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CMHOPOM OVNCTEHESNN TOHAL
(TN LUEPELLIEBCKOIO-TEPHEPA)
Y PEBEHKA PAHHEFO BO3PACTA

CuHapom LLlepeluesckoro-Teprepa (CLUT) sBnsieTcs reHeTn4eck AeTepMUHIMPOBaHHbIM 3ab60neBaHneM 1 BCTPEYaeTcs € 4acTo-
Tou 1 cnyvar Ha 2000-2500 feBoYek, POXKAEHHbIX XMBbIMU. 115 AaHHOW NaTONOrMu XapakTepHa Tp1afa Npr3HakoB: HU3KMIA POCT,
OMCreHe3ns roHag, v BPOXKAEHHbIE aHOMaNMM Pa3fnNyHbIX OpraHoB. XPOMOCOMHbIe aHOManu Npy JaHHOM CUHAPOME NPOoSBAS-
lOTCS B BME OTCYTCTBUMS OLHOWN U3 ABYX XPOMOCOM X: AeneLmmn 4aCTu OJHOM XPOMOCOMbI X, TakKe BO3MOXHbI Pa3vHble MO-
3aM4Hble BapWaHTbl, KOrAa XPOMOCOMHbIA HAbOP YaCTNHHO CoXpaHéH. [lnarHo3 CLUT ycTaHaBMBaeTcs ToMbKo Ha OCHOBAHMWM NCC-
NnefoBaHWA Kaprotuna. OCHOBHbIMK 3afad4amu nedeHns GonbHbix ¢ CLUT B AeTCKOM 1 NMOAPOCTKOBOM BO3pacTe ABMSIOTCA:
yBenyeHne KOHEYHOro pocTa, OPMMUPOBAHME BTOPUYHbIX MOMOBLIX NMPU3HAKOB W YCTAaHOBIIEHWE PEryspHOro MeHCTpyanbHO-
ro UMKna, KoppekLms NopoKoB PasBUTUS, NedeHre ConyTCTBYIOLMX 3aboneBaHnin, NpohrnakTka ocTeornopo3sa.

KJTIOYEBBIE CJIOBA: cuHapom LLleperueBckoro-TepHepa, AUcreHe3vs roHad, kapuoTur.
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SYNDROME OF GONAD’S DYSGENESIS (TYPE SHERESHEVSKY-TURNER) AT THE CHILD OF EARLY AGE

The syndrome Shereshevsky-Turner is genetically determined disease and there is frequency 1 case on 2000-2500 girls born
by the live. For the given pathology the triad of signs is characteristic: low growth, gonad’s dysgenesis and congenital anoma-
lies of various bodies. Chromosomal anomalies at the given syndrome are shown in the form of absence of one of two chro-
mosomes X: deletion parts of one chromosome X, also are possible various mosaic variants when the chromosomal comple-
ment is partially kept. Diagnosis of Shereshevsky-Turner syndrome is established only on the basis of cariotype’s research. The
primary goals of treatment of patients with Shereshevsky-Turner syndrome at children’s and teenage age is the following: Inc-
rease in final growth, Formation of secondary sexual signs and an establishment of the regular menstrual cycle, Correction of

developmental anomalies, treatment of accompanying diseases, Osteoporosis preventive maintenance.
KEY WORDS: a Shereshevsky-Turner syndrome; gonad’s dysgenesis, cariotype.

ungpom Ileperesckoro-Tepuepa (CIIT) aB-
JIgeTCS TeHeTHIeCKN JeTePMUHIPOBAHHBIM 3a-
6oJIeBaHNEM U BCTPEUYAETCsI € 4acToToi 1 ciy-
qait Ha 2000-2500 neBovek, pOKIEHHBIX KUBBIMU. /1751
JAHHOI MaTOJOTHH XapaKTepHa TpHaJa MPU3HAKOB!
HU3KHUH POCT, AMCTEHEe3Ns TOHAJ U BPOSKICHHDBIC aHO-
MaJH Pas3JndHbIX opranoB. B 1959 r. Mopaom 6blia
YCTAHOBJIEHA CBSI3b 3a00JIEBaHMS C HAPYIIEHUEM O/I-
HO#l X-XpoMOCOMBI. XPOMOCOMHbBIE AaHOMAJIUU IIPY 1aH-
HOM CHH/IPOME TIPOSIBJIAIOTCST B BU/IE OTCYTCTBUS O/THOM
13 IBYX XpoMocoM X: JIeJIeIIH YacTH OJHOH XPOMOCO-
MBI X, TaKXe BO3MOSKHBI PA3IITYHbIC MO3aNIHbIE BapH-
AHTBI, KOT/J[a XPOMOCOMHBII HA00P YaCTHYHO COXPAHEH.
Toabko 1 % amOpuoHoB ¢ kapuotunom 45XO moc-
THTAIOT CTA/INHN TJI0/IA, OCTAJIbHBIE He JOCTHTAOT 28 He-
JIeJTb TecTain, a 0koJio 10 % CroHTaHHBIX aGOPTOB CBSI-
3aHbl ¢ MoHOcoMUell X. Y HEKOTOPBIX HAlUEeHTOB BO3-
MOKHO HPHUCYTCTBHE XPOoMOCcOMbl Y (1oJIHOE 1K yac-
TuyHOe) B psaje kiaetok (Bapuant 45X/ 46XY kiuHudec-
KU TPOSBJSETCS BUPWIN3AIIEH, OTMeYaeTCs CMeIIaH-
Hasg ANCTEHE3Ns TOHAJ, YTO ABJIAeTCS (PAKTOPOM PHC-
Ka B PagBUTUH TOHaJ00JACTOMbI).
O6pruno c menpio anarsoctukun CIIT mpoBoantces
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nccyiefioBanne nepudepmieckux JuMQGOIHUTOB, OTHAKO
OHO He CITOCOOHO OTIPE/IEUTD JIEJIEIIUU 1 TPAHCIOKAIIH
xpoMocoM. M cmosb3oBanne XpOMOCOMHOTO 30HTPOBA-
HUS BBISBJSIET MUTHUMATbHbIE N3MEHEHNS KapUOTHUTIA,
TaKkme Kak JIeJelus Wil HAJIN9ie N30XPOMOCOMBI, U B
caydae CIIT moka3biBaeT, 4To MOJHAS MOHOCOMUS 45X
BeTpedaercst Tobko y 50-60 % Gosbrbix. Ha ceromusim-
Huit fenb ycranosseno, uyto mpu CIIT we cymmecTByet
YETKOW KOPPEIIIIH MEXIYy TEeHOTUTIOM W (DeHOTUTIOM.

K ocnoBubiM kamandecknM xapakrepuctukam CIIIT
OTHOCSIT HU3KUE TEMITbI POCTa W HU3KUI KOHEUHBIN POCT,
JINCTEHE3NIO TOHAJ, a TaKKe TeJbIH Pl BPOKIEHHBIX
AHOMAJINI.

OVATHOCTNKA

[unarnoz CHIT ycramaBimBaeTcs TOJBKO Ha OCHO-
BAaHNN MCCIEJOBAHNSA KapHoThiia. IIpn oTcyTcTBUN BBI-
Pa’KEHHBIX CTHIM JIUCOMOPUOTeHe3a, HO BBIPAYKEHHOM
orcraBanun B pocte (SDS Menee -2,5), KapuOTHIIHPO-
BaHMeE TAKKe SIBJSIETCS] HEOOXOJAUMBIM ATAIIOM JIHATHOC-
THKA. B ciydae OTCyTCTBHS XPOMOCOMHOI TTATOJIOTHN TIPH
nccJeJOBaHAN TepuepuyeckKux JNMQOINTOB, HO Ha-
JIMINN BBIPAKEHHBIX KJANHNYecKNX mpusHakos CHIT,
HEOOXO/IIIMO TIPOBECTH NCCIEOBAHNE KAPHOTHIIA B KJIET-
KaxX JPYTUX TKaHei.

IlpenaTtanbHast AMarHocTHKa. BoJBIMITHCTBO Cayda-
eB BoisiByiernst CIIIT Bo BHYTpHyTPOOHOM IEpHO/IE SIB-
JIAIOTCA CJIYYaiiHON HaXO/KOIH, KOT/Ja MCCcleloBanne Ka-
pHOTHIIA TIJI0ZA TPOBOAUTCA 1O He cBga3anHbiM ¢ CIIT
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Y PEBEHKA PAHHETO BO3PACTA

CNHOPOM ANCTEHE3MM TOHAL, (TN LLEPELLIEBCKOTO-TEPHEPA)

npuurHaM (IIPeIecTBYONNe XPOMOCOMHbIE AHOMAJIUH,
BO3pACT MaTepH, HAPYIIEHNS] TOPMOHAJIBHOTO CTATyCa Ma-
TEpU [P CKPUHUHIOBOM HcceoBanuu). [IoBoAOM s
N3ydeHust KAPUOTHUIIA MOTYT CJAYKUTh 0OHAPY KEHHbIE
MPH YJIbTPA3BYKOBOM HCCJIEJOBAHUN MTPU3HAKU: YTOJI-
IIeHIe 3aThIJIOYHOTO U3THOA, BOJSIHKA MO3ra, KOapKTa-
ST A0PThI, AHOMAJIMU CTPOEHHUST JIEBBIX OT/IEJIOB CEP/IIIA,
Gpaxutiedasusi, aHOMAJIUN CTPOEHUS TI0YeK, BHYTPUYT-
poGHast 3ajiepsKKa pa3BuTust 1miaozaa. [1pu npenaranbHo
YCTAHOBJIEHHOM JIMATHO3€ KaPHOTUIIMPOBAHKE CJIE/YeT
MOBTOPUTH TIOCJIE POKIEHUSI.

ITocTHaTasbHAS AMArHOCTUKA. Y HOBOPOXK/IEHHBIX
MOKA3AHUIMI K KaPUOTUIIHPOBAHUIO SIBJISIIOTCS COBO-
KyIHOCTb cTurM gucamGpuoreresa (muvdarudeckuii oték
KUCTeH U CTOI, CKJIaJKM Ha lllee, HUSKUI pOCT BOJIOC,
MUKPOTHATUA, aHOMAJIbHOE CTPOEHNE YIIHBIX PAKOBUH,
BPOsKIEHHbBIE TIOPOKK PasBuTus). B jercrse moKasaHu-
SAMH K KaPUOTUIIHPOBAHUIO SIBJISIIOTCS HU3KUI POCT 1
TEMIIBI POCTA HUKE 5-TO MEPHEHTHIIS IS IAHHOTO BO3-
pacta B couetanun uin 6e3 cturM aucaMopuoreresa. B
MOIPOCTKOBOM BO3PACTe TAKMMH MMOKA3AHUSIMHU SIBJISIIOT-
Csl HU3KHUI POCT, OTCYTCTBHE AMYHUKOB Ha Y 31, Hemo-
pasBUTHE MATKH, TePBUYHAST MM BTOPHYHAST aMEHOPEsT
Ha oHe Pe3Ko MOBBINIEHHOTO YPOBHS (DOJTHKYTOCTH-
My mpyomero ropmona (OCT).

JIEMEHWE

OcHoBHBIME 3afadaMu JedeHus: 60abHbIX ¢ CIIIT
B JIETCKOM U TIOJ[POCTKOBOM BO3PAacCTe SBJSIOTCS: yBe-
JInyeHne KOHEYHOTro pocTa, (opMupoBaHue BTOPHYHbBIX
TIOJIOBBIX IPHU3HAKOB M YCTAHOBJIEHUE PETYJIIPHOTO MEHC-
TPYAJIbHOTO NIUKJIA, KOPPEKINSA MTOPOKOB PAa3BUTHA, Je-
YeHMe COIYTCTBYIOMNX 3a00eBaHi, MPOMIIAKTHKA OC-
TEomopo3a.

Ha ceropnsimnmii jeHb JieueHre HU3KOPOCAOCTU IIPH
CIIIT Bk/IOYaeT nprMeHeHne PeKOMOHHAHTHOTO TOPMO-
na pocra (pI'P), MoTy4eHHOTO ¢ UCHONb30BAaHMEM TEX-
nostornu pekom6bunantnoit /IHK. /lanHoe 3a6osieBaHme
ABAETCS HanboJlee YacTBIM MOKa3aHueM K Teparun pI'P.

Henbio acTporensaMecTUTENbHOI Tepaluy sBJIseT-
€S MAaKCHMAJIbHO TMOJTHAS NMUTAINSA HOPMATIHHOTO TIO-
JIOBOTO Pa3BUTHA.

Koppekiust BHENTHUX aHOMAJNH TPOBONUTCS TOJTHKO
B CJIydae 3HAYMMOro KocMeTuueckoro gedexra (KpbLio-
BU/HbIE CKJIAJIKH 1IEH) WU IIPU HAPYIIeHUH (HyHKIUK
oprana (HanmpuMep, BbIpaKEHHDIH 11T03). Hao moMHATH
0 TIPEIPACIHOTIOKEHHOCTH K 06PA30BAHUIO KEJOUIHBIX
py61os npu CIIT.

CBepeHus 06 aBTOpax:

B mpodmraktuke ocTeomnoposa BaXKHYIO POJIb UTPa-
eT amutenabHoe Jjedenne pI'P n 3amecrturenbnas tepa-
TIUST TTOJIOBBIMU TOPMOHAMM, YTO YJIYUIIaeT TIPOTHO3 JJIst
IJTOTHOCTH KOCTH ¥ BO3MOXKHOTO Pa3BUTHS OCTECOTICHUT.
Kpowme Toro, 118 ONTHMHI3AINH COXPAHEHNS KOCTHOMN
TKAHHI BO3MOKHO TPOMIVIAKTHIECKOe TTPIMEHEeHNe Kalb-
NS KypCaMu.

KITNHWNYECKINI CITYHAN

ITox HammM HabmogenneM Haxoauics pedénok K.
B BO3pacTe 2 JieT 8 MecsIieB, KOTOPBIN MOCTYTIIII C JKa-
J1I06aM1 Ha AHOMAJIbHOE CTPOEHUE HAPY3KHBIX TTOJOBBIX
OpraHoB.

N3 anamuesa 3a6oaeBanusi: y peGEHKA C POXKIeE-
HUST OTMEYAETCS aHOMAJIBHOE CTPOEHHE HAPYIKHDIX 110~
JIOBBIX OPraHOB: HAPY KHbIE TEHUTAJNU 110 CMETITAHHOMY
THILY, MOIIOHKA He Pa3BuTa, (pajyc ¢ rojJoBKOii, OTBEp-
cTHe ypeTpbl y ocHOBaHusI dasyca, Tmasablialiieil TecTi-

KYJIBI HE OMPEeJIsIOTC.
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N3 anamue3a sku3Hu: peGEHOK OT 2-if GepeMeHHOoC-
TH, 2-X pPO/IOB, 6epeMeHHOCTDb MpoTeKata Ha (oHe Xpo-
HUYEeCKOH TUITOKCUW TIIO/Ia, XPOHIMUECKOI (heToTIarien-
TapHOW He0OCTATOYHOCTH, YIPO3bl TIPEPhIBAHUSA. AHTE-
HataabHast TPOoUIAKTHKA (HOHOBOH MATOJIOTHH TTPOBO-
mnnachk. Poxwr B 39 Hemenn, macca 2500 r, aamHa Tesa
48 cm, MPK-73. Ouenka no Anrap 7,/8 6amnos. K rpy-
[N TIPUJIOXKEH Ha 3-1 cyTKU. [[yTOBUHHBII OCTATOK OT-
nai Ha 4-e cytku. Ilpusur — BIK, remarut. Ha ec-
TECTBEHHOM BCKAapMJIUBAHWH 10 2-X HEJENb, 3aTe€M HC-
KyCCTBEHHOE aaNTUPOBAHHBIMU cMecsamu. C 7-Mu Me-
CATIEB TIOTyYaeT MPUKOPMBI. BBICBHIIAaHUS HA KOXKe al-
JIEPTUYECKOTO XapaKTepa Mocie YIOTPeOIeHNUsT CIaKIX
6mon. ITomyuaer MacsaHbIil pacTBop Butammia /I3 ¢ 1 me-
camna. Ilpemapatsl skese3a He Tosydar.

Peakiust Manty B Bospacre 1 rox (12.12.07 r.) —
OTpHUIlATETbHA.

[TcmxoMoTOpHOE pas3BUTHE: TOJOBY AEPXKUT C 2-X
MecsIeB, cuauT ¢ 6-Tu Mecsnes, Xoaut ¢ 1 rona.

[Tepenecentbre 3a60JI€BaHIST: OCTPAst PECIIMPATOPHAST
uH@EKNs, THONHBINA OTUT, aTOMMMYECKIIT I€PMATUT, OC-
JIOKHEHHBIN CTpenToepMueti.

e o aunum Marepu 6osiest TyOepKyJIE30M.

O6caenoBanue:

TTT — 1,85 MxMe/mr; T, cBoGoambiit — 15,5; Kop-
tson — 550 Hmoms,/i; JIT — 0,5 MMe,/mn; OCI —
4 Mwme/mt; Tecrocrepor — 0,25 Hwmomn,/m; 17 OH P —
16,8 1M/ (sopma).

Y 3W opratoB OPIOIIHOI OJOCTH — TelaTOMerasns.
Y 3U mnovexk — 6e3 maToJornueckux nsmenennii. Y 31U
OpPraHOB MaJIOTO Ta3a — MAaTKa U SIMYHUKN B MaJIOM Ta-
3y He OOHApPY/KEHDI; B MAXOBBIX KaHadaX ¢ 06enX CTO-
poH oOHApysKeHbI AMYKU: crmpaBa — 12 x 11 x 9 MM,
creBa — 14 x 12 x 9 mMm.

Kocruprit Bospacr (1.09.09 r.): 1eCTPYKTUBHBIX M3-
MeHEHUI He BbISIBJIEHO. KOCTHBII BO3PACT COOTBETCTBY-
eT JaHHOMY BO3pacTy.

Kapuornmuposanne: kapnorun 46 XY, uz 100 mpo-
AHATM3UPOBAHHBIX KJETOK O UMeT Kapuotuil 45 X.

[l yrouHeHus [uarao3a pe6EHOK ObLI HalpaBJIeH
B P/IKD r. MoCKBBI.

Omnmcanublii KIMHUYECKUN Caydali nHTepeceH TeM,
YTO 3TO TOBOJIBHO PE/IKAst MATOJOTHS Y J€Tell PAHHETO
BO3pacTa.
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KO®E HE BIIMAET HA MOBbLILLEHWNE JABIEHNSA

YcTosBLUeecs yoexaeHue B TOM, YTO perynsipHoe ynotpebneHme Kode rpo3nT NoBbILEHHbIM apTepu -
allbHbIM [aBIeHNEM, TeNnepb ONPOBEPrHYTO aMEPUKAHCKUMI MegnKaMu.

ABTOp nccnenoBaHus Jineen Yex (FocyoapcTBeHHbIN YHMBEPCUTET 340p0Bbs B HoBoM OpreaHe) 4o-
Ka3an, 4to ynotpebneHue kode gaxe Oonee, 4eM TpW pasa B ieHb, HIUKAK He BNSET Ha TMNePTOHMIO.
DdhdekT ocTaeTcs abContoTHO OAMHAKOBbLIM, Kak eci Obl YenoBek N 1-2 Yalku B ieHb. B M3bicKaHWK
ObInV NpuBefeHb! fAaHHble 0 170000 NaumMeHToB, KOTOPbIE UMENN NMPUBbIYKY MTb KOde MOCTOSHHO.
WX cocTosHMe 300pOBbA NPOBEPANY Ha NPOTAXEHWM 33 fieT. Y4YeHble BbIACHANN, CKONbKO MMEHHO KO-
e NbloT NIOAV B feHb. HeH yTBePXAaeT, HTO Ha B3aMMOCBA3b MeXay KOde 1 NOoBbILLEHHbIM AaBre-
HVEM BNVSIOT P GakTopoB. STO MOryT OblTb 0COOEHHOCTN OpraHnM3Ma, reHeTVKa, HaceCTBEHHbIE
bonesHu.

K npvmepy, HeKOTOPbIM NIOAAM CTAHOBUTCS NIOXO OT OAHOW Halleyky Kode, a KTO-TO ero MbeT «Lync-
TEPHaMM» N HNYEro, Kpome BOAPOCTM, He HyBCTBYET. YTOUHEHWE cAenan NnWb Npoheccop MeauLm-
Hbl JloypeHc Kpakotd, KOTOpbIN Cneumanmnsnpyetcs Ha rmnepteHsnmn (Hbio-NopKCKNn MeauLmMHCKIAN
LeHTp «MayHT CnHam»).

Y4eHbIV CKa3an, YTO YesloBeK, KOTOPbIV MbeT Kode, a Mocsie 3TOro He MOXEeT YCHYTb, NOCTynaeT Hen-
PaBWUbHO, BeAb TakMM 0OPa3oM pacLLaTbiBAETCS €ro HepBHas cUcTemMa. Takme oTpuLaTenbHble MOo-
MeHTbI Heflb3s1 yNyckaTb, Tak Kak MMeHHO 6eCCOHHMLA MOXET SBNSATHCH OAHMM U3 (hakTOPOB, BANSIO-
LLMX Ha Pa3BUTE TMNEPTOHUN.

NcTouHuk: http://newsmedlab.ru/
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