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AHHOTauuA

CvHgpom TectukynapHoit demuuunzauun (CTO), uan
CUHLPOM HevyBCTBUTENbHOCTU K aHaporeHam (CHA), — aTo
HapyLUeHWe NONOBOro PasBUTUSA, NPU KOTOPOM Y UHAWBH-
AyyMa ¢ kapuoTtunom 46,XY n3-3a aecdekTta peLentopa aH-
APOreHOB Pa3BMBAETCA XeHCKUI deHoTun. B HacToswee
BPEMS XOPOLIO OCBELIEHbI rEHETUYECKNE, IHAOKPUHONO-
TMYECKMe WM TMHEKONOTNYeCKWe acnekTbl naTosoruu, B To
BPEMS KaK HEBPOJOTMYECKME HapYLEHUs OCTAIOTCA Mano-
N3y4YEeHHbIMU.

Llenb: cucTemMaTn3npoBaTth U NpoaHann3npoBaTh UMeto-
lMecs B COBPEMEHHOI Hay4YHOI uTepaType faHHbIe 0 He-
BPOIOTNYECKNX NPOSABNEHUSAX, 0COOEHHOCTAX KOTHUTUBHO-
ro U NCUXOMOTOPHOTO Pa3BUTMS, A TaKKE COMYTCTBYIOLMX
MCUXOHEBPOJIOTMYECKMX PACCTPOICTBAX Yy MALMEHTOB C
CUHLPOMOM TECTUKYNAPHOIM PEMUHN3ALMUM C UANIOCTPALIM-
eil KNMHUYECKUM HabNIoAeHEM.

Matepuansl: NpoBefeH MOWCK W aHaNMU3 Hay4HbIX

ny6aMKaLnii B MeXAyHapoaHbIXx 6asax AaHHbix PubMed,
Scopus u Web of Science, a Takxe B Poccuitickom nHpekce
Hay4Horo umtupoBaHua (PUHLL) 3a nepuog 2000-2023 rr.

06006LLeHbl COBPEMEHHbIE AaHHbIE O BAUAHUM pe3uc-
TEHTHOCTM K aHAPOTeHaM Ha LIEHTPaNbHYI0 HEPBHYIO CUCTE-
my (LIHC). HeBponoruyeckue npossnexua npu CT® HocaT
npeuMyLecTBEHHO ONOCPeA0BaHHbIN XapaKTep M BKAOYa-
IOT: BbICOKMIA PUCK TPEBOXHO-AENPECCUBHBIX U NCUXOBE-
reTaTMBHbIX PaCCTPOICTB, CBA3AHHbBIX C MCUXOCOLMANbHBIM
cTpeccom; cneuynduyeckne ocobeHHOCTU KOTHUTUBHOTO
npoduns (C OTHOCUTENbHBIM CHUXEHWUEM 3PUTENbHO-MPO-
CTPAHCTBEHHbIX (DYHKLMIA); HapyLIeHUsi MOTOPHOTO Pa3Bu-
TUS U KOOpAWHALMK; 6ONeBOi CUHLPOM, 0OYCNOBNEHHbIN
MOBLILIEHHOW BEPOATHOCTbIO paHHero octeonopo3sa. [lo-
HUMaHMe 3TUX AaCMEKTOB BAXKHO ANs OpraHWU3aLnm MynbTU-
AMCLMNIMHAPHOTO (HEBPOIOT — 3HAOKPUHONOT — MCUXU-
aTp) BeAEHWA NaLMEeHTOB.

Kniwouesble cn0Ba: CUHAPOM TECTUKYAAPHON DEMUHU3ALMUN, CUHAPOM HEUYBCTBUTENbLHOCTU K aHLPOreHam,
KOTHUTUBHbIE HAPYLIEHWSA, TCUXOHEBPOIOTMYECKME PacCTPOiCTBa, aHaporeHbl n LIHC.
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CLINICAL CASE

ApXuB negyiaTpuu 1 fieTckoit xupypryim Ne 1 [4] 2026 roga @

Neurological aspects of testicular feminization

syndrome

7Zh.M. Tsotsonava, K.K. Omarova, A.S. Umbetalieva

Astrakhan State Medical University of the Ministry of Health of the Russian Federation (121 Bakinskaya str.,

Astrakhan, 414000, Russia)

Abstract

Testicular feminization syndrome (TFS) or androgen
insensitivity syndrome (AIS) is a disorder of sexual
developmentinwhichanindividualwitha46 XY karyotype
develops a female phenotype due to an androgen
receptor defect. Currently, the genetic, endocrinological,
and gynecological aspects of the pathology are well-
documented, while neurological disorders remain poorly
understood. This review summarizes current data on the
impact of androgen resistance on the central nervous
system (CNS). Neurological manifestations in TFS

Keywords:
neuropsychiatric disorders, androgens and CNS.

are predominantly indirect and include: a high risk of
anxiety-depressive and psychovegetative disorders
associated with psychosocial stress; specific features
of the cognitive profile (with a relative decline in
visuospatial functions); impaired motor development
and coordination; pain syndrome due to the increased
likelihood of early osteoporosis. Understanding these
aspects is important for organizing multidisciplinary
(neurologist-endocrinologist-psychiatrist) patient
management.

testicular feminization syndrome, androgen insensitivity syndrome, cognitive impairment

For citation: Zh.M. Tsotsonava, K.K. Omarova, A.S. Umbetalieva. Neurological aspects of testicular feminization
syndrome. Archives of Pediatrics and Pediatric Surgery. 2026; 4 (1): 50-56. DOI: 10.66825/2949-4664-apps-4-1-50-56.

BeepeHue

CHYHIPOM TeCTUKY/IAPHON (peMUHU3ALNNU TIPEfICTaB-
nsieT coboit X-ClerieHHoe peljeccuBHOe 3a00/ieBaHue,
BBI3BAaHHOE MYTallsIM B T€He peLeNnTopa aHApo-
reHoB AR [1, 2]. PesuctrenTHOCTD Nepudepryecknx TKa-
Hell K TeCTOCTEPOHY M AUTUIPOTECTOCTEPOHY IPUBOJNT
K GOpMUPOBAHMIO JKEHCKOTO (eHOTHUIA TIPY HaINIUN
TECTUKY/I M MY>XCKoro Kapuotuna [2]. HecmoTpst Ha TO
YTO OCHOBHBIE KJIVHMYECKUE IIPOSABIEHMA OTHOCATCA
K cepe IOIOBOTO Pa3BUTHA, PELIENITOPbI K aHIpOre-
HaM IIMPOKO KCIIPECCHPOBAHBI B Pa3/IMYHBIX OTHEIAX
ITHC: npedpoHTaIbHOI KOpe, I'MIIIOKaMIle, TMIOTA-
JlaMyce, aMuUrjajge ¥ MOTOPHBIX HEJPOHAX CIVMHHOTO
Mosra [3, 4]. AHApOTeHbl Y4aCTBYIOT B OpraHM3aLUU
HEMPOHHBIX CeTell B KPUTUYECKNUE TIEPUOMbI Pa3BUTHA,
a TaK)Ke OKa3bIBAIOT aKTMBUPYIOLee M HellpOIpOTeK-
TOPHOE JIeliCTBYEe BO B3pOC/IOM Bospacte [4, 5]. Takum
06pa3oM, IaTo/lorusA aHAPOTEHOBOTO CUTHAJIMHIA II0-
TEHIMAJIbHO MOXeT IPUBOAUTH K (OPMUPOBAHUIO
crienpuIecKoro st 3TOro 3aboneBaHMsI HEBPOJIOTH-
4eCKOTO U HelIPOIICUXO/IOTNYeCKOTro GeHOTHIIA.

Lenb

CucreMaTusnMpoBaThb ¥ IIPOAHATM3UPOBATH MMeEIO-
1iecsi B COBPEMEHHOI HAay4YHOW JUTEpaType NaHHbIE
O HeBPOJIOTMYECKNX NPOSABICHNAX, 0COOEHHOCTAX KOTI-
HUTUBHOTO ¥ IICUXOMOTODHOIO Pa3BUTMSA, a TaKXKe

CONyTCTBYIOUIMX IICUXOHEBPOIOTMYECKUX PaCCTpPOIi-
CTBaX y MAIVIEHTOB C CHH/IPOMOM TeCTUKY/IAPHOI de-
MMHU3AIVM C WITIOCTPanyell KIMHIIeCKM Ha0Tiofie-
HIIEM.

Martepuanbl n meTogbl

[TpoBemeH MOMCK M aHAIU3 HAYYHBIX IYOIMKALMi
B MEXIYHAapO#HBIX 6aszax maHHbIX PubMed, Scopus u
Web of Science, a Takxe B PoccuiickoM napekce Hay4-
Horo uuruposanns (PVHII) 3a nepuop 2000-2023 rr.
Kpurepusamm BxmoyeHus 6bUIN: OpUTHHAIbHBIE UCCTIE-
IoBaHMs, 0030pbI I MeTaaHAINU3bl, HEIOCPENCTBEHHO
3aTparyBaollyie HeBPOJIOTMYECKYI0, KOTHUTVBHYIO VN
ncuxmarpudeckyio chepy y nanyenTo ¢ CTO, a Taxoke
¢dyHzaMeHTaIbHBIE paboThI 0 ponu aHgporenos B [THC.

ANMAEeMUoNorua HapyLeHUit NON0BOFO Pa3BUTUA
YacroTa BCTpe4aeMOCTV HapylLIeHMI IT0JIOBOTO pa3-
Butus (HIIP) cocraBnser mpuMepHO OAVH Clydail Ha
4500 >xuBOpOXKZeHHBIX Aeteil. K Hambomnee 3HaYMMBIM
IpUYMHAM OTHOCAT BPOXKIEHHYIO AVCQYHKLMIO HaJ-
MIOYEYHNKOB U CMeIIaHHYI0 AVCTeHe3VI0 TOHaj. Y Io-
JIOBMHBI JleTell ¢ TUIIOCTIafuell ¥ OfHOCTOPOHHUM VN
OBYCTOPOHHUM KPUITOPXM3MOM MOXKET BBIABIATHCA
HITP [17]. KoHkpeTHbII reHeTN4YecKuil AedeKT BbIAB-
naerca muuib y 20% pereit, umeromux HITP.
Yactora  BcTpewaemoctm  CT®  cocraBnser
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Kmmunyecknit cmydait / Clinical case

npuMepHO ofuH cnydar Ha 20 000-60 000 HOBOpOXK/I€H-
HBIX MY>KCKOTO IT071a 1 ofiuH ciydan Ha 50 000-70 000
BCeX HOBOPOXK/IEHHBIX [12].

MaTtoreHes u knuHuUyeckme nposasnenus CTO

CT® passuBaetcs B pe3ynbTraTe MyTalyy B reHe AR,
KOTOpasi NPUBOANUT K CUHTe3y He(YHKI[MOHAIbHOTO
Oenka. B oredecTBeHHOI MMTEpaType MOAYEPKUBACTCA
B2XHOCTb MOJIEKY/ISIPHO-T€HEeTHYeCKOll Bepudukanum
s nudepeHInanbHON AMAarHOCTUKY CPefU CHEeKTpa
46,XY HIIP. Kak ormeuaroT B.A. IleTpuxoBa c coasTo-
pamu, BHeIpeHle MeTO/I0B BbICOKOIIPOM3BOAUTETbHOTO
cekBennpoBanusa (NGS) B PD mo3Bomunio moBBICUTD
IO BepupuIVpPOBaHHBIX AnarHo3oB CT® u BbLAB-
JIATb pefiKye reHeTuYecKie BapuanTsl (myranum). Oco-
OEHHOCT) CTPOEHNS HAapPY)XHBIX ITOJIOBBIX OPTaHOB 3a-
BIUCAT OT BapMaHTa Pa3BUTHS CUHAPOMA: IIPYU IIOTHOM
BapyaHTe OTMeEYaeTCsA XEHCKMII TUI CTPOEeHMs, IIpU
HEIIOTHOM opMe MOTYT MMeTh MeCTO Pa3HOI CTeleHN
BBIPKEHHOCTY HapyLIeHNsI MAaCKyIMHMU3ALVY TeHuTa-
muit. Y IanyeHTOB OTCYTCTBYIOT IIPOM3BOJIHbIE MIOJIIE-
POBBIX IIPOTOKOB, AE€PUBATHI BOTb(OBBIX IPOTOKOB He-
IOpa3BUTHL. [OHA/IBI MOTYT IOKa/IN30BATHCS B OPIOIIHO
MOJIOCTH, ITTaXOBbIX KaHajaX, pacliell/IeHHOJ MOIIOH-
Ke MIM OONMBbIINX MONOBBIX rybax. TecTukymbl 06bIYHO
cpOpMMPOBAHBI ¥ CIIOCOOHBI CMHTE3MPOBATh TECTOCTe-
poH. C 3H/JOKPMHHOI TOUKM 3PEHN I KIIFOUEBbIM fABJIACT-
Csl TIOBBbIILIEHNE YPOBHA JIIOTEMHM3UPYIOIIETO FOPMOHA
U TeCTOCTEPOHA, YTO CBA3aHO C HapyLIeHMeM OTpMUIia-
TEIbHOI 0OPATHOI CBA3M B TUIIOTa/IAMO-TUIIO(N3apHO-
roHajiHoit ocu. KnmHudeckne u mabopaTtopHble IPOsIB-
nernst CT® MoryT OBITb CXOXKU C IPYTYIMI HAapyLIeHUA -
MU 110710BOYI i PepeHIVIPOBKY Y IeTell C KAPUOTUIIOM
46,XY. Ina Bepucukanyy 3aboneBaHusA HeoOXOAUMO
MOJIEKY/IIpHO-TeHeTUYeCKoe MccnefoBanme reHa AR.

HeBponoruuyeckue cumntombl y naymeHTos ¢ CTO
Haubonee dacto omucbiBaeMble HEBPOTIOTMYECKHE
cumnromsl y nanyentos ¢ CT® nexar B chepe ncuxo-
9MOIIMIOHAIBHBIX ¥ BETE€TATUBHBIX PAaCcCTPOICTB (ceph-
1ebueHne, TabUIbHOCTD APTEPUATBHOTO JaBAeHNUs, THU-
nepruzpos, ronoBokpyxkenue) [11]. IMTanuentsr ¢ CTO
MIMEIOT BBICOKYIO PACIIPOCTPAHEHHOCTDb TPEBOXKHBIX pac-
CTPOJICTB, B TOM 4JCJIe TeHepaI30BaHHOTO TPEBOXXHOTO
paccTpoiicTBa, coumanbHoi Gobum, mempeccun u pac-
crpoiicTs agantauyu [10, 11]. Pa3Butne 3TUX CMMIITOMOB
CBSI3aHO He C NIPSIMBIM JIeJICTBMEM aHJPOT€HOB Ha MO3T, a
CO CTpeccoM, 00YC/IOBIEHHBIM HApPYIICHUAMY TeTeCHOM
U TEHJIEPHOV MIEHTUYHOCTH, TIepeKMBaHNEM MHAKOBO-
CTU, CTPAaXOM Iepefi MEAUIIMHCKUMI BMelllaTelbCTBaMI,
TPYAHOCTSAMIU COLMaNbHOM aganTanuu [10, 13].
JKamobpl Ha XpOHMYECKYI0 YCTalOCTb, CHIDKEHVE
MOTMBALIUY Y HapyIIeHUs CHa MOTYT OBITh CIefICTBUEM
KaK IICUXO03MOLMOHA/TIbHOTO HAIPSDKEHUs], TaK U Hero-
CPEICTBEHHOTO BJIVISTHVS TOPMOHAIBHON VICHYHKIIVN.
Huskoe kayectBo cHa y manyeHTok ¢ CT®, momyyaro-
IIUX HEONTUMA/NbHYIO 3aMECTUTE/IbHYI0 TOPMOHA/IbHYIO
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teparmio (3T'T), MoXkeT OBITH CBA3aHO C KOMeOAHUAMU
YPOBHS 3CTPOTeHOB, KOTOPBIE BIVIAIOT Ha CTPYKTYPY CHA.

OCTpOreHB! ABIAITCA MOIHBIM MORYIATOPOM CO-
cynpuctoro Tonyca npu CT®. ITocne ronagakToMMUM Ipn
nop6ope 3I'T mMoryT HabmogaTbCA TOPMOH-VHAYIIVIPO-
BaHHbBIe TOTIOBHBIE OO

YpoBenb obmjero nnrewiekra (IQ) y manueHTOB €
nonHoit popmoit CTD cooTBeTCTBYeT MOMY/IAIVIOHHO
Hopme [6]. ITpu yrmy6nenHoit ouenke (van Hemel et al.
u Hier, Crowley) oTMedeHa TeHJEHIUA K AMCCOLMALIN
MeXZly BepOa/JbHBIMU ¥ HeBepOaJbHBIMU CIIOCOOHO-
CTAMU: CHIDKeHMe TIOKasaTresieil B 3aflaHMsAX Ha 3PU-
TEIbHO-TIPOCTPAHCTBEHHYIO OPMEHTALINIO, MBICICHHYIO
pOTanuio 0O0beKTOB U KOHCTPYKTMBHBIN IPAKCUC IPU
COXpaHHBIX WM Jla)Ke BBICOKMX BepOANbHBIX HABBI-
Kax [6, 7]. DTy maHHBIE COITIACYIOTCS C TUTIOTE3011 O TOM,
YTO aH/[POTEHBI B TPEHATATbHbIN IIEPIOJ UTPAIOT POTIb B
MaCKY/IMHMU3ALNN OIpeJie/IeHHBIX MO3TOBBIX CTPYKTYP,
BK/IIOYasl IIPaBYI0 TeMeHHYI0 Aomo. [epuuur moxer
OPUBOAUTD K GOPMUPOBAHNIO KOTHUTUBHOTO IpOodus,
6os1ee XapaKTepPHOTO /I >KeHCKOI romysuun [5, 7].

Y nereit u mogpoctkoB ¢ CTD MoxkeT HabMIOMATHCS He-
KOTOPAasi HETIOBKOCTB, CHVKEHIE CKOPOCTH U TOYHOCTH TOH-
KVIX MOTOPHBIX JIBVDKEHWIA, TPYAHOCTI B OCBOEHIY CJIOXKHO
KOOPTVHUPOBAHHBIX JIeNcTBIII (muctipakcusi) 8], 4to 06b-
SICHSIETCSI POJIBIO AH/IPOTEHOB B Pa3BUTUV MOTOPHBIX 007Ta-
CTeil KOpbI 11 6a3a/TbHBIX TAHT/INEB TOIOBHOTO Mo3ra [4].

Y narmentoB ¢ CT® BO3MOXKHO pa3BUTHE BTOPUIHO-
rO OCTEONOpO03a, Pa3BUBAIOIIETOCS 113-3a TUIIOTOHAI3MA
u neduiuTa KaK aHIPOTEHOB, TaK M 3CTPOT€HOB, B TOM
YIICITe TIOCTIe TOHATIKTOMMM [9]. DTO MOBBIIIAeT PUCK Ma-
TOMIOTMYECKUX IEPEIOMOB, BK/IIOYas KOMIIPECCHOHHbIE
TepesIoMbl TIO3BOHKOB, YTO MOXKET TPOSIBIIATHCS XPOHM-
4eCKUM OO0/IEBBIM CMHIPOMOM, KOPEUIKOBOI CMMIITOMA-
THUKOI I OTPaHMY€EHVIeM TTOIBVYDKHOCTH [9].

Hesponornaeckue Hapyurerns npu CT® HocaT onocpe-
TOBaHHBII XapaKTep ¥ CBsA3aHbI C IICUXOCOIMANTBHOIT Jle3a-
JaTTanyel, TPEBOYKHO-IEPECCUBHBIMU PaCcCTPOIICTBAMI,
BITMSTHVIEM 3aMECTUTETBHON TOPMOHATBHO TEPATTUAL.

Heo6x0onuMocTp 1 onTuManbHble CPOKY MTPOBEEHNS
TOHAJIPKTOMUM y MALMEHTOK C CMHAPOMOM IIOJTHON Te-
CTUKY/IAPHOI (peMMHU3AINN OCTAIOTCA AVNCKYTabeTbHbI-
MU B MEIUIIMHCKOM coobuiecTe. [MCKyccus, MHULIMN-
poBaHHas B ceperyHe XX B., COXpaHsAET aKTyaIbHOCTb
[12-14]. CrOpOHHUKYM paHHEro yhaneHus abJoOMMIHaIb-
HBIX TOHa/J (BK/II0YAs IIPeIyOepTaTHBII [IepIOf) aTle/IIN-
PYIOT K 3HaYNMTENLHOMY OHKOJIOTMYEeCKOMY PUCKY. AJb-
TepHATUBHAsI TO3UIIMs MIPEAIIONaraeT COXpaHeHne TOHa
JI0 3aBeplleHNs ITybeprara st 00ecIedeHns eCTeCTBeH-
HOT'O TOPMOHAJIBHOTO (pOHA C ITOC/IEAYIOIell CTpaTeryert —
npodMIaKTHIeCKOlt SKcTupnanyei [12, 13].

CoBpeMeHHBIM CTAaHIAPTOM XUPYPIUYECKOro Jie-
YeHVs, IIPeJyCMaTpPUBAIOIIETO YAAJeHUe TeCTUKYII,
SIBJISIETCS JIATTAPOCKONMYECKasi TOHAAIKTOMMS. [JaHHbI
Ma/IOMHBAa3KMBHBII TIOXON 00ecreunBaeT CHIDKEHMe Ya-
CTOTBI IIOC/IEONePALVIOHHBIX OC/IOKHEHMII 1 CIIOCOOCTBY-
eT COKpAIleHII0 CPOKOB peabumurannm manuenta [15].



YactuyHas ¢popMa CUMHAPOMA TeCTUKY/LIPHON (emm-
HU3AIUY acCOIMMPOBaHa C BBICOKMM (0Komo 15%) pu-
CKOM TepMMHOT€HHOT0 omyxoneo6pazoBanus. C ydeToM
9TOr0 PUCKA JIMLAM C XKEHCKON TeHIePHON MIEHTUYHO-
CTbI0O PEKOMEHNYeTCs [IBYyCTOPOHHASA TOHAISKTOMMA B
IeTcKoM Bospacte [12, 16]. [Ina maryeHToB My»CKOTO
I071a, COXPAHSIOINX TOHAJIbI, 00sI13aTeTbHOI MEPOII CTa-
HOBUTCSL OPXUIIEKCHA C MOCTEAYIOUM IOXXM3HEHHBIM
pery/LApHBbIM KOHTPOJ/IEM, HallpaBJI€HHbIM Ha paHHee BbI-
SIBJIEHIEe TIATONIOTMYECKNX M3MeHeHmit [12, 16]. Anbrep-
HATUBO JJIs JKEHIIVH, OTK/IAbIBAIOLINX ONepaTUBHOE
neveHre, pa3paboTaH MPOTOKON €XKETrOfHOrO CKPUHUH-
ra, KOTOpBIil BK/I0YaeT Busyammsauuio (MPT), onpene-
JIeHVe CBIBOPOTOYHBIX OITyXO/IeBbIX MapkepoB (A®II,
6era-XI'Y, JIJL, PLAP) 1 orjeHKy rOpMOHAJIBHOTO IIPO-
¢dunsa (JIT, ©CI, tectoctepon, unrnbus B) [12, 15].

ITocne roHamsKTOMMUM MMOKa3aHa mokusHenHas 3I'T
actporeHaMy. CoBpeMeHHble CTaHJAPThl, COITACHO
no3unuu Poccuitckoit accoumanuy SHAOKPUHOIOTOB
(2022 r.), mpenmonaralT o6s13aTeNbHOE BKIIOUYEHIME B
KOMaH/ly CIelManucTa — ICUXOJIOra MIM IICUXOTepa-
IeBTa, paboTaIEero B 06/1aCTY HapYIIEHMIT TOJIOBOTO
pasButuAa. IIpu BBIpa)KeHHBIX TPEBOXKHO-/IETIPECCUB-
HBIX PAacCTPOICTBAX MOXET IIOTPeOOBaTbCs KOHCY/IbTa-
1A ICUXMATPA WY HEBPOJIOTa.

KnuHuyeckum cnyyait

[TanuenTka A., 16 11€T, ¢ CMUHAPOMOM Te€CTUKYIIAPHON
¢demmuusanuy, nonHas ¢popma (xkapuorun 46,XY), mo-
CTyIMIa B HEBPOJIOTMYECKOE OT/e/IeHNe C )KaobaMu Ha
konebanus uqudp All (ot 90/70 go 140/100 MM. pT. CT.),
CONPOBOXK/AOIVECA TOIOBOKPY>KEHMEM, TOIIHOTO,
PBOTOIL, TeproOguMYecKue [aBsliue TOJIOBHbIe 60mu

ApXuB negyiaTpuu 1 fieTckoit xupypryim Ne 1 [4] 2026 roga
MHTEHCUBHOCTBIO 10 3-4 6ato mo BAII, 6picTpyio
YTOMJI1€MOCTbD, pa3ipaXkKUTeIbHOCTb, HAPYLIEHN A CHA B
BIJIe TPYAHOCTEN 3achIIaHuA.

AHaMHe3 >KM3HU U 3a007eBaHMsT: PeOEHOK POXKIIEH OT
2-11 6epeMeHHOCTH, TIPOTeKaBIIIell Ha poHe apTepuanbHO
TUNIEpTOHNN, MHOTOBOJYIS; pOfibl CpouHble. [Ipu poxxeHun
Mmacca Tenna — 3300 1, yimHa Tenna — 52 cm. [locne posknenns
110 PEeHOTUITY MICHTU(PUIVPOBAHA 110 YXEHCKOMY THILY.

HacnencTBeHHOCTb He OTATOIEHA: B CeMbe 4YeTBEpO
feTeit, cTapuimii Opat ¥ [Be MIafIlMe CeCTPbI MalVieHTKI
37JOPOBBL

B Bo3pacre 1Byx MecslieB 0OHApy>keHa IBYCTOPOHHSA
maxoBasi rppbKa. B Bo3pacte msaTH €T ObIJI0 IPOBEAEHO
rpbDKecedyeHle ¢ IByX CTOPOH. B rpbbkeBbIX Melkax 06-
Hapy>KeHbl MY)KCKIe TOHafIbl, BbIfIe/I€Hbl, OCTaB/IE€Hbl B
IIAXOBBIX KaHa/IaX. DTOT QaKT MOCTY>KIT IIOBOJOM IIPO-
BefleHNA MOJIEKY/IIPHO-TeHeTUYEeCKOTO JICC/IeJOBAHNA,
BbIABJIeHA MyTauusA B reHe AR, ycTaHOBIeH AMarHos
«CYIHAPOM TEeCTUKY/IIPHON (PeMIHM3ALUI.

B Bospacre mectu ner mpoBefeHa [BYCTOPOHH:AA
OPXMSKTOMMSA ¥ BarMHOCKONNA: 0OHAPY>KeHO, YTO BJIa-
rajiniie C/Iero OKaH4MBaeTCs Ha ITy6uHe 2,0 CM OT fieB-
CTBEHHOII II/IEBHI.

[Tpn obueM OCMOTpe OTMEYaeTCsl HOPMOCTEHMU-
4ecKoe TE/IOCNIOXKeHUe, Bec — 44 Kr, pocT — 157 cMm, ru-
MePrUapo3 NafoHel, TUTIEPTPUX03 B 00/MIACTI CIIVIHBI,
rojneHeit, nmokrent (puc. 1). OTCyTCTByeT OBOJIOCEHUE B
MOAMBIIIEYHBIX BIAAMHAX U JI0OKOBOI obOmactu. Ha-
PY>KHBIE TI0JIOBbIe OpPraHbl CPOPMMUPOBAHBI IO KEHCKO-
My TUITY.

B HeBponormueckoM cTaTyce OYaroBOil CHMIITO-
MaTMUKIM He BBISB/IEHO. BbIpakeHbl NpPU3HAKM BereTa-
TUBHON AuCcOYHKIMU: OefHble KOXKHbIE IIOKPOBEL,

PucyHok 1. [unepruppos nafoHei, rMnepTpuxo3 B 061acTh CNUHBI

Figure 1. Hyperhidrosis of the palms and hypertrichosis in the back
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Knyumyecknii cydait / Clinical case

TaxMKapausa, ObICTpasg YTOMISAEMOCTb, IOXO/IOfaHUe
nablieB KMUCTell. VICXOmHBIN BereTaTUBHBII CTATYC IO
onpocHUKy A.M. BeitHa c mpeo61aaHyieM BarOTOHN.
PesynbraThl TecTMpoBaHuA 1o onpocHuKy Cnunbep-
repa — XaHMHa IEMOHCTPUPOBA/IN BBICOKME ITOKa3a-
Te/IM CUTYALMIOHHOV ¥ PeaKTMBHON TPeBOXHOCTH,
110 ImKase beka BbIABICHBI IPOAB/IEHNUS BBIPAXKEHHO
menpeccun. B cTpykType ICUX0IMOLMOHATbHBIX Ha-
pyuieHnit npeo6bnasanyu ap@eKTUBHbIE HAapPyLUICHNS
(4yBCTBO Ile4anu, CHVDKEHHBINI (GOH HACTPOEHMS) 1
MOTHBAI[MIOHHBIE PACCTPONCTBA (CHIDKeHME MHTepeca
K y4eOe, TOBBILICHHAS Y TOM/IIEMOCTD).

KoruutusHas cdepa: npu omeHKe KOPPEKTYpPHON
npo6sl bypmoHa - o6muit TemMn paboTBI CpegHUIL,
TOYHOCTb BBINIO/IHEHNUs 3aJaHUIl CHIDKEHA, OTMeva-
eTCsl 3HAUMTe/NbHasg MCTOIAeMOCTb IPOU3BOIBHOTO
BHMMAHMS — INIPU3HAK, XapaKTepU3YIOUUIl Hamndue
BBIP@)KEHHOII acTeHUNU. B pesynbraTe HpoOBeleHMS
meropuku A.P. Jlypuu «3anomuHaHme 10 c1oB» BBI-
SABJIeHA 1e(PUIUTAPHOCTb KPaTKOBPEMEHHOI MMaMATI.

[Tpu nabopaTopHOM 06C/IeOBAaHNY BBISBJICHBI 13-
MeHEHMSI TOPMOHA/IbHOTO IpPOQUIA, TUNNYHBIE IS
CUHJpOMa TEeCTUKY/IAPHON (PeMMHM3ALNN: TTOBBIIIe-
Hue yposHa JII' - 31,1 ME/n (wopma < 15,97 ME/n),
OCT - 84,6 ME/n (nopma 0,57-8,77 ME/n), TecTocTe-
poHa — 3 umonb/n (Hopma 0,49-1,70 HMOMB/), HOP-
Ma/IbHbIe 3HaYeHM 3CTpaamona < 37 mMonb/n (Hopma
< 953 nmonb/).

ITo manupiM Y3M n MPT opranoB manoro Tasa:
MaTKa ¥ roOHaZbl He BU3yanu3upyorcs, npu Y3V Hafg-
IIOYEYHNKOB CTPYKTYPHBIX I3MEHEHMNIT He BBISABJICHO.
[Io maHHBIM AEHCUTOMETPUMU IOSCHUYHOTO OTHesIa
II03BOHOYHNKA HaOTI0aeTCsA BBIPa>KeHHOE CHIDKEHe
MMHEPAJIbHON IJIOTHOCTY KOCTHOM TKaHMU, KOCTHBIN
BO3PAcT COOTBETCTBYeT 10 rosam.

06cyxpeHune

[IpoBeneHHDII aHANMN3 IIOKAa3bIBaeT, YTO HEBPOJIO-
rudeckre cumnromsl pu CT® dopmupyrorcsa mo He-
CKOJIDKMM MeXaHM3MaM:
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curanuura B [ITHC. Hapymenne pneiicTBus TecTocTe-
POHa Ha MO3T B IIePMHATA/IbHBII NEPHOJ, MOXKET M3Me-
HATb TPAEKTOPUIO HEIPOPA3BUTHA, YTO IPOSIBIACTCA B
crienpuIecKoM KOTHUTUBHOM Iipodusie (crmabble 3pu-
TEIbHO-TIPOCTPAHCTBEHHBIE (PYHKIINN) UM BO3MOXHBIX
MATKMX MOTOPHBIX HapyIIeHnsX [5, 7, 8]. 9ToT Ppenornn
HAIIOMMHAeT 0COOEHHOCTY, HabMoaeMble TIPY APYTHX
COCTOAHMAX C [lepUINTOM aHAPOTEHOB (HAmpumep,
cunppoM Knaithgenbrepa) [4].

2. JJoMyHVpPYIOIVMY IPU TeCTUKY/IAPHOI HpeMIHNU-
3alMU ABJIAIOTCS IICUXOHEBPOJIOTMYECKNe CHMIITOMBI
(TpeBora, mempeccus, BereTaTMBHAsA AUCPETYIALNA),
IpUYMHA Pa3BUTUA KOTOPBIX — peaKIys Ha XpOHUdYe-
CKUIT CTpecc, CBsA3aHHBIN ¢ 3abomeBanueM [10, 11], uto
TpebyeT BKIIOYEHMA B IUIaH BelleHnA 60IbHOTO Mepco-
Ha/IM3VPOBAHHON IICMXOTEpAIeBTUYECKOl U IICHUXMaA-
TPUYECKOI IIOMOIIIN.

3aknioyenune

CoBpeMeHHBIII B3I/IAJ] Ha CUHAPOM TeCTUKY/IAPHON
¢dbeMMHM3aMY, OCHOBAaHHBIN Ha aHa/M3e TUTePaTyPHI,
9BOJIIOLMIOHMPYET OT YUCTO COMATMYEeCKOI MOMeNM K
onorncuxoconyanpHoil. Hapymenus B HeBpomormde-
CKOM I IICMX09MOIIMOHA/IBHOM CTaTyce (TPeBOXXHOCTD,
acTeHUs, Aenpeccus, Iedanrny) HOCAT BTOPUYHBIN
XapakTep, SB/IAIOTCSA CIEACTBYEM IICUXOCOIVAIbHO-
ro CTpecca, Hajnm4ne VX OIpefenseT HeoOXOAMMOCTb
IIUTEIbHON MEAMKO-IICYXOIOTYeCKON ITOAIePXKKIL.
OTO TOATBEPXKAAETCS KaK MEeX/YHApOZHBIMM, TaK
U OTe4YeCTBEHHBIMU UCClIefoBaHMAMU. KioueBbIM
aCIIeKTOM Y/IY4YLIeHUs COCTOsAHMA nanyueHtos ¢ CTO
ABNAETCS MY/IbTUANCHVIUIMHAPHBIN IIOfIXOf, BKIIIO-
YAIOIMIl SHIOKPUHO/IOTA, IICUXOJIOrd, TI'MHEKOJIOra,
a Ipu HeoOXOAMMOCTM — HeBpOJIOra M IICUXMATpA.
JanbHelimue MccmegoBaHusA SOKHBL OBITh cHoKycu-
POBaHbBI Ha M3Y4eHUN JJOITOCPOUYHBIX 3((PeKTOB pas-
MUYHBIX pexxnMoB 3I'T Ha KOTHUTMBHBIE QYHKIUM 1
IICYXO03MOIVIOHAIBHOE COCTOSIHME OOJIbHBIX, a TaKXKe
Ha paspaboTke 3G PeKTUBHBIX MPOTPAMM TCUXOCO-
nuanbHOM ajgantauyy ana maureHToB ¢ CTO n mx
ceMei.
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