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[TarmenTka OblTa OCMOTpPEHAa OHKOTOpaKalb-
HbIM xupyprom. Jluarnos: «IIpaBocTopoHHU# XU-
JIOTOpPAaKC HEYTOUYHEHHOH 3THoJorum». PekomeH-
JOBaHO TIPOBEACHUE BHUICOACCHCTUPOBAHHOW TO-
pakxockonmnu (BTC) ¢ Gnoncueit mieBpol, JIETKOTro.
BTC cnpaBa Obuta BbINONHEHa 4epe3 3 Hemenu
nocie rocnutanuzanuu B YI'OTKB.

PesynpTaThl MaTONOrOrMCTOIOIMYECKOTO HC-
CJICIOBAaHMS: B MapUeTANBHON TuIeBpe nuddy3Hast
mumdonnTapHas HHQUIBTPaAIUs, KPOBOUIIUSIHHIS,
TUNepIuIa3us Me30Tenus. BripaxkenHas TumM¢oru-
CTHOLIMTapHAass WH)UIBTpAIMS B TEPUILICBPAITH-
HOH TKaHW. B merounoit Tkanm nuddys3Has mpo-
mudepanus rJIaJKOMBIIIEYHBIX BOJIOKOH, B HHTEP-
CTHLUHU (MEXKaJbBEOJSPHO, MEPUBACKYIISIPHO, TIe-
pUOpOHXHUANEHO) NTUM(OUIHBIE CKOIUICHUS, BbI-
paxeHHbIN AupGy3HBINH UHTEPCTUIMATBHBINA Guo-
PO3 € y4acTKaMH IO THITY «COTOBOTO JIETKOTO.

Ha ocnHoBanum xano0 (oAplika mpu yMepeH-
HOU (U3MYECKOW Harpyske); aHaMmHe3a (OBIIIKa
MOSIBIJIACH Ha (POHE TTOITHOTO 3J0POBBS C PEIKUM
MIPOTPECCHUPOBAHUEM; COITYTCTBYIOIINE 3a00ieBa-
HUSI: MHOMa MaTKH C JUCQYHKIHEH SUIHHUKOB
(omuroMeHoOpes), TeMaHTHOMa TIPaBOW IIOYKH);
nmaaabix KT OT'K (1o Bcem JIerOYHBIM TOJISM BHU-
3YaIM3UPYIOTCS  MHOXECTBEHHbIC, nup(y3HbIC
MEJIKHE TOHKOCTEHHBIE TIOJIOCTH — OT MENKUX JI0
2 cM, TUAPOTOPAKC CIIPaBa); J1a0OPaTOPHBIX JaH-
HBIX (HaJM4Ue XWIE3HOTO HEHCCSKAeMOro ILUIeB-
PaIbHOTO BBITNIOTA); AAHHBIX MATOJNIOrOTHCTOIOTHYe-
CKOT'0 MCCIIeIOBaHUsI NTAPHETAIBLHON TIJIEBPHI U JIeT-
KuXx (B mapueTanbHoOi 1eBpe muddysHas numdo-
uTapHas WHOUIBTPALHS, KPOBOM3IUSHUS, THUIIEP-
TUTA3UsT ME30TENHST; BBIpKEHHAs JTUM(OTHUCTHOIH-
TapHas WHQWIBTPAIWS B MEPUILICBPATIGHON TKAHM;
B JICTOUHOM TKauu nuddy3Has npomudeparms riai-
KOMBIIIEYHBIX BOJIOKOH, B MHTEPCTHIINH (MeXaIbBe-
OJISIPHO, TICPHBACKYJLIPHO, TIEPUOPOHXHUAILHO) JIM-
(ouaHble CKOIUICHUS, BBIpAKEHHBIH IUQQy3HBINT
MHTEPCTHLHANBHBIA (UOpO3 C ydacTKaMH MO TUILY
«cotoBoro Jjerkoro») B PHIIL] mymsmonon0OrMM M
(dTr3MaTpuK ObUT BBICTABIEH AUArHo3: «JIAM».

Jns Bepudumkanuu nuar€osa ObUIO IMpoBese-
HO HMMMYHOTUCTOXUMHUYECKOE HCCICIOBAaHUE B
PHIIL] onxomnormy u Meapamuonorum uM. H. H. Asek-
CaHJPOBA M YCTAHOBJIEH OKOHYATEIbHBIN THATrHO3:
«JIAM. IIpaBOCTOPOHHHI OCYMKOBAHHBIMA XHJIO-
topakc. Cybcepo3Has MUOMa MaTKI.

YK 616-008.6-053.2:575.1

JanbpHeiiliee JieueHWe MAIMEHTKU MPOBOJIU-
JIOCHB TOpaKalmbHOM oOTAeneHuH 10-i TOpOoICKOi
KIMHUYECKOW OOJbHUIBI I'. MUHCKa, rae OblLia
BBITIOJTHEHA TOPAKOTOMHUS U TLIEBPOJIE3 C TATHKOM.
IIneBpoae3 crocoOCTBOBANI PAa3BUTHIO CIIAEYHOIO
IpolLecca W MPEKPALIEHUIO IKCCYIALMH, YTO IO-
3BOJIMJIO 3HAYUTEIHLHO YBEIWYUTDH IIEPUOL MEXKIY
MYHKIASIMH, YMEHBIIUTE KOJIUYECTBO IBAKYUDPO-
BAaHHOI'O IIPH DTOM DKCCyAaTa, YJIYUYIIHUTH OOIIee
COCTOSIHME IMALIMEHTKH B PE3YIILTATE YMEHBIIECHUS
SIBJICHUI JBIXaTeJIbHON HEIOCTATOYHOCTH U CHU-
JKEHUS IIOTEPh IUTATEIbHBIX BEIIECTB U JIMMMO-
nutoB. I[IneBpomes siBuicd noctatoddHo dddek-
THBHBIM METOJIOM IAJUIMATUBHOIO JICYECHUS, I10-
3BOJIMBIIMM JOOUTHCS KYIHUPOBAHUS CHUMIITOMOB
BBIIIOTA U OPEAYIIPELUTH DELUINBEI HAKOIUICHUS
JKMIKOCTH B IUIEBPAJILHON IIOJIOCTH.

B nanpHeiniem nanueHTKe ObLIa YCTAaHOBIIE-
Ha Il rpynma MHBAIUIHOCTH CPOKOM Ha 1 TOI.
Omna BKJIIOYEHA B JIMCT OKUIAHUS I IDOBENCHUSI
TpaHciuianTanuu Jerkux B PHIIL tpancruianTa-
IIUY OPTraHOB M TKAaHEMH.

Takum oOpasoMm, auarHoctrka JIAM compsi-
’)KE€Ha C OOBEKTHUBHBIMH TPYIHOCTSIMH, OOYCIIOB-
JIEHHBIMH CIIOPAAUYHOCTBIO 3a00JE€BaHUSA, OTCYT-
CTBUEM CIELU(DUYECKUX KIMHUYECKHUX U DEHTTe-
HOJIOTMYECKUX IIPU3HAKOB. Bepuduxanuys auar-
HO3a BO3MO>KHA IOCPEICTBOM BBIIIOJIHEHUS THC-
TOIATOJIOTHYECKOT0 1 UMMYHOTUCTOXUMHUYECKOTO
nccienoBannii Tkanu jerxkoro. BTC ¢ Ouorcueit
IoKa3zaHa IIPU BCEX MHTEPCTULHAIBHBIX 3a00iie-
BaHUSX JISTKMX HEYTOYHCHHOH 3THOJIOTHH.
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CHUHIPOM KOPHEJIMU JE JIAHTE Y JIETEN
T. E. Byonesuu

T'omeabcknii rocyJapcTBeHHbIH MeIMIUHCKUI YHUBEPCUTET

Cungpom Kopuenun ae Jlanre — MOpOK pa3BUTHS, XapaKTEPUIYIOMIUICS MYITbTHCUCTEMHBIM TTOPaKEHHEM, B
OCHOBE KOTOPOTO OTIPEIEIISTIOTCS JUIIEBbIe TUCMOP(IH: HU3Kas JIMHUS POCTa BOJIOC, N30THYTHIE OpOBH, CHHOGPH3,
OTKPBITHIC BIICpE] HO3APH, IIPOTHATH3M, TOHKUE I'YOBI, POT «KapIa» — B COYCTAHUH C TIPCHATAILHOW U TIOCTHATAILHOMN
3aJIep>KKOM POCTa, YMCTBEHHOM OTCTAJIOCTBIO U BO MHOTHX CIIy4dasiX aHOMAaJIMAMHU BEpXHUX KoHeuHOcTel. OHaKo cyie-
CTBYIOT KJIMHIMYECKHE BAPHAHTHI TOTO CHHAPOMA C MEHEE BEIPAKEHHBIMH (HDeHOTHUITNYECKUMHU TIPOSIBIICHISAMIL.
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YacToTa BcTpedaeMocTr cuHapoMa cocTtapisieT 1 cimydait Ha 10000—-30000 KUBOPOKIEHHBIX M HE 3aBUCHUT OT TIOJIA.
[To MHEHHIO MHOTHX JKCIEPTOB, pelKoe BbisBIcHHE cuHapoMma Kopuenuu ne Jlanre — 3T0, CKOpee Bcero,

CJICACTBUC THMIIOAUAarHOCTHUKH.

KioueBrie croBa: cuaapom Kopaenun ne Jlanre, meTH, TOPOK pa3BUTHS, CHHO(PPHU3, JTHUIIEBBIE TUCMOPQHH,

JAUar"Ho3, rcHETUYCCKOC 3a00JICcBaHHE.

CORNELIA DE LANGE SYNDROME IN CHILDREN
T. E. Bubnevich
Gomel State Medical University

Cornelia de Lange syndrome is a multisystem malformation syndrome recognized primarily on the basis of
characteristic facial dysmorphism, including low anterior hairline, arched eyebrows, synophrys, anteverted nares,
maxillary prognathism, thin lips, «carp» mouth, in association with prenatal and postnatal growth retardation, mental

retardation and, in many cases, upper limb anomalies.

However, there are clinical options with milder phenotypes in this syndrome.
The prevalence of the syndrome is 1:10,000-30,000 live births, occurs equally, regardless of gender.
Although this syndrome is considered rare, experts agree that it is likely underdiagnosed.

Key words: Cornelia de Lange syndrome, children, malformation, synophrys, facial dysmorphism, diagnosis,

genetic disorder.

BriepBrie mposiBiIeHHS CUHApPOMA, COMIPOBO-
JKJAFOIIETOCS YMCTBEHHON OTCTalIOCTHIO U MHO-
JKECTBCHHBIMH aHOMAJIVMSIMU Pa3BUTHS, OMUCAHBI
B 1916 r. memeukmm Bpadom B. Bbpaxmanom
(W. R. C. Brachmann). CBoe Ha3BaHHe CUHIPOM
MOJIYYMJI TIO WMEHH TOJUIAHJCKOTO Tieauarpa
Kopuenuu ge Jlanre (Cornelia de Lange), xoto-
pas B 1933 r. Gosiee moyHO onucana NpOosBICHUS
JIaHHOTO cuHapoMa vy 5 mereii [1, 2, 3].

B CCCP enunnunsle ciydan ormcaid B 1968 r.
b. H. KnocoBckuii ¢ coaBropamu, B 1971 1. —
M. H. MaprteisoBa u H. K. IlasioBa, a B 1976 . —
I'. C. MapuH4eBa ¢ coaBTOpamu.

3a mepuon ¢ 1995 mo 2014 rr. mo JaHHBIM
nyonukanuii, Bomemmux B MEDLINE, EMBASE,
ORPHANET, uHTepHET-IaHHBIM, MNpEACTABICH-
HeIM Ha OMIM, onucano 116 ciydaeB cuHapoMa
Kopuenuu ne Jlanre [3].

Cunppom Kopuemuu ne Jlanre (de Lange)
W3BECTEH U IO IPYTUMH Ha3BaHUAMHU: «typus de-
generativus Amstelodamensis» (1o Ha3BaHHIO TOPO-
i, TIie ObUTH OOHAPYKEHBI TPU CITydas, OITMCAHHEIC
Cornelia de Lange); manmsm Awmcrepmama; status
degenerativus Amstelodamensis; aereHepaTUBHBIN
HAHU3M THIA «AMcTepaam»; cuHapoM bpaxmaHna-
e Jlamxk (kox mo MKBXQS87.1) [1, 3, 4].

JlaHHBIE O MOMYJSIIIMOHHON YacTOTE CHUHIAPO-
Ma 3HAa4YUTEIbHO BapbUpyrOT — OT 1:30000 pox-
nenuit go 1:10000-12000 [3, 5, 6].

Cunnpom Kopuemuu ge Jlanre BcTpeudaercs
Ha BCEX KOHTWHEHTAX, y JIOJICH BCEX pac W ITHU-
YECKUX TPYHI, ¢ OJMHAKOBOW 4acTOTOU aJis 000-
WX TIOJIOB. 3a CTO JIET, MPOIIEAIINX C MOMEHTa
MIEPBOTO OMHCAHUs, MOAPOOHO H3Y4YeHO Ooiee
400 cayyaeB JaHHOM MATOJOTMH B Pa3IMYHBIX
CTpaHaX. BONBIIMHCTBO CITy4aeB SBJISIFOTCSI CIO-
panudeckumu [3, 5, 6].

Amuonozusn

IIpu cunnpome Kopuenmu ne Jlanre martoren-
Hble MyTallui OBUTM OOHApY)KEHbI B TpPEX TI€HAX:
NIPBL (5p13.2) (Krantz ¢ coasr., 2004; Tonkin ¢ co-
aBr., 2004), SMCIA (Xpl11.22) (Musio ¢ coaBr.,
2006; Borck ¢ coaBr., 2007; Deardorff ¢ coasr., 2007)
u SMC3 (10g25) (Deardorft ¢ coagr., 2007). benku,
KOJIPYEMBbIE 3THMH T€HAMH, BOBJICUCHBI B ()YHKIIHO-
HUPOBAHUE KOTE3MHOBOIO KOMILIEKCA, HAPYILICHUE
KOTOPOTO SIBJISICTCS. MOJICKYJISIPHOM OCHOBOH CHH-
npoma Koprenuu nie Jlanre. MyTtauyn B KakoM-Tu00
13 3TUX reHoB (dame Bcero N/PBL) MoryTt ObITh 00-
HapY>XeHbI NIPIMEPHO B TMOJIOBHHE CIIY4acB C YyCTa-
HOBJICHHBIM KJIMHHUYECKUM JWarHo3omM [3, 5, 7].

OpHaKo MPUYHHEI, BBI3BIBAIONIUE STH TCHHBIC
MyTallid, TIOKa HAaXOJIATCS B CTaJAWH TEOPUH W
npennosiokeHuii. ECTh MHEHHE, YTO X MOTYT BBI-
3bpIBaTh WH(EKIIMOHHBIE 3a00JeBaHUS OepeMeH-
HOM, 0COOCHHO B MEPBOM TPUMECTPE, HEKOTOPHIC
JICKapCTBEHHBIC MpenapaThl, TPEKIOHHBIN BO3PacT
oTIa pebeHKa MO0 BO3PACT POMKEHUII cTapie 35 Jier,
a Takke Opaku MEXIy poJcTBeHHMKamu. Ho Hu
OJlHA W3 TEPCYUCIICHHBIX NPUYHH HE SBIISICTCS
0ECCIIOPHO ¥ CTOMPOIICHTHO BBI3BIBAOIIEH T'eHE-
TUYeCKue m3MeHeHus. Eie npopabareiBacTcsl TH-
nmote3a, uto cuHapoM Kopuenuu ne Jlanre mepe-
JlaeTcs 10 HACJICACTBY, OJTHAKO OOJIBIIE YeM Y TI0-
JIOBUHBI OOCJICIOBAHHBIX MAI[UCHTOB 3TO 3a0ole-
BaHWE BO3HUKIIO CIIOPATUICCKH, BIIEPBHIC B POITY.

Cungpom Koprenuu ne Jlanre nmeet MHOTO-
YHUCIICHHBIC OTKJIOHEHUS, KOTOpPHIE MOTYT OBITh
KaK 3aMETHBIMH, TaK U HE3aMETHBIMH U BEISBJICH-
HBIMH TOJILKO TOCJIe 00Jiee MOJIHOTO JUATHOCTH-
yeckoro uccieaoBanus [1, 2, 3, 5].

Kpumepuu cunopoma Kopuenuu oe Jlanze

bonvuwue xpumepuu:

1. BpaxumukpornedanbHasi CTpyKTypa uepera.
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2. Jluuerble muicMophun: CHHO(DPU3, 3arHYTHIC
pecHHIIBI, eOpPMHUPOBAHHBIE YIIIH, HOC MAJICHBKUX
pa3MepoB, OTCYTCTBHE X0aH M HO3ZPH, KOTOPHIE OT-
KPBITBI BIlepel], TOHEHbKasi BEpXHssI T'y0a, MUKpOre-
HUSl, «@HTUMOHIOJIOW/IHBIN» pa3pe3 ra3. Takue us-
MEHEHHsI HOCAT Ha3BaHUE «IIPUIY/TUBOE JIUTIOM.

3. OrcraBaHue B pocTe (HAHU3M).

4. Henopa3Butre KHCTEH W CTOM: aKPOMHMK-
pusi, (GOKOMENus, MaTOJOTUYECKOE KOJIUIESCTBO
MaNblieB Ha PyKax WJIM HOraxX, KHCTH HeOOJBIINX
pasmepoB, kKopoTkui Il mamenm U MpoKCUMaIbHO
pacnosioxkeHHbld [ manen, KIMHONAKTWINS MH-
3WHIIEB;HEPEIKO OTMEUAeTCs] CHHIAKTWIINS CTOII
(II-II1, -1V mambneB); OMUTOAAKTHINS, CTHOA-
TEIbHBIE KOHTPAKTYPBHI.

5. Spina bifida occulta. Fovea coccygea. Hedop-
Malwis TO3BOHKOB: JTIOMOATH3AIIHS, CAKPATH3AIIHS.

6. YMCTBEHHass OTCTaJIOCTh MOJET BapbHPO-
BaThCS OT €]Ba 3aMETHBIX MTPU3HAKOB IO PA3BUTHUS
onmuroppernn, npuaeM B 80 % ciaydaeB guarHo-
CTHPYETCS HMMOCIIIIBHOCTh JINOO JeOMIEHOCTE.
Opnako ecTh AeTH ¢ CHHAPOMOM 1e Jlanre, KoTo-
pBI€ TIOCEIIAI0T OOBIYHBIE TOIMIKOIBHBIE W MIKOJb-
uele yapexaenus (IQ = 73—75). Dro 3aBUCHUT OT
(dhopmel 3aboneBanus [2, 8, 9].

7. HapyiieHusi moBeZieHUS B BUJIE TOBBIIICH-
HOM a(eKTHBHON BO30YIUMOCTH, IBUTATEIBHOU
PaCTOPMOMXKECHHOCTH, CKJIOHHOCTH K HUCTepOOpM-
HBIM pEaKIMsAM, CTpEeMJICHHS K ayToarpecchyd u
CKJIOHHOCTH K CTEPEOTHITHBIM IBIKECHUSM [2, 3, 8].

Manvle kpumepuu.

1. I3MeHeHns B POTOBOM MOJIOCTH: BBICOKO
pacronoxeHHoe He0O, ero paciielinHa, Hapyle-
HUS B POPE3bIBAaHIH 3YOO0B.

2. Hapymenns 3peHHs, BIUIOTH /0 MHOIHH
BBICOKOW CTENEHH, KOCOTJIa3ne, aCTUTMaTh3M, MOJ-
Hast aTpodust 3pUTETHHBIX HEPBOB.

3. Pe3ko BBRIpakeHHBIN TUTIEPTPUXO3 B 00Iac-
TH CIUHBI ¥ TOSCHUIIBI, HEPEIKO OTMedaeTcs 00-
1ast MPaMOPHOCTb, XapaKTEePHBI KPACHOTa KOHYH-
Ka HOca, MIMaHO03 HocoryOHOU oOmactu. Hemopas-
BHTHE COCKOB.

4. Cpenn HEBPOJOTHICCKUX HAPYIICHUH, KaK
MPaBHUJIO, HAONIONAETCS MBIIMIEYHAs THUIIOTOHHA,
OKUBJICHUE CYXOXKWIBHBIX pedIeKcoB, HO BO3-
MOJKEH ¥ THTIEPTOHYC MBI KOHEYHOCTEH.

5. CymopoXHBIH CHHAPOM OTMEYaeTcs Yy
25 % OONBHBIX: CYJOpPOTH, KaK MPaBUIIO, TOJIBKO
SMU30NYECKUe, a HE B BHJE YacCTBIX M TOJH-
MOP(MHBIX IPUCTYIIOB.

6. BpoxxnieHHbIe TIOPOKH DPa3BUTHA BHYTPEH-
HUX OpraHoB (OTCYTCTBHE SIMYEK B MOIIOHKE, Ha-
JIMYMe ABYPOroil MaTKWU, OTKPBITHIM apTepuaib-
HbI TPOTOK, HAJIMYME OTBEPCTHM MEXay Mpei-
CEepIUSMHU, HETOIHBIN MOBOPOT KHUIIEYHHKA, ITH-
JIOPOCTEHO3, MOJMKHACTO3 TTOUSK, TUAPOHEDPO3).

Jly1a mocTaHOBKM quarHo3a 0e3 MOI0KHUTEhb-
HOTO pe3yJibTaTa MOJEKYJISPHOTO TECTHPOBAHUS
JIOCTaTOYHO CIEMU(UIECKUX YepT JIMIAa B COBO-

KYITHOCTH C JABYMSI KPYITHBIMH CHCTEMHBIMHU KPH-
TEPHUSIMH WM OJHUM KPYIHBIM U JBYMSI MaJbIMHU
CHUCTEMHBIMH KpUTepusMHU. MoJeKysapHoe Tec-
THPOBaHKE, KaK MPaBHUJIO, UCIIONB3YyeTCA TPH -
ArHOCTHYECKUX [WJIEMMax WM B CiIydae IMpeHa-
TaJIbHOW JTUAarHOCTUKU U APYTUX lieNeld TeHeTnye-
CKOT'0 KOHCYNbTHpOBaHus [1, 3, 7, 8].

Pentrenorpammauepena BEBISBIsIET ero Opa-
XUMHKPOIEPATbHYIO CTPYKTYPY, 9acTO MPU3HAKU
BHYTPHUYEPEITHON TUTIEPTEH3UH.

Ha anextposHniedanorpamme oTMedaroTcs B psi-
Jie ciIydaeB 3amezyieHre (popMHpoBaHHS O-pUTMA,
MOBBIIIICHNE aKTUBHOCTH CPEAMHHBIX CTPYKTYD B
BHIE OWIaTepalbHO-CHHXPOHHBIX ITapOKCH3MOB.
Kakux-mnbo cnermuduyueckux sl CHHIpPOMAa H3-
MEHEHH HET.

Ha cerogusimanii [eHs M3BECTHO 2 BHIA 3a-
OoneBaHus. llepBeIid, WM KIACCHIECKUHA — 3TO
BBIpOKEHHAs 33Jep’KKa B POCTE M TICUXOMOTOPHOM
pa3BuTHH, TPYyOble MOPOKHM BHYTPEHHUX OPraHOB,
Jmia 1 KoHeyHocTel. [Tpu BTopom BUzie MPUCYTCT-
BYIOT Te K€ caMble aHOMAJIMHY JIMIAa M CKeJleTa, HO
HET TPYOBIX MOPOKOB Pa3BUTHSI BHYTPEHHHUX Opra-
HOB, a TICHXOMOTOPHOE U WHTEIUIEKTyaIbHOE Pa3BU-
THE UMEET TIOTpaHrIHYIo 3aaepxkKy [1, 3, 7, 8].

IlaTosioruyeckasi aHATOMUS TIPH CHHAPOME
Kopuenuu ne Jlanre u3ydeHa JOCTATOYHO MOJ-
pobuo [1, 2, 3]. Kak maubomnee xapakTepHOE Ha-
pYIIEHHE MO3ra OIHCHIBAECTCS IBYCTOPOHHSIS arlia-
3Ws OMEPKYJSIPHBIX OTACIIOB JIOOHBIX Jojiei. Ot-
MEYaroT TaK)K€ OTCYTCTBHE IIEHTPAIBbHOU (pOJaH-
JIOBOM) OOpO3MdbI, THUIIOILUIA3UIO0 TTHUPAMHUI O0OOHS-
TEJIHHOTO HEPBAa, BEPXHUX BHCOYHBIX HW3BIJIUH,
3aJJHEH CITAalKi MO30JIMCTOTO TeJla, OTCTaBaHUE
MUEIMHNA3ALNN U paclaj] MUeNInHa, TJH03 U OYa-
TOBYIO aIlIa3uio KJIETOK HAPYXHOTO 3€pPHUCTOTO U
MMMPaMHUTHOTO CIIOEB BO BCeX OThenax mo3ra. Ha
ayTOTICHH OOHAPY’KMBAIOT IMMOPOKU CEPAIa, ITOYEK,
KEITyTOYHO-KHUIIIEYHOTO TPAKTa U 1.

Juaznocmuxa 60 epemsa 6epemennocmu

B HacTosmee Bpemsi cOBpeMeHHasi MEeIUIIHA
co 100 % yBepeHHOCTBIO HE MOXKET BBISIBUTH 3TOT
curapoM y 1miofa. CymiecTByIOT JaHHBIE O TOM,
9TO BO BpeMs OepeMeHHOCTH (CpoK recramuu 11—
12, no 14 "Henens) y KEHIMUHBI B KPOBU HE O0OHa-
py>KHBaeTcs IareHTapaeiii 6enok PAPP-A. Orto
MOXKET yKa3plBaThb Ha HalnW4ue 3a00JeBaHUS Y
10712, OAHAKO TOCTOBEPHO ITOCTaBUTH IHArHO3
TOJIBKO TI0 3TOMY aHaJIN3y HEBO3MOXKHO. BeposT-
HOCTH JIOXKHOTIOJIOKUTENILHBIX PE3yNbTaTOB CO-
cTaBigeT okojo 5 %. 3HaYUTENbHOE CHIDKEHHE
PAPP-A — Beckoe ocHOBaHME JisI TIPOBEJCHUS
0ojee cephe3HBIX HCCIEIOBAaHWA Ha BBHISBICHHE
AHOMAJIMH Pa3BHUTHUSA IJI0JA, TAKMX KaK JOPOJOBOE
n3ydeHue xpomocoM 1ioza [1, 2, 3].

Juddepennuanbubiii muardos:; S. Holt-Oram,
S. Lejeune, S. Rubinstein, S. Patau, S. Edwards,
S. Franceschetti, S. Bonnevie-Ullrich, S. Freeman-
Sheldon, S. Ullrich-Feichtiger, S. Pfaundler-Hurler,
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CHUHIIPOMJIUCMOP(MOUU  YepeIHO-HIKHEUETIOCTHO-
nureBoi, cuaapom Kodduna-Cupuca [8, 9, 10].

Jleuenue

B nacrosimee Bpemsi He CyIIeCTBYET maTore-
HETUYECKOM Tepanuu cuHapoMa KophHenuu e
Jlanre, OHAKO paHHsS pEeaOWUIMTAIMS U CUMIITO-
MaTH4YecKas Tepanus MO3BOJISIOT yIIyUYIINTh Kade-
CTBO U TIPOJOJDKUTENBHOCTD KH3HHU IallHEeHTOB.
Xupyprudeckoe Jie4eHrne MPOBOAUTCA, €CIH €CTh
nmokazaHus). MeauKaMeHTO3Hasl Tepamus: BHUTa-
MUHBI, HOOTPOTIBI, CeIaTUBHBIC TMpEmaparhl, aHa-
OoMMYecKre TOPMOHBI, TIPH HEOOXOAMMOCTH —
MIPOTUBOCYAOpOKHAS Tepamnusi. [loka3zaHsl eued-
Has (pU3KyIbTypa, Maccax, ApIXaTelbHas TMMHA-
cruka [3, 7, 11, 12].

Tepamus ropMoHOM pocTa OOBIYHO HE TIOKa-
3aHa. Kousseff ¢ coat. (1993) oOHapyxun nedu-
uT TopMoHa pocta y 30 % mopaKeHHBIX TMarueH-
TOB M PE3UCTEHTHOCTh OPTraHOB-MHIIIEHEH K TOPMO-
HYpOCTa Y OCTAJIbHBIX MAIMEHTOB. ABTOPBI IPHIILTH
K BBIBOJY, YTO TEPANEBTUYECKOE HCIIOIL30BAHME
TOpPMOHA pocTa 4eloBeka rnpu cuHapome Koprenin
ne Jlanare He onpasnano [1, 3, 7].

Ilpozno3

Jns manueHToB ¢ JIaHHOW MaTOJIOTHEW Mpo-
THO3 Bcerja Tsokenbld. [Ipu kiaccuueckoM Bapu-
aHTe 3a00JIeBaHUA HOBOPOXKACHHBIN, KaK MpPaBH-
710, TIOTUOAET B TIEPBHIE MECSIIBI JKU3HU U3-32 TPY-
OBIX MOPOKOB pa3BHTHA. Yamie Bcero NMpUIHHOMN
ABIIIETCSl XpOHHWYECKas TOYeYHas HeI0CTaTod-
HOCTb W TIOPOKH pa3BHUTHS cepima. B ciaydae mu-
HUMAJIBHOTO TOpPaXEHHUS BHYTPEHHUX OPraHOB
mporHo3 Oojiee OJIArONPHSTHBIA B OTHOIICHUH
MIPOIOJDKATEIFHOCTH KU3HU [3, 6, 9, 10].

Ilpogpunaxkmuxa

[IpodunakTika 3akaroyaercss B MPEdOTBpa-
IICHUH POXJIEHUS NeTell ¢ AaHHBIM CHHIPOMOM:
HEOOXOINMO MEIUKO-TeHETHYECKOe KOHCYJIbTH-
poBaHUe OymymHMX POAMTENEH, a Takke ceMmell, B
KOTOPBIX HMEIOTCS OONBbHBIE. OMITHUPUICCKHII
PHUCK TIOBTOPHOTO POXKACHUS peOeHKa C CHHIPO-
MOM Jie JlaHTe B criopafndecKux ciaydasx MpH OT-
CYTCTBHH XPOMOCOMHBIX a0eppanuii y poauTeei
cocrapmsieT 2 % [1, 2, 3].

Cnyuaii u3z K1uHUYecKoil NPAKmMuKu

Manpuuk, 8,5 net, moctynui B utone 2015 T.
B KapamopeBmarosnorudeckoe otmeneHue (KPO)
I'omenbckoii 00MacTHOW METCKOW KIMHHYECKOH
o6ompHunEl (I'OJKDB), ano0sl Ha CHIDKCHHE TO-
JIEPAHTHOCTU K (DU3UYECKOW HarpysKe, OJIBIIIKY,
BOZHUKHOBEHHE ITOBTOPHBIX CHHKOIAIBHBIX CO-
crosauit. Jlmaruno3 mpum mnocrymiennn: «BIIC,
JIBOMHOE OTXOXJIEHWE MAarmcTpajbHBIX COCYIOB
OT TIPaBOTO JKemyJodyka C KOMOWHHPOBAHHBIM
CTEHO30M BBIXOJIHOTO OTZAEJIa MPaBOTo JKeIy109Ka
1 JierodHoi aprepuu (JIA), rumoria3us cTBojia
BETBEH JICTOYHOU apTepuH, KT MEXOKEITyI0d-
koBoi meperoponku (JAMIKII), oTkpeiToe OBaIh-
Hoe okHO (OOQ), cocTosiHHE TOCTE OTEPATHBHO-

ro nederus B 2008 r. CH 1 crenern. Cunapom
Kopuennu ne Jlanre. F 83, F 80.9».

U3 anammnesa: peOCHOK OT TpeTheil OepeMeH-
HOCTH, BTOPBIX CPOYHBEIX POMIOB B 39 Hememns, MpH
poxxknernn Bec — 2150 T, poct — 49 cM, OKpyx-
HOCTB TOJIOBBI — 30 CM, OITEHKA 110 IKajie Anrap —
6/7 O6amnoB. C mepBbIX AHEH >XU3HU BBISBICH
BPOXJIEHHBIN TTOPOK ceplia.

YuuTteiBas HEOOXOIUMOCTh XHPYPTHICCKOM
KOPPEKIMHU B JANbHEUIIEM U TSKECTh COCTOSIHUSA,
pa3paboTaH WHIWBHIYAIBHBIN KajdeHIaph Mpodu-
JAKTUYECKUX MPUBUBOK. Ha mepBoM romy Ku3HU
pebenok mpuBuT BIDK (y memymku ¢ubpo3HO-
KaBEPHO3HBIA TYOEpKyJie3) W TMPOTHB BHUPYCHOTO
renaruta B. JlambHeWimas BakIMHAIWS, COIJIACHO
HAMOHATFHOMY ~ KaJIeHAApI0  MPOQMIAKTHIECKUX
TIPUBHBOK, TPOJOJDKMIACH Yepe3 ToJl Tocie omnepa-
TUBHOTO JISYECHHS — paauKaibHoH Koppekiuu BIIC.

B 2008 . pebeHky mpoBeneHa paauKaabHas
koppekiusa nopoka cepaua B JIXII PHIIL «Kap-
TUOJIOTHSI.

C poxzaeHus peOSHOK peryysipHO HaOJIroa-
Cs1 CIIEAYIOUTNMH CIIEIHATUCTAMH:

* KapauojaoroM — 1o nmosoay BIIC;

* MyJIbBMOHOJIOTOM — C TIEPBOTO TO/a KU3HU
y peOeHKa OTMEYAIMCh YacThle PeCHUpaTOPHBIC
3a00neBaHus, KOTOPHIE XapaKTEePHU30BAJINCh 3a-
TSOKHBIM T€YEHHUEM W HATMIHEM OCIIOKHEHUI;

* YPOJIOTOM — JBYCTOPOHHUN KPUITOPXHU3M,
(hrmMo3, OATAHOIIOCTHT;

* 0pTaIbMOJIOTOM — CMEIIAHHBIN acTUrMa-
ti3M; OS: BpoXKIeHHAs HEMPOXOIUMOCTh HOCOC-
JIE3HOTO KaHaja;

* HEBPOJIOTOM — 3aJIep>KKa TICHXOMOTOPHOTO
pa3BHUTHS;

» ncuxuatpom — F 83, F 80.9.

YuurteiBas 3alepKKy (PU3UUECKOro pa3BUTHS,
B 2012 1. peOeHKY TPOBOIMIOCEH OMpeesIcHIe KOCT-
HOTO BO3pacTa, KOTOPBI COOTBETCTBOBAT 3 TojaM
(bmonormyeckuit Bo3pact — 6 JeT).

YuuteBas coueTaHre 3aJepKKH TCUXO(PH3H-
YECKOTO Pa3BUTHSA, OpaxuMHUKpoIeanu, Jeper-
HO-JIHIIEBBIX quicMopduit, B 2012 1. B Bo3pacte 6 et
pebeHOK OBLI KOHCYIBTHPOBAH TeHeTHKOM. [Ipo-
BOIIIJIOCH KapHOTUIIMPOBAaHKE (KapHOTHIT KPOBU —
46XY). Ha ocHOBaHMM KIMHHYECKOW KAPTUHBI BbI-
craBiieH auartos: «Cuampom Kopremmu ae Jlanrey.

Hanuvie 0bvekmugHo2o ocmompa: TpU TIO-
crymienud B KPO coctosiiue peOenka cpeanei
TSOKECTH, TIPEUMYIIIECTBEHHO 32 CUYET HapYIICHHS
KpoBooOpamieHus. PeOeHOK KOHTaKTEH, OTMeda-
€TCsl PaCCTPOMCTBO Pa3BUTHS PEYH U SI3BIKA; JIBU-
ratenpHas akTUBHOCTb coxpaHeHa. PeGeHok mpo-
MOPIIMOHATIFHOTO TEJIOCIOKEHUS], MMOHIKEHHOTO
MUTaHWs, y HEro 3HA4YHWTEIbHAs 3alepikka (puzu-
geckoro paspurtus(radnumna 1).

Otmegaercs Opaxumukporedanus, nedop-
Manus TPyJHON KIETKH (KakK CJIeJCTBHE OIepa-
UM Ha OTKPBITOM cepAlle), nedopmarus Naab-
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LIEB KUCTEW: MPOKCUMAIILHO PACIONOXKEeHHbIM | ma-
JIeT, KIMHOJAKTIUINS MI3UHIEB. JlnmeBsie mucMop-
¢y cuHpOpHU3, 3arHYTHIC PECHHIIBI, HU3KO MOCa-
JKEHHBIE YIITH, IMUPOKas MEPEHOCUIIa, HOC MaJIeHb-
KHX pa3MEpOB, HO3APH OTKPHITHI BIEpeHd, TOHKas

BEpXHsis Tyba, MHUKpPOTCHHS, TOTHYeCKoe Hebo,
«aHTHMOHTOJIOM/THBII» pa3pes Tas.

Koxxa OmemHasi, akpoImaHo3, BBIPa)KCHHBIN
TUIEPTPUX03 B OOJIACTH CIHMHBI U TOSICHUIIBI, HE-
JIOPa3BUTHE COCKOB.

Tabmuma 1 — IMapameTpsl hu3ndeckoro pa3Butus pederka ¢ cunapomom Kopuenuu ae Jlanre (MCmob-

30BaJICA METOA CUI'MaJIbHBIX OTKHOHCHHﬁ)

IToka3zaTenu GpU3HYECKOTO pa3BUTHUS
Bospacr, et Mmacca, Kr | pocT, cM | OKp. roJIOBBL, CM Oxp.rpyaHON KeTKH, Onerka

cM ¢u3. pa3BuTHs

HoBopoxneHnubiii 2,150 49 30 28 Huxe cpennero
JIUCTAPMOHHYHOE

1 rox 7,100 70 39 40 Huskoe rapmMoHmIHOE
3 roma 9 84 42 44 Hwuskoe rapmMoHmIHOE
5 ner 12,5 92 44 50 Huskoe rapmMoHmIHOE
7 net 14,5 99 46 54 Huskoe rapmMoHmIHOE
8,5 roxa 16 111 48 58 Huskoe rapmoHmdIHOE

AyCKyThTaTHBHO: TOHBI CEpAla TPHUTITyIIE-
HbI, pUTMHUYHBIC, WHTEHCHUBHBIH CHCTOJIOJIHACTO-
JUYECKAN IIyM BIOJb JIEBOTO Kpas TPYIUHBI,
YCC — 110/mun, A — 85/50 mm prt. ct. ITepky-
TOPHO: PACHIMPEHUE TPAHUI] OTHOCHUTEIIHLHON cep-
JIEYHOM TYIIOCTH BJIEBO Ha | CM OT CpemHEKIIIOUNY-
HOM JIuHUU. B 5ierknx Be3ukynspHoe apixanue, Y] —
24/vum. Kusot Markuid, 0e300ie3neHunlii. Ileyenn
BBICTYTIACT M3-TIo7 pebepHoit myru Ha 1,5 cM, Kpait
3aKpYIJICH, TUIOTHBIN, OOJIC3HEHHBIM MPH TajbIia-
IINH, CeIIe3eHKA HE YBEJIMYeHa. [ MImora3us reura-
yid. CTyI1, MOYCHCITYCKaHHE — B HOPME.

Hannvie 1a60pamopHo-unCmpymeHmaibHo20
0bcaedosanus:

OOmmii aHamu3 KpOBH, MOYH — 0€3 OTKJIO-
HeHnii (BO3pacTHAs HOPMA).

BruoxuMuueckuii aHain3 KpPOBHU: OOIIMH
oOenmok — 65,0 r/n, moyeBuHa — 3,68 MMOJIB/II,
CPBb — 0,2 mr/n, ACO — 200 Ul/mn, Omnupyons —
12,0 mxmons/n, rimroko3a — 4,61 mmons/n, ACT —
51 En/n, AJIT — 48 En/n, KOK — 130 Ex/n,
JIAIT — 689 En/n, xamemmii — 2,38 Moib/m,
Hatpuii — 138,4 MMoib/n, kanuii — 4,1 MMOJIB/J1,
xyop — 109,4 Mmmosb/11.

KpoBr Ha TOpMOHBI HIUTOBHUIHOM IKEJIE3BI:
AT/TIIO — otpur. (N 0-30 ME/n), TTT — 1,33
(NO0,3-4 MkME/mn), FT4 — 20,6 (N 10-25 rimosis/i).

PenTtrenorpamMma opraHoB rpyJHOUN KJIETKHU: B
JICTKMX OYaroBBIX M WHMOWIGTPATUBHBIX TCHEH HE
BBISIBJIEHO. Y CHJIGHHE COCYJUCTOTO pPHUCYHKa. B
MIPUKOPHEBBIX 30HAX CTYIICHHWE, KOPHU pacIIupe-
HbI, IcOPMHUPOBAHBI, CPEIOCTCHUE PACIIIMPEHO B
momnepeyHruke. Bepxymka cepmama 3akpyricHa.
KTO — 0,64 (N 0,53). Cunycel cBOOOIHEIC.
I'pynHas kierka OoukooOpa3Has. 3aKIIOUYCHHE:
BIIC, xapanomeramnus.

PentrenorpamMmMma 5eBOM KHCTH B NIPIMOU
MIPOEKIMH: KOCTHBIM BO3PACT COOTBETCTBYET 7 TOJIaM
(6uonmornueckuii Bo3pact — 8,5 ner).

V33U cepamna. 3akmodenue: BIIC, mBoiinoe
OTXOXKJICHHE MAarvuCTPaIbHBIX COCYZOB OT TPAaBOrO
KETy/I0YKa ¢ KOMOMHUPOBAHHBIM CTEHO30M BBIXO/I-
HOTO OTZENa MPaBOro KeTyIo4Ka M JIETOYHOW apTe-
pun, runoruiazua creosia U BerBed JIA, JIMOIKII,
00O, cocTossHUE TTOCIIE OIIEPATUBHOTO JICUCHUS B
2008 r. Jlnmararwst paBbIX KaMep cepira, yMepeH-
HO BBIp@KEHHAS TPUKYCIUIAIBHAS PETYpPrUTaIys.
Henocrarounocts ximamana JIA ot HeOombIIoNH 10
YMEpPEHHO BblpakeHHOW. Jlumatainusi cuHyca Bab-
CaTbBEL. Y CKOpPEHHE TIOTOKA Ha Kiamane JIA.

Y3U opraHoB OpromrHOW mMmONOCTH. lledeHsb:
npaBas gonst KBP — 85 mm, neas mons KBP —
80 MM, KOHTYpHI YETKHE, POBHBIC, Kamcyia mud-
(depeHnupyeTcs, MapeHXHUMa: IXOCTPYKTypa Oj-
HOPOJHAs, 9XOT€HHOCTh — HOpPMa, 0YaroBBIX 00-
pa3oBaHWK HET, OOMIMI >KETYHBIA MPOTOK —
2 mMm. BopoTtHas BeHa — 5 MM. JKeTdHBIN My3bIph
M30THYT B HIDKHEH TpeTH, pazmep — 51 X 16 mwm,
CTeHKa TOHKasi, CONEPKUMOE Mpo3padHoe. BHyT-
pHUTIEYeHOYHBIE JKETYHBIE MPOTOKH HE pacIIupe-
HBI, JOTIOJTHATEIHHBIX o0pa3oBaHuii HeT. [Tomke-
mynogHas skenesa: 8,0 x 6,0 x 1,0 cM, KOHTYpPBHI
YEeTKHe, POBHBIE, IXOI€HHOCTb — HOPMa, DXOCT-
PYKTypa OJHOpPOAHASA, BUPCYHIOB IMPOTOK HE pac-
muped. CenmeseHka: 72 X 32 MM, pacIoloXeHHE
o0bIYHOE, (hopMa MONYJIyHHAs, KOHTYPhI YETKHE,
POBHBIE, 3XOCTPYKTYpa OJHOPOMAHAS, Cele3eHOTHAas
BeHa HE pacimpeHa. BHyTpuOprontHbie JIMMGBOY3ITbI
He onpeaesroTcs. CBOOOIHOM KUAKOCTH B OPIOIII-
HOW TIOJIOCTH HET. 3aKIoucHHe: (UKCHPOBAHHBIN
M3ru6 SKEITYHOTO My3bIPS B HIXKHEH TPETH Tema.

V3W muTOBHIHON Keje3wl, Opaxuriedais-
HBIX apTepuid. 3aKII0YeHHE: TATOJIOTHH HET.

OnektposHiedanorpaMMa:  OHOIIEKTPUYCCKAs
aKTUBHOCTh TOJIOBHOTO MO3Tra COOTBETCTBYET BO3-
pacrty. Peakim Ha (h)yHKIIMOHATBHBIE TIPOORI — B TIpe-
Jienax BO3pacTHOM HOpMbI. [lapokcu3manbHOM U Jio-
KaJIbHOM IIaTOJIOTMYECKON aKTMBHOCTH HE BBISIBIICHO.
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Xonrep OKI': puT™M CHUHYCOBBI, BHYTpHXKE-
mynodkoBas Omokama, mpexoxsmas AB-Omokama
1-# cTemneHu, AMU301b1 HEBBIPAKEHHON CHHYCOBOM
apUTMHUH, HEYCTOWYUBBIEC MHU30MbI CYNpPaBEHTPH-
KYJISIpHOW MHTpanuu Boautens putma. CpenHecy-
tounas YCC — 88/muH., cpennenneBnas UCC —
96/muH., cpenneHoudass YCC — 73/muH. Makcu-
ManbHass UCC — 182/muH B 7:48, MUHMMAaIbHAs
YCC — 59/muH B 5:04 nipu HOopMe Ooitee 40/MuH.
MakcumanpHas nay3a putMa — 1384 mc (N mo
1500 mc). M 1,32. B teuenue cyTok 29 smm3o-
noB cuHycoBoi Taxukapary ¢ YCC 6omnee 130/muH,
164 stm3ona cuHycoBoit Opamukapanu ¢ YCC 59—
64/MuH. OCHOBHOHM ypOBEHb (YYHKIIMOHHUPOBAHIS
CHHYCOBOTO y3J1a 32 CyTKH — B HOpME.

KapmuounTeppanorpadus: HCXOMHBINA Bere-
TATUBHBIA TOHYC — THUNEPCUMIIATHKOTOHUS, Be-
TreTaTHBHAsg PEaKTUBHOCTh — AaCHMITATHYECKasl.
AKTHBHas KIIMHOOpPTOCTaTHYECKas mpoba — HOp-
MaJIbHOE BeTE€TaTHBHOE O0ECTICUeHHE.

[Ipoduns aprepuanbHoro namnenus: 80/40—
90/50 MM pr. cT.

Hespomnor: 3agepxka pusmaeckoro u ncuxo-
pPEYeBOTO Pa3BHUTHSI.

OHIOKPHHOJIOT: HU3KOPOCIOCTh CMEIIaHHOTO
reHesa.

dTuzuatp: Ha MOMEHT KOHCY/IbTaIMsI JAHHBIX O
JIOKaJIbHOM TyOepKyie3e He BBIIBICHO. Jlnarnos:
«Ty0. xorrakr, rpyma /Y VIO, natentHas TyOepKy-
ne3nas uabpexiws». [Ipoda Maunty ¢ 2TE: namyma —
10 MM. JTHaCKMH-TECT — OTPULIATENLHBII.

Jleyenue, npogodumoe na dbaze KPO:

* KAPHUTWHA XJIOPUJ PaCcTBOP I MHBEKIHUN
10% — 5 M1 Ne 10 B/B;

e acmapkaM 0,5 1. 1o Y2 T. X 2 p/meHs 2 Henenw,

e mparetam 0,2 1. o 1 T. X 2p/nens 2 Henemnu;

* teueOHas (hM3KYIBTYpa, AbIXaTelbHas THMHA-
CTHKa, OOIIMI Maccax.

3a BpeMst ITpeObIBaHUS B CTAITMOHAPE COCTOSIHUE
peOCHKa OCTaBATOCH CTAOMIIBHBIM, CHHKOIAJIHHBIX
COCTOSTHHH HE HaOIIOAI0Ch.

Pexomenodayuu npu svinucke u3 cmayuonapa:

* TIPOJIOJDKUTH HAOIIOACHNE CHEeHaINCTaMu:
KapAHOJIOrOM, HEBPOJIOTOM, JIOTOIMEAOM, JHIOK-

YK 616-006.448:616.61-005.1-08-07

puHojoromM, odranpmonorom, Gruzuarpom, JIOP-
BpavoM, CTOMaTOJIOTOM;

* MPOJOJDKUTE KapIuOTPOPHYIO, METabOIH-
YEeCKYI0 TEpaIio;

* TPONOIDKUTH KUHE3UMEXaHOTEPAIHIo, Jie-
4eOHYI0 PU3KYIBTYPY, MacCax.

MHoXecTBEHHbIE BHEITHHE MHUKPOAHOMAIUH
Pa3BUTHS SIBIAIOTCS TIOKa3aHWEM K YIITyOJIEHHOMY
00CIIeIoBaHMIO JIeTeil C TETbI0 MCKIIFOYEHUS BHYT-
peHHell TaToNOTHH, a TakkKe VISl KOHCYJIBTAlliH Te-
HETHKa JUISl WCKITFOUSHMs] BPOXKIICHHON M Hacle/cT-
BeHHOW maroyoruu. Cuanpom Kopaemm ne Jlanre
OTHOCHTCSI K Op(aHHBIM 3a00JIeBaHMsAM. 3HAHUC
KIIMHIYECKUX TIPOSIBIICHUH NAHHOTO CHHIpOMA TIO-
3BOJISIET CBOEBPEMEHHO JMArHOCTHPOBATH 3a00JieBa-
HHE, a TIPOBEACHIE XUPYPrUuecKoi KOPPeKInH (TIpH
HEOOXOIMMOCTH), CHMITTOMATHYECKOM Tepariu CIIo-
COOCTBYET CTAOWIM3AIlA COCTOSIHHS W yJIydIiaeT
MPOTHO3 B OTHOIIICHUH MPOJIOIDKUTETEHOCTH YKU3HH.
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BBIABJEHHASA B CTAIUU TEPMHUHAJIBHOU ITOYEYHOU HEJJOCTATOYHOCTHA

K. M. Ko3uu

Pecny0sMKaHCKHl HAYYHO NPAKTHYECKUI LHEHTP
paIManoOHHON MeAMIMHBI M IKOJOTHH YeJI0BeKa», I. 'omenb

[IpencraBneH KIMHUYECKUI Cydail arpecCUBHOUN (POpPMBI MHOXKECTBEHHOH MHUEIOMBI, TIPOTEKAIONIUI ¢ TIpe-
HMMYIIIECTBEHHBIM ITOPAKEHUEM TIOUEK, JKEITY/IKA, TICUYCHHN U TUM(PATHICCKUX Y3TI0B.

KuarodeBsie caoBa: MHOKECTBEHHAS MucjioMa, MUCJIIOMHas He(ﬁl)pOHaTI/IH, nmoyceyHasa HCJOCTATOYHOCTD.




