aHAJIBHOTO
JOUCIIa3usl  SKTOAEpMalbHas —aHrMApoTHYecKas  oTBepcTus. KpoMme  Toro, H3  3KTOAECPMBI
(AD[D) u JUCTIIA3Us 9KTOJepMaibHas  (OPMHUPYIOTCS BBICTWIIKA NPSAMOW KHILUKH, 3Mallb

rugporuueckas (D) [4-7].
B 50-60 mpomuentax cimydaeB ['D]] HaciemyeTcs
Kak X-creryieHHoe 3a0oneBaHue (X-clerieHHas

TUIIOTHAPOTHYECKAsl SKTOAepMalbHas —JUCIUIa3Hs
[XLHED, XHED]), a B oOCTampHBIX CIy4asx

3y0OB W CCHCOpHBbIE KJIETKH OpraHoOB CIIyXa,
0OOHSHUS U 3pEHUSL.

eabw  gaHHOTO
npejicTaBICHUE
3KTOJIEpMaJIbHON

HnCcCiacaJ0BaHuA
KIMHHUYCCKOI'O
JAUCIIIIa3uul B

ABIISIETCS
ciryyast
COUYETaHWU C
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OPYTUMH TIOPOKaMH DPA3BUTHsI OPTaHOB M CHCTEM,
pa3paboTKa ONTUMAIFHOTO aJrOPUTMa TUArHOCTHKH
U YCTaHOBIICHHE KPUTEPUEB IS €€ BBISIBICHHUSI.

Marepuansl u  Metroabl. Ilpencrasien
KJIIMHAYECKHU CITydail 3KToAepMaIbHON AUCIIA3HH Y
nesoukn O. C. 2mer, KoTopas TMOCTynmjia B
OTICTICHWE TATOJOTHH TIEPUHATAILHOTO IEepHOJa
HanmonanpHOTo LEeHTpa OXpaHbl MaTE€pUHCTBA U
JEeTCTBAa 110 HANpaBJI€HUIO Bpaya — JIETCKOro
HEBPOJIOTa KIMHUKO-AUATHOCTUYECKOTO OTIENICHHE
27.03.2024 ronja. Mama  nmpu  TOCTYIUICHHU
MpeIbsBIsIa KanoObl Ha OTCTaBaHHE B TeMIax
pa3Butusl (HE XOIWT), OTPAaHWYCHHE NBWKCHHHA B
KOHEYHOCTSIX (0OJIbIlIe B TIPABhIX), HATMYHE ITATEH Ha
TeJNe,  KOTOpble  YCWJIMBAIOTCI  BO  BpeMs
SMOIMOHAIBHOTO ~ TIepeHanpshkeHus.  [lanuenTka
MPOIILTH KIIMHUKO-aHAMHECTHYECKHE u
1a00paTOPHO-UHCTPYMEHTAJIEHBIE METO/IbI
obcnmemoBanus ¢ menblo  auddepeHITHaTbHON
JUAarHOCTHKH, a TakXKe KOHCYNbTAllMd APYTHX
CTELUAIUCTOB.

Onucanue KIMHUYECKOIO CIy4Yas.

ITamment O.C. — neBouka 2 roaa, Bec = 7 KT, pOCT
=77 cm, UMT = 11,8, «- 1 COw.

U3 anammesa smcuznu: co CIOB MaMbl, peOCHOK
OoneH ¢ poxkaeHns. Cpasy Iociie poIoB HaXOAMIACh
B OTJICJICHHN PeaHUMAIlUN 1 WHTEHCUBHOM Teparuu,
Ha 2 CYTKH >XM3HHM MEpPEeBEJCH B “HEIOHOLIEHHOE
ornenenue”’ JKaman-AoGanckoit o0JlacTHOMI
KIIMHUYECKOH OOJBHUIIBI (BBIMHCKA OTCYTCTBYET) U
BbImucanicst Ha 28 cyTku >ku3HH. [locne pebGeHOK
yacto 0Ooien pecnupaTOpHbBIMH —3a00JI€BaHUSIMU
(3axmrouenuit Het). B 2023 roxy meBouka repeHecia
OTEpalyio — TUIACTHKA MaXOBOH TPBDKU (BBITHCKU
HeT). B 2 rona oOpaTuimcek B OTIENEHHE YETIOCTHO-
nuieBoi xupypruu HarmoHansHOTO IIEHTpa OXpaHbl
MaTepUHCTBA M JI€TCTBA II0 IOBOAY BPOXKIACHHON
pacuienuHbl MATKOro HeOa, Obljla PeKOMEHJOBaHO
OIlepaTUBHOE JieueHHe B 2,5 roja, U KOHCYJIbTaLUSI
HEBpOJIOTa 10 OCHOBHBIM anobam. Ilpu ocMmotpe
HEBPOJIOTOM KIIMHAKO-THarHOCTHYECKOTO
OTZAEJICHUs, OBUI0 PEKOMEHIOBAHO TOCIUTAIM3ALINS
B OTZAEJICHUE MATOJOTUH MEPUHATANBHOTO IEepPHOAa

Y ot
% CEN TN

Puc. 1. [IBeT KOKHBIX II

OKPOBOB 10 U IOCJIE TaKTHJIBHOHN CTUMYJIIIUN

HanuonanbHOro meHTpa OXpaHbl MaTE€pUHCTBA U
JETCTBA JUIsl AUATHOCTUKY U JICUCHUSI.

Uz  axywepcrkoeo awammuesa: PeOeHOK OT
HEe3alUTaHWPOBAaHHOW 2 OepeMeHHOCTH, 2 PpOJIOB,
BBIKMIBIII M Men. abopT — oTpunaer. JlaHHas
OepeMEeHHOCTh TpoTeKajla Ha (OHE aHEMHH
(remornobun — 95 r/m), OPBU (na 2-4 mec., JIC ne
MpUHAMAaNa). YTPO3bl BHIKUABIIA He ObUT0. Ha yuer
mo OepeMEHHOCTH BcTajga Ha 14 Henmerne.
CranuoHapHoe JieueHre BO BpeMsi OEpeMEHHOCTH He
nojyyvaja. AHAIN3bl Ha BHYTPUYTPOOHBIEC HHPEKINN
(BYN) we cmaBana. C 18 Hexenu M 10 poOJOB, MO
V3U, y peberka ObUTO OJHOKpATHOE OOBHTHE IIICH
nynoBuHod. Poxpl B cpoke 39 Henmens, nyTeMm
9KCTPEHHOTr'0 KecapeBa CeYeHUs (CO CIIOB MaMbl, U3-
3a JIMIEBOro mpeiexanus). Poaunmach aeBouka,
BIIP = 3500, kpuk OTCYTCTBOBaJ, K TpyAu He
MIPHUIIOKEHA (pacmenmaa MSTKOTO Heba).
Haxonunace B peaHumanuu 1 CyTKH, HAa 2 CYTKH
Obula TiepeBellcHa B HEJIOHOIICHHOE OTJCIICHHE B
Kanan-AOanckoi o0acTHOM KINHUYECKOH
oompHUIIEL. XKenTyxu He ObUT0. BEImucana momoii Ha
28 neHb.

[Tpu TmarensHOM cOOpe aHaMHe3a BBISICHUIIOCH,
4T0 peOCHOK W3 TeTeporeHHOW 30HHI (r. Maiinyy-
Cyy). Mainyy-Cyy — ropox  0oOJacTHOTO
nomuuHeHus B JDkaman-AOGaickol — o0jacTH
Keipresckoit Pecrybnuku. bians ropoma Haxonsres
KpYIHEHIINe B MHUPE XpaHWIWINA PaJdOaKTHBHBIX
orxonoB. B 2006 romy ropon ObuT BKIIOYEH B
JIECATKY CaMbIX 3arpsi3HEHHBIX TOPOJOB B MHUpE IO
BEPCHH JKOJIOTHMYecKoi opranm3anuu Blacksmith
Institute. Co cinoB mamer B 2021 rtomy Obu1O
nepe3axopoHeHue XBOCTOXPaHWJIHIIA
(o¢unmanbHBIX TaHHBIX HE HAWJECHO).

Comamuueckuii cmamyc npu NOCMYRIEHUU!
COCTOSIHHE CPEIHETSDKENOE, 3a cuer
HEBPOJIOTHYECKOH CHUMNTOMATHKH. Ha KOXHBIX
MIOKPOBaxX MMEIOTCSA KPacHO — OarpoBble MATHA, HE
BO3BBIIIAIONINECS HAJ KOXEH, YCHIIMBAIOLIHECS MPH
SMOIMOHAILHOM  BO30YXKJCHHH, TMeperpeBaHui,

TaKTWJIBHON CTHMYJISALMH ¥ HPHOOPETA0T TEMHO -
OarpoBsIif oTTeHOK (puc. 1 A, b).

-\

A — 10 TaKTUIBHOM CTUMYISIHH, b — oce TaKTUIHHOM CTUMYJISIIINH.
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Ko’kHbIE TMOKpPOBBI MOPIIMHUCTBIE U CyXHE,
IHIETyIIaTCsl, OCOOCHHO TOHKas BOKPYT pTa W TJia3.
IDKK - rumorpodwus. Ilpu ocmorpe poToBoi
MOJIOCTH, CIIM3WCTass YHCTas, OTMEYaeTcs He
3apalieHne MATKOTo Heba 1 paclienHa sS3bI9Ka.

3y0Obl — (hir00pO3BI, HauaM IMpope3biBaThes B 10
MeC., MKy 3y0aMu OOJIbIINE MPOMEKYTKH (pHC. 2).

e

KocTtHo-cycraBHOI anmapat: aedopmariys rpyaHoi
KJICTKA TI0 THIY <«BOPOHKOOpasHoi» (puc. 3 A).
Otmeuaercs neopMaIst MpaBoro KOJICHHOTO CyCTaBa

Jpixanue cBoOonHOE, CaMOCTOSTEIBHOE,
ajekBaTHOe, poBHoe. IIpu AbIXaHMM KOMHaTHBIM
BO3JyXOM carypanusi 6onee 96-98%. UJ] - 26 B
MHHYTY. AYCKYyJIbTaTUBHO B JIETKHX Iy3pHUIHHOE
IObIXaHWe, MPOBOIUTCS C OOOHMX CTOPOH, XPHIIOB
Her. [Ipu nepkyccuu Jero4Hol 3ByK OMaTepaibHO.
Tonbl cepauna npuriymess!, putMudabie. YCC —
151 yn B MUH. [epudepuueckuit MyJIbC
YAOBJIETBOPUTEIBHOTO HATIOJHEHUS U HANIPSDKEHUS.
JKuBoT markuii, 0e300i1e3HeHHbIN. [leuens Ha 1 cm
BBICTyIIaeT OT Kpas peOepHOH Ayru, Kpail OCTpbI,
37aCTUYHBIN. [IepucranpTuka KHIIEYHHUKA
BbICIyIIMBaeTcs. ModernosioBasi cucremMa pa3BuUTa

Puc. 2. Bemmnmii BUJI

Bonocel TOHKME W HAOMMHAIOT IIyLIOK, OYEHb
CBETJIOTO 1IBETa, pacTyT MEJICHHO, TaKkKe Mama
OTMEYaeT BhINAJCHAE BOJIOC, OpPOBH M PECHHIIBI
OTCYTCTBYIOT (pHC.2). YIIM BBITSHYTHl MU HEMHOIO
3a0CTpeHBl  KBepXy (puc. 2). Bonpmoit 106 ¢
BBICTYNAIOIMMK ~ JIOOHBIMH ~ Oyrpamu, — 3amaBIias
NIePEHOCHIIA, 3aITaBILKE EKH, MAJICHBKHI HOC (pHC. 2).

0OO0JIBHOTO.

(puc. 3B) u orpaHuucHHWE AKTUBHBIX W MACCHBHBIX
JBIDKeHUH B Hell. [IpaBast HIKHAS KOHEYHOCTh Ha 3 cM
Kopode 1ieBoi (puc. 3 b).

Sl

Puc. 3. Jlebopmariuu kocTHO-CycTaBHOTO ammapara: A — « BopoHkooOpa3Has» TpyHas KJIeTKa,
b — Hwxkaue xoHeunoct, B — R-CHUMOK HHU)KHMX KOHEUYHOCTEH.

MpaBUIIBHO, 10 )KEHCKOMY THUITy. Modeucnyckanue
camocrosrenbHoe. CTyn, opopmiieHHBIH, 1 pa3 B 2-
3 mgHA.

Hesponozuueckuii ~ cmamyc — Ha ~ MOMEHmM
nocmynnenusi: CO3HaHME coxpaHeHo. Ha ocmortp
pearupyer diidopuuno. Ilpoctbie HHCTPYKIUH

BHIMOJTHSET. Ha 3ByKOBBIE pa3pakuTesu pearupyer.
Ha wums oT3bBaeTcs, oOpalleHHYIO pedb Majo
BocipuHUMaeT. Yepen ruapouedarpbHON (GopMEIL.
OI' — 45 cMm. BP — 3akpsbIT, BeHO3HAs CETh HA TOJIOBE
ycuneHa. [lo UMH: riasHbple 1EenuM OJMHAKOBBIE,
D=S. 3pauku cpennero nuamerpa D=S. Peakuus
3paykoB Ha cBeT (TpsMasi, COAPYKECTBEHHOE) He
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HapyLIEHBI, D=S. Barmsin ¢dukcupyer,
MPOCIICKUBAET. J[BUKECHUS TIIa3HBIX 00K MOJIHOM
ooweme. Kocornasus u Hucrarma Het. [oTanue u
(onanus HapymeHsl. [lomokeHue 1ied u JIOMaToK
Ha OJHOM YpOBHE, KPHBOIIEH HeT. MEbIIIeYHbIi
TOHYC TOHW)XEH, MNPEUMYIICCTBEHHO B HWKHHUX
KOHEYHOCTSIX. CyXOXWIIbHBIC PE(ICKCHl CHHUIKCHBI,
0oJpIle ¢ HIKHUX KOHEYHOCTEH. MeHWHTealbHBIX
3HaKOB HeT. KOMMyHHWKAaTWBHBIE W KOTHHTHBHEIC
¢ynkunu He HapymeHsl. HIIP: ronoBy mepxwur - ¢
1,51, nepeBopaumBaercs - ¢ 1,51, cugur - c
1r 9 mec, momsaer — 1 T 9 Mec, He CTOMT, HE XOJIUT.
CroBapHBIH 3ammac: CIoroBasi.

Peszynomamol npogedenHblx uccied08aHuil:

- OAK ot 26.03.24: Dputp — 4,3 (10°12/m), HB —
133,0 (rp/m), LIIT — 0,92, Jletik — 5,6 (10"9/:1), D03 —
2 (%), Tumd — 44 (%), nan — 1%, cer — 47 (%), Mon
-6 (%), COD - 7 (Mmm/3).

- OAM or 26.03.24: LIBet - ¢/, OTH. IIJIOTHOCTH
— M/M, benox (r/m) - wHer, Jleiikou-s1 — 1-2-3-,
Onurenuit — 1-2-1.

- Kan ma s/rmuct ot 26.03.24: He oOHApYIKEHBI.

- BXA or 28.03.24: O6muii ounupyoun — 6,60
(Mmxmonw/n), ACT — 10,2 (en/nm), AJIT — 18,2 (en/n).
O6m. Oemox — 67,9 (r/m), Xomectepun — 3,83
(mmone/m), Kpearmama — 65,0 (MKMOJB/M),

MoueBuna — 2,40 (Mmonb/i), Fe —
Ca—-2,79.

- TTI — 1,1 am/a, T4 cB — 13 uM/1 ot 29.03.24.

- Ox0 — KI' ot 25.03.24: OTKpBITOE OBaJBHOE
OKHO.

- OKT ot 29.03.24: Cunycosas taxukapaus, YCC
176 ymapoB B wMuH. Hapymenue mpoueccoB
PETosIpU3any.

- Y31 B/o, m/x or 29.03.24: VYmepeHHas
renaroMeraius 3a CYeT PEaKTUBHBIX H3MCHCHUHU.
lMumorutasust o6enx mouek. [Inenoskrazum B mpaBoit
u JeBod moukax. JuddysHoe yBemmMucHHE
U TOBUIHOM JKeJIE3hI.

- Penrren HmwxHHX KOHeyHOCcTed oT 17.03.24:
CwMmereHne 60bIIe0epIoBoil kocTH crpasa (puc.3 B).

- MPT r/m ot 02.04.24: MPT-nanuble 3a odaru
TJIMO3HO-KUCTO3HON JIeTeHepallud B TEMEHHBIX
JIONISIX M TIpaBoii reMucdepe Mo3kedka (Kak HCXOJ
TUTIOKCHYECKUUIIIEMUIECKAX MTOBPEXICHUT);
YMEPEHHO BBIPAXKCHHYIO HEOKKJIIO3UOHHYIO
BHYTPEHHIOIO THIPOlehani0;, KOCTHYK Y30CTh;
MP-nipu3HaKy KaTapaabHbIX ABJICHUH B raiMOPOBBIX
masyxax, CHIDKCHHC  ITHEBMATH3aIllid  sUeeK
COCHLIEBHIIHBIX OTPOCTKOB OmiartepaibHo. MPA
JlaHHBIE 3a S-00pa3HbI M3BUTOH XOJ OCHOBHOM
aprepuu (puc. 4).

17,7, Mg — 0,75,

Puc. 4. MPT — xapTiHa roJoBHOT0O MO3ra.
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- Oxkymuct ot 29.03.24: DS: BpoxneHHbII
JAKPUOIIMCTHUT MPABOro Tias3a. P-Ho: 3o0HaupoBaHue
CJIC3HOT'0 MPOTOKA NPABOTO Tjasa.

- Hepmaronor ot 01.04.24: DS: DxTonepmanbHas
JUCTIIa3ns?

- Ypouor ot 01.04.24: DS: ITuenoskrasus 000oux
nouek. P-no: HaOmonenwe B nunHamuke. Y3U
KOHTPOJIb 4epe3 6 Mec.

- WIX ot 01.04.24: DS: Bpoxaennas paciieanHa
MArkoro HeOa. P-Ho: OneparuBHoe jieuenue B 2024
rony, uepes 6 mMec.

- I'eHeTnueckuil TecT He ynaioch MPOBECTH B
CBSI3U C OTCYTCTBHEM CPEJCTB.

Ha ocHOBaHWMM KIMHHMKO-aHAaMHECTUYECKHX U
1a00paTOPHO-UHCTPYMEHTANBHBIX JAHHBIX ~ OBLI

BBICTaBJICH KIIMHUYCCKUH JIUATHO3:
OkrojepManibHas — JucIUIaszus.  PesmpyanbHas
suiedanomnarus. OOmas 3aaepKka pasBUTHSL.
3agepxka CTaTUKO-MOTOPHOTO pa3BHUTHA.
3ajepkKka pedYeBOTO pa3BUTHA. BpoKIEHHBIH
JAKPUOIIMCTUT TPaBOTO TIJasa. BpoxaeHHas

pacmennHa wMsarkoro Heba. BIIC. OrtkpsiToe
oBanbHOE OKHO. [lmenoskrasust 000MX MOYEK.
Bapycnas nedopmarus KocTeil roieHu crpasa.

O0cy:k1eHne KINHUYECKOro ciayvas.

B nmanHOV paboTe mpenCTaBlieH KIMHUYCCKHMA
cilyyail BpOXKOCHHOIO IIOpPOKa DPAa3BUTUS B BHUIE
SKTOACPMAJIBHOHN TUCIIa3UU, KOTOPBIA COYETaNCs C
JPYTHMHU BPOXAECHHBIMH aHOMATMAMH. DTOT ciyvait
JEMOHCTPHUPYET BaXXHOCTh KOMIUIEKCHOT'O IIOJX0/1a K
JUarHOCTHKE 9KTOZEPMaIIbHOMN JMCIUIAa3HY,
0COOEHHO KoTrza OHa COIIPOBOX1AEeTCs
COIyTCTBYIOUIMHM MATOJIOTHSIMH.

AHanu3 nokasai, 4To TOYHOE JUArHOCTUPOBaHUE
U IIOHMMAaHHE BCCX KIMHHUYCCKUX HpOHBJIeHI/Iﬁ
JTAHHOTO COCTOSIHUSL TPEeOYIOT TIIATENBHOIO cOopa
aHaMHe3a, UCIIOJIb30BaHUS COBPEMEHHBIX
HHCTPYMEHTAIBHBIX METONOB. BakHO yduTHIBaTH,
KaK KIIMHUYECKUE, TaKk U 1abopaTopHble TaHHbBIE IS
MIpaBUJIBHOM OILICHKH u CBOEBPEMEHHOT'0

Puc. 5. R-cHUMOK IIpaBOro KOJICHHOTO CycTaBa I10CJI€ OIIEPATUBHOIO BMEILIATEIbCTRA.

- OHJIOKPUHOJIOT oT 03.04.24: DS:
OxroaepmanbHas nucruiazuga? P-no: Ompenenuts B
TUTAHOBOM TIOPSIZIKE TI0 M/5K YPOBEHB MapaTropMoHa,
menoyHas (ocdaraza, kampumii. HaOmronmenme y
opTonena, HeBpoJjora, aepmarosuora. Koncynpranus
TeHETHKA B TUIAHOBOM MOPSIJIKE.

- Opronen ot 03.04.24: DS: Bapychas
nedopmarsi Koctedl roimeHu cmpasa. llposemena
KOpperupymouas KJIMHOBUIHAS O0CTEOTOMHUS

BEepxXHeW TpeTu 00blIeOepioBOi KOCTH crpaBa OT
21.05.24. (puc. 5).

BMenIarenscTBa.  KommekcHoe — oOcnenoBaHue,
BKJIIOYAIOIIEe MHOTONPO(QHIBHOE B3aNMOAEHCTBHUE
MEIUIUHCKNAX CIICIHAINCTOB, HWIPacT KIIOYEBYIO
poib B YCHCIIHOM yNpaBlICHHM H JICYCHUH
9KTOJEPMabHON TUCTIIa3HH.

Takum  oOpa3om,  pe3yibTaTel  JTaHHOTO
HCCIIEIOBAHUS MOJUEPKUBAIOT 3HAYNMOCTh PaHHEH
JUAarHOCTMKM M WHAWBUAYAJIBHOTO TMOAXoda B
yIpaBJIEHUH SKTOJepMaIbHON AUCIUIA3UEH, a TaKKe
HE00XOIUMOCTh HaJILHEHUIIEro A3yYEHUS "u
COBCPUICHCTBOBAHUA METOO0B JUArHOCTHUKU u
JIeYCHUSI JAaHHOTO MOPOKa Pa3BUTHSI.

3akauyeHue. DKToAepMaIbHAs ITHUCIUIA3HSI —
peaKoe M CII0XKHOE I'eHeTHYecKoe 3aboieBaHHeE,
KOTOpOE MOpa)kaeT TKAaHM, DPA3BUBAIOIIUECST U3
9KTOJIEPMBI, BKITIOYAst KOXKY, BOJIOCHI, HOTTH, 3yOBbl
U TIOTOBBIE Kene3bl. B mpencraBieHHOM ciydae
9TO 3ab0JeBaHUE MPOSBHIOCH B COYETAHUU C

MHO»CCTBEHHBIMH  BPOXK/JICHHBIMH  MOPOKAMHU
JPYTUX OPTaHOB W CHUCTEM, YTO HATJSAHO
MPOJIEMOHCTPUPOBAIIO BCIO CIIO)KHOCTh

JMIMaTHOCTUPOBAHUS U BEJCHUS ManueHToB ¢ /.
OCHOBHOWl  1eNbI0  JaHHOW paboTel  OBLIO
MoJApoOHO PacCMOTPETh KIMHUYECKUU Ciydai,
OIHUCATh COBOKYITHOCTh JMATHOCTHYECKHUX
MOJXO0J0B U MPEAIIOKHUTh allTOPUTM JJIS PAHHETO
BBISIBIICHHS 3a00JIeBaHUs, YTOOBI yNYYINIUTh Kak
Ka4eCTBO JMArHOCTUKHU, TaK W TOCJIEAYIOIIee
JIEUCHHE TAKUX MAI[HEHTOB.
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AHamu3 [JAaHHOTO cCiyd4as TIOKaszal, dYTo
yCIIeIHas JUATHOCTHKA 3KTOJEPMaIbHOU
JUCIIIa3uM  TpedyeT MYJIbTUIUCHUILIMHAPHOTO
noaxona. ToNBKO ¢ TIpHUBIIEUYEHHEM BpadeH

pa3IUYHBIX CHELHATBHOCTEM M HCIOJb30BAHUEM
KOMILJIEKCHBIX METOAOB OOCJIemoBaHHS — OT
FEHETUYECKUX AaHAJIU30B JO0 HHCTPYMEHTAIbHBIX
HCCICAOBAHNN W  KIWHHKO-aHAMHECTHYCCKOMU
OIIEHKM — MOJHO BBIABUTH IOJHYIO KapTHUHY
MaTOJIOTHUH, OICHUTh COCTOSHHE IIallUeHTa U
pa3paboTaTh ONTHMAIBHYK) TaKTUKY JICUCHHS.
OcobeHHO BaXHO YJEIUTh BHUMAaHWE paHHEMY
BBISBJICHHIO 3200JI€BaHUs, TaK KaK 3TO IO3BOJISIET
CBOECBPEMEHHO HauyaTh TEPaAlHIO0 U, TEM CAMBIM,
YAYYLIUTh IPOTHO3 U KAYECTBO KU3HU MalUEHTA.

IlpencraBneHHslii  ciiyyaid  NOJYEpPKUBAET
HEOOXOAUMOCTh CO3JaHUsI CTAHIAPTU3UPOBAHHOTO
JUAarHOCTUYECKOr0 alropuTMa AJjisi HAalUEeHTOB C
9KTOJIEpMalibHON JUCIUIa3UEeNd, YTO BKIJIIOYAET
€JMHbIC KPUTECPUU JUATHOCTHKU, pa3pabOTKy
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