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Mema pobomu - y3aeanvhumu 0OCMYNRHY HAYKOGY THOpMayiio uo0o makoi pioKicHol
eenemuyHoi namonoezii, sik cunopom Paccena-Cinveepa, - 00Hi€l 3 ModCIUBUX NPUYUH
npe- ma nNOCMHAMAALHOI 3AMPUMKU POCHTY, WO MOdCe Mamu Micye 8 npakmuyi nikapsi-
neoiampa ma cimMeiuHo2o niKaps.

Bucnoeok. 3a nasgnocmi eupasicenoi 3ampumku GHYmMpiuiHb0ympoOHO20 PO36UMKY Md
cmuem ousembiozene3y Ha Qoui NOCMHAMANLHOL 3aMPUMKU QI3UUHO20 PO3ZGUMKY, NPAK-
TMUKYIOUUM JIKAPAM 8APMO NAM'AMamu npo HAAGHICMb MAKOi 2eHeMUYHOi namonoeii, siK
cunopom Paccena-Cinveepa, wob ceoeuacno ckepysamu Cim'io Ha KOHCYIbMayiio 6

(@gmail.com MeOUKO-2eHeMUHUL YeHmp.

Knrouosi cnosa: cunopom Paccena-Cinveepa, dimu, 3ampumka pocmy.
Knunuyeckas n OP®AHHBIE 3ABOJIEBAHUS:CUH/IPOM PACCEJIA - CUJIBBEPA
OKCIICpUMCHTAJIbHAsL
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3.B. Tomkue, A.B. Bo3uak

Lenv pabomol - 0606wumMb 0OCMYNHYIO HAYYHYIO UHGOpMAYUIO O MAKOU pedKoll
2eHemuueckol namonoau, Kak cunopom Paccena-Cunveepa, - 00HOU U3 803MOHNCHBIX
NPUYUH npe- U NOCHMHAMANbHOU 3A0ePAHCKU POCMA, YMO MOJCEM 6CMPEYamvpCsi 6
npaKkmuke paua-neduampa u cemelno2o epayd.

Bu1600. IIpu nanuuuu 8bipadceHHol 3a0epiCcKy 6HYMpUympoOHO20 pa3eumusi U HaAu4usl
cmuem ouzdIMbuocene3a Ha one NOCMHAMATbHOU 3A0ePIAHCKU PUULECKO20 PA3BUMUSL,
NPAKMUKYIOUWUM 8PAYAM Cledyem NOMHUMb O HATUYUY MAKOU 2eHeMU4eCcKol Namono2u,
kak cundopom Paccena -Cunveepa, umobbl C80€8PEeMEHHO HANPABUMb CEMbIO HA
KOHCYIbMAYUIo 6 MEOUKO-2eHeMUYeCKULl Yenmp.

Knirouesvie cnosa: cunopom Paccena-Cunvgepa, demu, 3a0epoicka pocma.
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ORPHAN DISEASES: RUSSELL - SILVER SYNDROME
Z.V. Tomkiv, A. V. Voznjak

Objective - generalize available scientific information on such rare genetic disorders as
Russell-Silver syndrome as one of the causes of pre- and post-natal growth retardation
that may occur in the practice of a pediatrician and a family doctor.

Conclusions. In the presence of severe intrauterine development and dysembryogenesis
stigmas in the context of postnatal delay in physical development, practitioners should
be aware of the presence of such genetic pathology as the Russell-Silver syndrome in

order to promptly refer to a medical genetic center for consultation.
Key words: Russell-Sylva syndrome, children, growth retardation.

3aTpuMKa BHYTPIIIHOYTPOOHOTO PO3BUTKY ILIOAA
HEPIJKO TPAIUTIETHCS B IIPAKTHLI JIIKapsi-HEOHATOJIOT'a, TIe-
niatpa, ciMeiHoro Jikaps Tomo. [IpuunHamMu 3aTpUMKH
PO3BUTKY MOXKYTh OyTH pi3Hi IaTOJIOTIYHI CTAHH TA CHH/-
pomu. OxHiero 3 HUX € cunapoM Paccena-CinbBepa, sKHi
3apax0oBaHUM JI0 MEPENIKy piAKICHUX (Op(haHHIX) 3aXBOPIO-
Banb (Q87.1) [1].

Cunnpom Paccena-CinbpBepa Brepiie onucaiy, He3a-
nexHo oauH Bix onHoro, Henry K. Silver (1953) Ta Russell
(1954) [2, 3]. 3oxpema, CitbBepOM OMMCAHO ABOE JHTEH, IO
MajJH BHYTPIIIHbOYTPOOHY 3aTPUMKY PpO3BHTKY B
MOETHAHHI 3 HU3BKOPOCIICTIO Ta acUMETpiero Tina [3].
Russell BkazyBaB Ha HasBHICTb IIPH LIbOMY CHHIPOMI TeMi-
rinepmiasii, Mo CynpoBOKYETHCS HU3BKOPOCIIICTIO Ta
ITiIBUIIICHUM PiBHEM IOHAJOTpOMiHIB y cedi [4]. [TizHime
CiIbBEpOM OITHCAHO IIIe JAEKIJIbKa BUIIAJIKIB IIbOTO CHHPO-
Mmy. [1pu 1iboMy BiH 3BepTaB yBary Ha pi3HOMaHiTHi (eHo-
THUIIOBI TIPOSBHM LBOTO CHHAPOMY, a TaKOX HOTO
BIJIMIHHICTB BiJT IHIIIMX MATOJIOTIH, IO 3yMOBITFOIOTH TIpe- Ta
MIOCTHATaNIbHY 3aTPUMKY pocTy. [Ipore TpuBanmii yac He
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OynM omuMcaHi 4iTKi AiarHOCTUYHI KpUTEpil IbOTO CHHAPO-
My [5]. I Tinbku uepes nBa necstupivus, y 1970 p. 3'sBuita-
csl Ha3Ba I[LOTO CHHAPOMY, Skui y IliBHIUHIN AMepui
Bitomuit sik cuaapom CinbBepa-Paccena, a B €Bporii - cHH-
npom Paccena - Cinbsepa [ 5, 6]. I1pu onuci 1150r0 cHHIPO-
MY BKa3yBaJlocs Ha HasiBHICTh HM3bKOI MacH IUIo/ia Ipy Ha-
POMKEHHI, 3aTPUMKY ITOCTHATAJILHOTO PO3BUTKY, IO Yac-
TO KOMOIHYIOTBHCSI 3 aCHMETPI€I0 CKeJIeTa, IIrMEHTHUMH
IUIIMaMH Ha LIKipi 32 THIOM "KaBa 3 MOJIOKOM" 1 KJIIMHO-
JAKTHTIEIO T'SITOro manbild. KiacuuHi prcu o0mmadst ormu-
caHi PaccesioM: BUCOKe 40O Ta MaleHbKa HIDKHS LIeIera.
Kyruku pora gacro onymieHi [5].

Ha cporoani criekTp eHOTHUIIOBHX MPOSIBIB CHHAPOMY
Paccena-CinbBepa € 3Ha4HO mMpmmM. BaxinBoro o3Ha-
KOIO, SIK Bk€ OyJI0 CKa3aHO BHIIIE, ISl IbOTO CHHIPOMY €
BHYTPIIIHEOYTPOOHA Ta OCTHATAJILHA 3aTPHMKa 3pOCTY (<
-2.0 SD) [7, 8]. XapakTepHUMH 15l BKA3aHOTO CHHIPOMY
TaKOX € BITHOCHO HOpMaJIbHI apaMeTpH OKPYKHOCTI T0-
JIOBH, crienin(ivHi YepenHO-ITHIBOBI aHOMaJIT (TPUKYTHE
00IMYYs 3 IIMPOKKUM YOJIOM Ta BY3bKUM IiI00PIIASIM) Ta
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acUMeTpis TiJia i KiHI[IBOK, BAKPUBIICHHHS V MabIls [7,8].

[MopymmeHHs: eMOpioreHe3y BUHUKAE HA 6-7-My THXK.
BaritHOCTi [9]. Wollmann H.A. 3i ciiBaBT., mpoaHastizyBaB-
i Temri pocty 386 ocib 3 cuaapomom Paccena-CinbBe-
pa, MOKa3aiH, [0 MPOTATOM MEPIINX TPHOX POKIB XKHUTTS
CIIOCTEPIraloThCsl HU3bK1 TEMITH MPUPOCTY JOBKUHH Tina. Y
JOMIKUTLHOMY Ta MOJIOIIOMY IIKiTLHOMY Billi IUTHHA
pocTe, i 11 picT 30UTBITY€EThCS MTapaIeTbHO 3-i MPOIEHTHIII.
Y miutiTKOBOMY Billi ¥ BCili TpyTIi CITOCTEpiraBcs 3MEHIIIe-
HUH picT, 0 HE JOCATaB HOPMAaJBHAX BEIUYHH B JOPOC-
siomy Birti. CepeHiit picT y JOpOCIHX YOIOBIKIB TPH IIbOMY
CHUHIpOMi CTaHOBHUTH 151,2¢M, B B 3KiHOK - 139,9cM. KicTko-
BHH BiK BiIIOBIIaB TEMIIaM POCTY, YaCTO 3aTPUMYIOUHCH B
PaHHLOMY JTUTHHCTBI, 3QJTMIIAI0YNCH CTA0UTEHIM B TIPEITy-
OepTaTHOMY Billl 1 HA3JOTAHAIOYHN B PAHHEOMY ITyOepTaT-
HOoMy Tiepiofi [10].

[MomynsmiliHa 9acToTa CHHAPOMY 3HAXOIAUTHCS B Me-
xax 1 10 30 000 - 100 000 >xuBoHapomkeHHX [6, 11]. TIpoTe
TOYHA YaCTOTa IIbOTO CHHAPOMY HEBiJIOMa, IO MOB'I3aHO
3 HEOTHOPITHICTIO KITIHIYHOT KApTHHU Ta TCHETHIHHUX TIPH-
guH [12]

ETiosorist cuHApOMY réHeTHYHO reTeporeHa, MoB's13aHa
3 eMreHeTHIHUME MYTaIlisIMH - TimomeTrmoBanasM JIHK-
[EHTPY IMIIPUTHHTY XpoMocoMH 11p15 an MaTeprHCHKOIO
YHIapeHTAIBHOIO JFcoMi€ei0 xpoMmocomu 7 [2,7, 13, 14,
15].

Taxk, 3a TOTTIOMOTOI0 METO/IiB MOJICKYJISIPHOT T1arHOCTH-
K BIAJIOCS BUSBHUTH, 110 puomm3Ho 10% curgpomy Pac-
cena-CinbpBepa MoB's3aHi 3 MATEPUHCHKOIO YHITTAPEHTAIh-
HOIO TcoMmi€ero xpomocomu 7 [4, 16, 17]. Ils xpoMocoma
MICTHTh KJIacTepH iMnpuTuHroBanux reuis GRB10 (6imoxk,
110 3B's13ye ropMoH pocty 10), IGFBP1 (610K, 1o 3B's13y€e
iHcynmiHonmonioHui daktop pocty 1), IGFR (penentop
iHCyIiHOTOMIOHOTO (haKTOpa POCTY) JIOKATI30BaHI Ha KO-
POTKOMY TIIedi XpoMocoMmu B Jiokyci 7pl1.2 i PEG1/MEST
(TeH 6aThKIBCHKOTO IMOXOKEHHS - 1/ Me3omepmocermdi-
YHHI TPAHCKPHUIIT) Ha JJOBroMY Iutedi B cerMenTi 7q31, mo
MOXYTh OyTH TIOB's13aHi 3 cuHIpoMoM Paccena-CinbBepa
[4, 18]. Tak, 6imoxk GRB10 3'eqHy€eThCS SIK 3 IHCYIIIHOM, TaK i
3 PEIenTOPOM IHCYIAIHOMOAIOHOTO akTopa POCTy, MPH-
THIYYIOUH iX THPO3WH-KiHa3HY aKTUBHICTh. 3IIHCHIOIOUH
CYNPECUBHUH BIUTUB Ha PIiCT, 30UIbIICHA KiTbKICTh I[HOTO
reHa MOXE CIIPHUATH MPUTHIYEHHIO POCTY JTFOAWHH.

ImnputiaroBani rean 11p15 Takok MOXKYTh IPA3BOIN-
T 1o cuaapomy Paccema-CinbBepa. Lleit perion 11pl5 me
TOB'SI3y10Th 3 cCHHAPOMOM bekBiTa-BinemMana, OCKiIbKH B
IbOMY JIOKyci po3tammoBani renu IGF2 (iHcymiHomoi0Hmi
(dakrop pocty 2) i H19 (reH ckeneTHOI MyCKynaTypH J0-
pociux) [2,4,15].

3okpema, xpomocoma 11pl5 MiCTUTH IMIPHUTIHTOB1
TeHH, SIKi BIJITOBIIAIOTH 32 ()eTaTbHUH PICT, IO KOHTPOJTIO-
IOTBCS  JBOMA IICHTPaMU KOHTPOIIO IMIPHUTHHTY
(imprinting control centers (ICR): Temomep ICR1 perymroe
ekcripeciro rera IGF2 i H19, a nearpomep ICR2 xonTpo-
mmoe excripecito CDKNI1C, LIT 1 (KCNQ10T1) ta ismri rean
[14, 19]. Y 40-55% BumaaKiB CriocTepira€TbCst TiIMOMETHITIO-
BanHsA ICR1, y 2-3% Bumaskis - myomosansst ICR11ICR2, B
1% - myomosanns ICR2 i, mpubmmsHo, B 1% BHmankiB My-
tanii redy CDKNIC. ¥ TppoX 0CTaHHIX BHITaIKax iCHYE
WMOBIpHUH PH3HK TIepeaadi CHHAPOMY BJIACHUM JITSM BiJT
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XBOPOT JIIOJMHU, a TaKOX OpaTaM i cecTpam MaIfieHTa.
Tomy Taki ciM'i TOTPeOYIOTh MPHUIIUIIEHOTO TEHETUIHOTO
KkoHCYNbTYBaHHA. Y 30-40% BHIanKiB HE BAAETHCS BCTAHO-
BHUTH T€HETHIHOT MPHYMHH IIEOTO CHHIpOMY [6,12,17].

binpmicte Bunaakis cuaapomy Paccema-CinbBepa €
CHOPaANIHIMHU, TIPOTE HE BUKIIFOYCHO TAKOXK 1 ayTOCOMHO-
JIOMiHAaHTHHH, ayTOCOMHO-PEIIECHBHUIN THTI Ta X-34eTlie-
HUI T ycraaKkyBaHHs [2, 5, 18].

BpaxoBytoun, 1110 B O1TBIIOCTI BUMAAKIB CHHAPOM Pac-
cena-CinbpBepa 3HaAXOAATh JIUIIIE B OJHOTO WICHA POTUHH,
TO 1HIITI BariTHOCTI HE IMTiMaIal0Th B KATETOPI0 T IBHUIIICHO-
TO PU3UKY PO3BUTKY IIHOTO 3aXBOPIOBAHHA. TOMY TeHETHY-
Ha MpeHaTajbHa JiarHOCTKa Ui cHHApoMy Paccema-
CinpBepa 3a3BHYail HEMOXXJIMBA. 3aTpUMKa X BHYT-
PIIIHEOYTPOOHOTO PO3BUTKY 32 JJOMTOMOTOIO YIIETPACOHOT -
padii mioma iHOMI He MOYKe OyTH 3aIOBUTBHO 1IeHTH(ikoBa-
Ha JI0 TPETHOTO TPUMECTPY BariTHOCTI [§].

Ha croromHinHi Takok MoKa3aHo, 0 TOTIOMIXKHI peTr-
POIYKTUBHI TEXHOJIOT1, IKi BAKOPUCTOBYIOTECS JIS JTIKY-
BaHHs O€3IITi /IS, ACOIIIOIOTHCS 3 BHCOKOIO HMOBIPHICTIO
BUHUKHEHHsI cuHIpoMy Paccena-CinbBepa. 30kpema,
KUTBKICTB miTelt 3 cuampomom Paccema-CinbBepa Ta CHHI-
pomom bexBita-Binemana (Takosk 00yMOBIICHHI TE€HOM-
HUM IMIPUTIHTOM) 301bITyeThCS B 10-12 pa3 y xkiHOK, y
SIKAX 3aIDTiAHSHHS 3IIHCHIOBATIOCS 32 PaXyHOK JOTIOMKHHUX
PETIPOAYKTHBHUX TEXHOJIOT1H, IMOPIBHHSIHO 3 )KiHKaMH, SKi
3aBariTHUIA MPUPOIHIM ILsixoM [20].

Cunnpom Paccena-CinbBepa HATCKHUTH 10 TCHETHIHUX
CHHJIPOMIB 3 T IBUIIIEHIM PU3UKOM PO3BHTKY Pi3HHUX eMO-
pioOHABHHUX MYXJHH (Termarodiactoma, HehpodacToMa)
[21].

HiaraoctuuHi kputepii cuaapomy Paccena-CinpBepa
3arpornioHoBaHi B 1999 p. Price et al [5]:

- Hwusbka maca Tina npu HapoJHKEHHI, MEHINIA IU
piBHa -2 SD BiJ1 cepeMHBOBIKOBHX ITOKA3HHUKIB.

- Hwusbpki TemMnu pocTy B MOCTHATATILHOMY TIEPioi,
MEHIIIC Y1 PiBHE JBOM CTaHIAPTHUM BiIXUICHHSIM Bi Ce-
PETHBOBIKOBHX TTOKA3HUKIB.

- BisyanbHe mepeBakaHHS PO3MipiB MO3KOBOTO
BiAMiNy Yepena HaJ JIUIbOBUM, IO CTBOPIOE BPAKCHHS
"nceBporigpornedarii”

- Krnacnunuii penorrm nms.

- AcuMmertpis ckemeTy.

Price et al BBakanu, 110 71T BCTAHOBJICHHS J[iarHO3Y
MaloTh OYTH HasiBHI SIK MiHIMyM 4 03HaKH. SIKIIIO B TUTHHH
3 HU3HKOIO MacOI0 TiJia TP HAPOHKEHHI HEMA€E XapaKkTep-
HOT'O TPUKYTHOT'O 00U, TO ilf liarHo3 curapoM Pacce-
na-CinbpBepa Moke OyTH BUCTABJICHUH 32 HASIBHOCTI KJIH-
HOJaKTHil [5].

IIpote, AKITI0 BUKOPUCTOBYBATH YiTKi KPUTEPIi TiarHoc-
THKH, TO YaCTHHA BUIAAKIB MOKE 3aJUIITUTHCH 11032 YBa-
rolo JikapiB i Oyt HemoxiarHocTtoBaHo. Tak, Wakeling
E.L. et all. mokazamu, 1o (GEeHOTUITOBI MPOSIBU CHHIPOMY
Paccena-CinbBepa, siki yBIUIIIIHN B TiaTHOCTUYHI KPATEPIi,
TPAIUBTIOTHCS HE Y BCIX MalieHTiB [14].

Ha 110 % Tos1i HeoOXimHO 3BepTaTn yBary? Jlith 3 cuHm-
pom Paccena-CinpBepa MaloOTh 3aTPHUMKY BHYTPIITHBOYT-
POOHOTO PO3BUTKY MPH HAPOPKEHHI. BariTHICTh 4acTo e-
pebirae i3 3arpo3010 epepruBaHHS Ha paHHIX TEPMiHAX.
JliTh HapOKYIOTHCS 3 O3HAKAMHU BHYTPIITHBOYTPOOHOT
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rimoTpodii, cepeHi MOKa3HUKK MacH B JOHOIICHUX HOBO-
HapopKkeHNX cTaHoBIATH 1200-2500r. CriocTepiraeThes Ta-
KO HEBIAMOBITHICTh POCTY TUTHHU JI0 TEPMiHIB TeCTaIlii,
JIOBKHHA TiJIa IPH IbOMY CTAHOBHTH OJM3bKO 45¢cM. Ok-
PY’KHICTh TOJIOBH BiMIOBIa€ BiKY, MPOTE TOJIOBA BUTIISIAE
JIUCTIPOTIOPIIHHO BEITUKOIO 10 BiIHOIICHHIO 0 POCTY.
BingznadaeThcs epeBakaHHS MO3KOBOT YACTHHHU Yepera
HaJ| JIMIEBOI0. XapaKTEPHUMHU € TaKi YeperrHO-TUIIEBI 03-
HaKH: BUCTYIa04i JJOOHI OyrpH, MaJeHbKa JIUI[HOBA Yac-
THHA Yeperna, 3arOCTpeHe MiA0opiIs i 3MEHIIIeHa B pO3-
Mipax HIDKHSA [IeJIena, [0 CTBOPIOIOTH BPAKEHHS TPHKYT-
HOT (hopmu oOmmuds. Byxa, mepeBa)xHo BiICTOBOYpUCHI
[9,14,17].

IHOMI criocTepiratoThest 3MiHM 31 CTOPOHU BHYTPIIITHIX
OpraHiB Ta HEJJOPO3BUTOK 30BHIIIHIX CTATEBUX OPTaHiB.
Yacto MaroTh Mictie aedopmaltis cTon Ta ckomios [9]. V
34% BUMaKIB CIOCTEPIraeThCs acUMETpis Tia. Pi3Hums B
TOB)KHHI KIHIIBOK MOKe cTaHOBUTH Bif 0,5¢M 10 2,5¢M.
KimnHOJakTHITisI MOYKE ITOETHYBATHCS 3 KAMITOMAKTHITI€I0
BCIX MAJIBIIIB Ta apTPOTPHUITO30M KiHIIEBUX MIXK(ITAaHTOBUX
cynno6iB [5].

VY 60% BHDaaKiB CHOCTEPIralOTHCS IOPYIICHHS PUTMY
Ta MPOBiTHOCTI. MOXKYTh OyTH IaTOJIOTi9HI 3MiHH 31 CTOPO-
HU CTPABOXOJY Ta HUPOK. Taki IiTH CXWIIHHI JI0 TIMOTTiKeMii
[4, 9]. OcTaHiii cipustOTh 3HIKESHHUIA alleTUT Y TUX JITeH Ta
HEOCTATHS KUIBKICTh MAMIKIPHOT KIITKOBHHH. | X04 TIposiBH
rirmorikeMmii, B IepeBaXxHiii OLUTBIIOCTI, CYTTPOBOIKYIOTHCS
KJIACUIHOIO CUMIITOMATHKOIO, ajie iHO/II BOHA MOXKe OyTH
ACHMIITOMATHYIHOIO [8]. Y TOJIOBMHM BHITAJKIB Y JiTEH 3
cungpomoM Paccena-CinbBepa BUHHMKAE racTpo-e3oda-
ranbHAN peduekc. Takoxk Taki JiTH CXWIBHI 10 3aKpelliB
[22]. Haii0imb111 po3IOBCIOKEHUME aHOMATISIMH 31 CTOPO-
HHU CEYOCTATEBOI CHCTEMH € TIMOCTIA sl Ta KPUIITOPXi3M.
[IpoTe He BUKIIOYEHI 1 iHIIT aHOMAaTii pO3BUTKY, 30KpeMa
rinporedpo3s [8].

IcHyrOTH JaHi, 0 JiTH 3 ONMCAHUM CHUHAPOMOM
BITHOCSTHCS 10 TPYIH PU3UKY 3aTPUMKH PO3BUTKY (K
MOTOPHOI, TaK 1 KOTHITUBHOT (DYHKITiT), & TAKOK 3HUKEHOIO
3JIATHICTIO 10 HaBYaHHS [§].

Azzi et al. moxa3anm, 10 HACTYITHI IICTh KITIHIYHUX Xa-
PaKTEpPUCTHK, siKi BuKopucTaHi B Netchine-Harbison SRS/
RSS Clinical Scoring System, CTaTHCTHYHO KOPEIIOIOTh
a00 3 MMO3UTHBHUM MOJICKYJISIPHUM PE3yJAbTaTOM, a0o0 3
KITIHIYHOIO TIarHOCTUKOIO IIbOTO CHHApPOMY [23]:

1. Mauri qyist cBOTO TECTAIIHOTO BiKY JIITH.

2. BimaocHa Makporneditis Ipu HapOHKEHHI.

3. TlocTHaransHa 3aTpumKa pocty -2SD B Bimi 24 Mic.

4. Hedimmr macy Tina i/ an aubkuit IMT (- -2SD B 24
Mic.).

5. Bucrymarountii 106 (Bik 1-3 p.).

6. Acumerpis Tina.

ITo3uTuBHI BigmoBial Ha 4-6 MUTaHb, 3a IIKAJIOIO
Netchine-Harbison SRS/RSS Clinical Scoring System, Bka-
3yI0Th Ha IMOBIpHY HasiBHICTh CHHApOMY Paccena-CinbBe-
pa, 1Taki ocoOu MoTpeOyIOTh KOHCYIIBTAIlil TeHETHKA.

¥ xoBtHI 2016 p. omyOnikoBaHui MiKHApOTHMIA KOH-
cencyc mono cuaapomy Paccema-CinbBepa. Lel moky-
MEHT MiCTHTh JiarHOCTHUYHI Ta TepaneBTHYHI peKOMEHAITii
JUTS BCIX METMYHMX CIIETiaITiCTIB, III0 MAIOTh CIIPaBY 3 CHHJI-
poMom Paccena-CinmbBepa [6].
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BiamnosigHO 10 IIOT0 KOHCEHCYCY AIarHOCTYBATH CHHJI-
pom Paccena-CinbBepa MOXHa 3a IOTIOMOT'OFO T€HETHY-
HOTO TecTyBaHHsI. [IpoTe Bin'eMHUIT pe3yabTar HE € KpH-
TepieM BUIYYCHHS BOTO JiarHo3y. OCKUIBKH IS 1IHOTO
CHHJIPOMY XapaKTEPHUMHU € JIEKiJIbKa BapiaHTiB TEHOTHITY,
TO TI€ IPU3BOJIUTH JI0 Pi3HUX (PEHOTHUTIOBUX MPOSBIB [6].
3okpema, rimometwismist ICR1 gacTine mpu3BoIUTE 10
mosiBM "KJIacHIHUX" CUMNTOMIB cuHApomy Paccena-
CinbBepa, ToMi K TPYIHOII B HaBYAHHI Ta JIOTOTICAUTHI
poOIeMy JacTillle BHHUKAIOTh B 0Ci0 3 MAaTEPHHCHKOIO
VHITapeHTepaTbHOIO TUCOMI€I0 7 XpoMocomu [ 14].

Cunapom Paccena-CinbBepa He Ma€e crieniuiqHOTO
JIIKyBaHHSI, [0 XapaKTEPHO IS OUTHIIIOCTI TEHETHYHOI Ia-
ToJtorii. MeTa Tepartii mpu koMY CHHIPOMI - IIOKPAITICHHS
SIKOCTI KHTTS Ta HOpPMaJIi3arlis 30BHIITHHOTO BUTIISIY XBO-
poi 0coOu. 3 METOI0 MOKPAIICHHS POCTY TAKUM JIiTAM
MIPU3HAYAIOTh Teparito ropMoHOM pocty. [9, 11]. Takox
TaKuM 0co0aM Moke OyTH pekoMeHoBaHa (i3udHa, mpo-
(eciitHa peabimiTarisi, KOHCYIBTAIIIS JTOTOTIENA Ta IHAUBITY-
aJIbHMM HaBYaJIbHUH 11aH. HeMoBiaTaMm, sIKi MaroTh TiIno-
TOHII0, KOpPHUCHI (pizioTepaneBrudeHi mporemypu. [1pu Bu-
pakeHil acuMeTpil KiHITIBOK MO)ke OyTH ImoKa3aHe orepa-
THUBHE BTpy4aHH:. BupakeHa MiKpOoTHaTisI MOYKe OyTH T10-
Ka30M JI0 JIIKYBaHHS B IIEICMTHO-TMIIEBIH Xipyprii. [Tarien-
TH 3 KPUTITOPXi3MOM TIOBHHHI 00CTEKYBaTUCh B ypoJiora.
[Ipu HEeJOPO3BUHEHHI CTATEBUX O3HAK, BiAMOBIIHO, TO-
TpiOHA KOHCYIIBTAITisl €HIOKPHHOJIOTa Ta aHAPOTEHHA TOP-
MoHaspHa Tepartis. Jlitn 3 cuaapomoM Paccena-CinbBepa
MOXYTbh MOTpeOyBaTH KOHCY/BTAIIi ICHXOJIOTa 3 METOIO
Kparoi ajanrariii B CycniibeTsi [8]. Takosk BaXIIMBOIO TS
TaKuX JITeH € KOHCYIBTaIlis aierornora [12].

JluHamidHe crocTepeXeHHs TaKUX NiTeil TOBUHHO
BKJIFOYATH MOHITOPHHT IIBUAKOCTI POCTY, BU3HAYCHHS
IyKPY B KPOBi B HEMOBJIAT Ta, 32 HEOOXiTHOCTI, B AiTEH
CTapIIoro BiKy, BU3HAYSHHS TOBKWHU KiHIIIBOK, IIIOO OITi-
HUTH HAsIBHICTh aCUMETI1,  TAKO)K PO3BUTOK MOBJICHS [&].
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