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AKTyanpHICTh. B CydacHHMX yMOBax pPO3BUTKY MEAWIIMHH, KOJW 3HAYHA yBara
OPUILISETHCS TIEPCOHANTI30BaHIM Teparii Ta TeHeTUYHUM JOCIHIKEHHSIM, BaXJIMBICTb
BUBUEHHS cMHApOMY MapdaHa ctae 0co0IMBO akTyaiabHOIO [1]. 3aBAsSKU HOCATHEHHAM
y TEHETUYHIN J1arHOCTHUIll CTAJI0 MOKJIMBUM PaHHE BUSBICHHS 3aXBOPIOBAHHS, IO A€
MOMKJIUBICTh 3amOOITTH PO3BUTKY CEPHO3HUX YCKIAJAHEHb, IPOTE, BPAXOBYIOUH
T€HETUYHY TE€TEPOTCHHICTh 1 PI3HOMAHITTS KIIHIYHUX MPOSBIB, 3AJMIIAETHCS O€31
HEBHpIIIEHUX TMUTaHb, MO0 OpraHi3alli TepalneBTUYHUX IMiJIX0JiB. BpaxoByroouu
BIICYTHICTh CHEIU(PIYHUX CHMIOTOMIB Ha paHHIX CTafisfx, OUIBIIICTh BHUIIAJKIB
JIarHOCTYIOTBCS BXK€ TOJ1, KOJHU TPOSBISIOTHCS CEpHO3HI yCKIagHeHHs. YacroTa
cunapomy Mapdana B mnomynamii  craHoButh 1:3000-10000, mo miagKpecioe
HEOOX1THICTh MTOKPAIIEHHS JIarHOCTUYHMX 3aX0iB [2].

3Bakarouu Ha mporpec y chepi reHeTUUHHUX JOCTIKEHb Ta BIPOBAKEHHSI HOBUX
TEepPaneBTUYHUX CTpaTeTi, aKTyaJdbHICTh BHUBUCHHS I[HOTO 3aXBOPIOBAHHS ITOCTIHHO
3poctae. Takoxk BaxJIUBHM (HaKTOpPOM € Te, 10 CHHApOoM MapdaHna Bpakae MOIOANX
J0JIed, BIUTMBAIOYM HA iX SIKICTh KHUTTS Ta MOTPEOYHOYH JOBrOTPUBAJIOTO MEIUYHOTO
cynpoBony. lle 3axBoproBaHHS, SIK€ BHUMAara€e OCOOJIMBOI yBarw, OCKUIBKH BYacCHO
po3moyare JIKyBaHHS MOKE 3HAYHO MOKPAIIUTU SKICTh 1 TPUBAIICTh KUTTS MAIlIEHTIB.
CorlanpHa 3HAUYUMICTH BUBUYEHHA CHHIApoMy Mapdana Haa3BUYailHO BaXJIMBa,
OCKIJIbKM 3aXBOPIOBaHHS TMPOSIBISIETHCS B JUTHHCTBI a00 B MOJIOAOMY BIilll, MIO
YCKIAJHIOE COLaIbHy Ta TpodeciiiHy ajanTaiilo XBOPUX, BUMAara€ IMOCTIHHOTO
MEJIMYHOIO HATJISATy Ta TICUXOJIOTTYHOT miaTpuMKH [1; 2].

Mera. JlocnmiguTd TPUYMHH PO3BUTKY CUHApoMy MapdaHa, BH3HAYUTH
e(eKTUBHI METOJM JIarHOCTUKHM Ta JIKyBaHHS 3axBOproBaHHA. OIIHUTH MOXIIMBI
HACIIAKU JJIsl PI3HUX CUCTEM OpraHi3My 1 OOIPYHTYBaTW MPOTHO3M JJISl MALIE€HTIB 3
JAHOIO TATOJIOTIELO.

OcHoBuuit 3MicT. Cunapom Mapdana — cmaakoBa ayTOCOMHO-IOMIHAHTHA
MaToJIOTis, IO  XapaKTePU3YEThCS  YPWKCHHSAM  CIONy4YHOI  TKaHWHH. Ll
MYJIBTHCUCTEMHE TOPYIICHHS, IO Bpa)a€ CepIeBO-CyJIMHHY CHCTEMY, OIIOPHO-
PYXOBHI amapaT i1 OpraHd 30py. 3a YacTOTOI CEpela XPOMOCOMHHUX CIaIKOBUX
3aXBOPIOBaHb CHUHIPOM MapdaHa MOCTYMaeThCsl TIIbKA (DEHUTKETOHYpIi, 3aiiMarouu
apyre micre [1; 3].

Cunnmpom oOymoBieHuit Mmytarieto B reHi FBNI1, mo 3Haxomutbest B 15-i
xpomocowmi. Lleit ren konye 61510k GiOpUTiH-1, TKHIA SIBASETHCS OCHOBHUM KOMITOHEHTOM
MiKpoG10puia y CrioydHii TKaHuHI. BHacnigok myTanii nopymryeTbesi GyHKIIOHYBaHHS
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¢16pininy-1, 10 HETaTUBHO BIUIMBAE HA €MACTHUYHICTH Ta MIIHICTh TKAaHWH, 3a3BHYail B
CEpLIEBO-CYAMHHIA CHUCTEMI, OINOPHO-PYXOBOMY arapaTi Ta oprasax 3opy. barato
CHUMIITOMIB CUHAPOMY BHHHUKAIOTh HE CTUIbKU Yepe3 aediruT O1nka (GiOpuiiHy, CKiIbKH
yepe3 HaUMIIOK TpaHchopmyrodoro dakropa pocry-6era (TGF-B), Oinka, skwuii
3a3BUYail 3B’A3yeTbes 3 GiOpuiiHOM. biauzbko 25 % BUNAAKIB MaToNIOrii 00YMOBIIEHI
HOoBUMU MyTaiisimu reny FBN1. V mozeit 3 cunapomom Mapdana BUSIBASIOTH OUIbIIIe
1300 myTamii [2; 3].

Cungpom Mapdana, gk 3aXBOPIOBaHHS, IO HACTIAYETbCS 3a ayTOCOMHO-
JOMIHAHTHUM THUIIOM [2], TPOSIBISETHCA BKE NPH HASIBHOCTI MYTAHTHOTO TeHA B
reTepO3UrOTHOMY CTaHi. XBOpPi [ITH HApPOIKYIOTHCS 3 OJHAKOBOIO YacTOTOO, IO
BIJIMOBIAa€  MPHUHIMIIAM  ayTOCOMHO-JOMIHAHTHOI  cmaakoBocTi.  [laTosoriuna
CHAJKOBICTh MPOCTEXKYETHCS B POJIOBOJII «IIO BEPTHKAM», TOOTO, MPUHAWMHI OJMH 3
0aTbKIB XBOPOTO TaKOX CTPaXK/Ia€ Ha II€ 3aXBOPIOBaHHS. SIKIIO Y POAMHI BXXE € BUMIATKU
MaToJIOr1i, 3pOCTa€ WMOBIPHICTh TOTO, IO HACTYIHI TMOKOJIHHA TaKOX MOXYTh
ycnaakyBaTu nei crad. [Ipubmmuzno y 25 % BumankiB cunapom Mapdana BUHUKAE
BHACIIIJIOK HOBOI CIIOHTAHHOT MyTallli reHa, HaBiTh SKIIO B POJOBOJII paHiiie HE OyJo
B1JIOMHX BHIAJKIB I[OTO 3aXBOPrOBaHHA [3].

Cunnmpom Mapdana € MyIbTUCUCTEMHUM 3aXBOPIOBAHHSM, SIKE MOXE Bpa)kaTH
JIEKUJIbKa OpraHiB 1 CUCTEM opraHizMmy. CUMITOMH MOXYTh 3HAYHO BapilOBATHUCS
3aJIEKHO BIJl CTYNEHS TSKKOCTI 3aXBOPIOBAHHS 1 BIKY IMAIll€EHTa, MPU LBOMY JEsKi
MPOSIBU  MOXKYTh 3'SBJISATHCS BXE B PAaHHBOMY JWTHHCTBI, a 1HII pPO3BUBAIOTHCS
MOCTYIOBO.

XBOpl MaroTh OOAMYYA TPHUKYTHOI (OpMH 3 MamuM MOiAOOPiAIAM, OJIHU3BKO
po3TalioBaHi 04l Ta NTAlIMHWI BHpa3 OO0JHUYYS; ByXa BEJIMKI, BIICTOBOYpYEHI 3
MOJIOB)KEHUMH MOYKAaMH; BHCOKE MIJHEOIHHS, HENpPaBUIbHUN pICT 3yOIB Ta BHUCOKHIA
roJioc; BUCOKHUHM 3pICT, aCTEHIYHA CTaTypa, BEIMKUN Tajelb Pa30oM 3 MI3UHIIEM MOXYTh
OTOYMTH 3am'sacts (cumnroM Mapdana) [2; 3].

OpHuMm 13 HaWOUIBII CEpPHO3HUX NPOSABIB cuHApoMy MapdaHa € ypakeHHs
cepueBo-cyaAnHHO1 cucteMu [3; 4]. OCHOBHUMHM CUMIITOMaMHU € aHEBPU3Ma a0PTH, IO €
HalHEOEe3MEeUHIIUM YCKIQJHEHHSIM CHHAPOMY, OCKUIBKM BOHO HECE 3arpo3y KHUTTIO;
MpOJIaTiC  MITPAJbHOTO KJIAmaHa, M0 MPU3BOAWTH JIO MITPAJIbHOI perypriTaiii;
HEJIOCTAaTHICTh a0PTaIbHOIO KiamnaHa [2; 3; 4].

Jlo cUMOTOMIB CKEJIETHOI CHCTEeMH HalleKaTh aHOMaii pOCTy KICTOK 1
nedopmMaliii ckejeTa: TMOJOBXKEHI KIHIIBKM Ta Talblil (apaxHOMAKTUIiSA) — OIUH 13
KJIACUYHUX CHUMITOMIB CHHJpoMy MapdaHna, npu SKOMY PyKH, HOTH 1 Majblll MalOTh
HEMPOMOPIIIHHO JOBXKHHY; Jedopmanii rpyaHOi KIITKUA: MaIleHTH MOXYTh MaTH
YBITHYTY (pectus excavatum) abo Bunykiy (pectus carinatum) ¢bopmy rpyaHoi KIITKH;
CKOJI103; THYUYKICTh Cyrj00iB — MIJBUILIEHA PYXJIUBICTh CYIJIO01B, 110 MOXKE MPU3BOAUTH
10 HecTabuIbHOCTI a00 00J110; YyacTo peuuauBytoul rpuxi [2; 3; 4]. Cunagpom Mapdana
4acTO CYNPOBOLKYETHCS npoOaemamu 30py [2; 3], cepen SKUX €KTOIis KPHUIITAINKA,
MIOMisA, KaTapakTa i TJIayKoma, 0 MOXKYTh PO3BHHYTHUCH Y MOJojaoMy Bimi. CHHIpOM
Mapdana TakoX BIUIMBAE Ha JUXAIbHY CHCTEMY. Y XBOPHUX MOXKE PO3BHUHYTHUCS
CIIOHTAaHHHWI TTHEBMOTOpPAaKC abo emdizema yereHb [2]. OXHUM 13 YacTUX CHUMIITOMIB
cunapoMy Mapdana € mosiBa po3TsbKOK Ha mIKipi [2; 4], 0coO0IMBO Ha CHHI, CTETHAX 1
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mieyax, HaBiTh 0€3 PI3KUX 3MIH Baru. 3MiHM B HEPBOBIA CHCTEMI MOXYTh BKJIIOUATH
IypajibHy €KTaTa3il0 — pO3IIMPEHHS TBEPAOi MO3KOBOI OOOJOHKH, IO MOXKE
CIPUYUHATH OlIb Yy TONEPEeKy, IMOPYIICHHS YYTJIUBOCTI abo0 1HII HEBPOJIOTIYHI
cumIirTomu [4].

JiarHocTtuka cuHapoMy MapdaHa € KOMIUIEKCHUM MIPOLEcOM, SKUM MoTpedye
peTeNbHOI OLIHKKU CTaHy mnaiienTta. [lepmmii eTan A1arHOCTUKU TOJISTA€ B JIETATILHOMY
aHadi3l CHUMIITOMIB TMali€eHTa 1 (i3U4HOMY oOcTexeHHl. OCKUIbKM 3aXBOPIOBAHHS
BpaXka€e KiJlbKa OpPraHiB 1 CHCTEM, JIarHOCTUYHI 3aX0JU MArOTh OXOTUTIOBATH KJIIHIYHE
00CTeXEeHHs, THCTPYMEHTaJIbHI METOJM MIarHOCTUKHA Ta TEHETWYHE TecTyBaHHA. J[is
MOCTAaHOBKU J[1arHO3Y BUKOPHUCTOBYIOThCA ['eHTChKI KpuTepii [2; 3], sSKi BpaxoBYIOTb
CUMIITOMH 3 PI3HHX CHCTEM OpTaHi3My. 3ajylsi TOYHOTO BCTAHOBJICHHS JiarHO3Y
BaYXJIMBO BPaxOBYBaTH KJIIHIUHI MPOSBU, TEHETUYHI JaHi Ta BIAPI3HUTH 3aXBOPIOBAHHS
BiJI IHIIIMX CTaHIB, SKI MAlOTh MOJAI0HI O3HAKH.

Jnst nudepeHiiitHoi 11arHOCTUKA BaXKJIMBUM € BUKIIIOUEHHSI TOMOITUCTHUHYPII,
OCKIJTbKM 11€ 3aXBOPIOBAHHS MIJIJJA€ThCS TEPANEBTUYHIN Kopekiii. Sk 1 cuHIpoM
Mapdana, TOMOITUCTUHYPIS MPOSIBISETHCS MOPYIICHHSIMHU OMOPHO-PYXOBOT CUCTEMH Ta
eKTomi€er0 KpumTaniuka. OgHaK MPU TOMOUMCTUHYPII MIJBUBUX KPUILITATNKA 3a3BUYAM
B1IOYBa€ThCS BHU3, TOAI SIK Tpu cuHapomi Mapdana — moropu. Kpim Toro, s
TOMOIIMCTUHYPII XapakTepHI Taki TMpOSIBU, SAK 3HWKEHHS 1HTEIEKTY, TpoMOO3H,
TpoMOOeMOO0JIii Ta OCTEOMOpO3 13 MIJABUIIEHUM pHU3UKOM TniepenomiB. IligBuieHuii
pIBEHb TOMOLIUCTEIHY B C€dl € KJIOYOBUM JIarHOCTUYHHM MApKEpPOM, IO JI03BOJISIE
BIJIPI3HUTH 111 JIBa 3aXBOPIOBAHHA [5].

JlikyBanHs cunapomy Mapdana HanuieHe Ha 3anoOiraHHs abo 3MEHIICHHS
YCKIAAHEHb, TOB'S3aHUX 3 ITUM 3aXBOPIOBAHHSM, OCKUIBKH ITOBHOTO BHWJIIKYBaHHS
Hapa3l He icHye. Tepamis BKIIIOYA€e K MEAUKAMEHTO3HE JIIKYBaHHS, TakK 1 XIpypriuHi
BTPYYaHHsI, COPSIMOBAaHI Ha KOPEKLII0 YpPaXXEHUX CUCTEM oOprasizmy. KirouoBumu
acCreKTaMH JIKYBaHHS € MOCTIMHUN MEAUYHHI MOHITOPHHT 1 MpOo(dilaKTHKa CEPIeBO-
CYIMHHUX YCKJIaIHEHbB, III0 € HAMHEOCS3MEUHIIIMMU TS )KUTTS TatiedTiB [3; 4].

[Tamientam 13 cuaagpoMoM MapdaHa peKOMEHYE€ThCSI YHUKATH BAKKUX (PI3UUHUX
HABAHTAXKEHb, SKI MOXKYThb MIJABUIIMTH THUCK HA CEPIEBO-CYJMHHY CHUCTEMY Ta
30UTBIIUTH PU3UK PO3pUBY aopTu. CHOPTHBHI aKTUBHOCTI, IO MepeadadaroTh Pi3Ki
PYyXH, CUJIBHI yaapu a0o0 MITHATTA BXXKKUX MPEIMETIB, 3a3BUYAl HE PEKOMEHIYIOTHCS.
[Ipote MoxHa 3aliMaTHCs IEBHUMU aepOOHUMU BIIpaBaMU ITiJT HATJIAI0M Jikaps [1; 4].

Jlnsi cBO€YACHOTO BHSBICHHSI YCKJIAIHEHb HEOOXIHO TOCTIHHO MPOXOIUTH
MenuuHe oOcTexkeHHs. PerymsipHi ormsiaum y kappaionora (exokapaiorpadiss ms
MOHITOPUHTY CTaHy aopTH), 0()TaIbMOJIOra Ta OPTOINENa € BAKIMBUMHU JJII KOHTPOIIIO
CTaHy TalfieHra [2].

[Iporno3 mis marieHTiB 13 cUHIApoMoM Mapdana 3anexuTh BiJ CTYNECHS
ypaXeHHs PI3HMX OpraHiB 1 CHCTEM, a TaKOX BIJI CBOEYACHOCTI J1arHOCTHUKH Ta
nmikyBaHHs [4]. 3aBOgKuM CydyacHMM METOJAaM JIIKyBaHHS, OCOOJMBO B cdepi
Kap10Xipyprii, TPUBAJICTh 1 SKICTh JKUTTS MAaIll€HTIB 13 cuHIApoMoM Mapdana 3Ha4HO
MOKPAIIWJIUCS B TOPIBHSHHI 3 MHHYJIUMH JACCATIIITTAMH. 32 YMOBHU PETYJSIPHOTO
MEIUYHOTO HATJISy Ta CBOEYACHOTO XIpYypTiuHOTO BTpydaHHs [3; 4] GaraTo mMaiii€HTiB
MOXYTh JKHTH JO BIKYy, IO BIAMOBIJA€ CEPeIHIA TPUBAIOCTI >KUTTSA 3arajabHOI
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nomyssiiii. OCHOBHUMHU (pakTOpamu, IO BIUIMBAIOTH HA MPOTHO3, € CTaH CEPIEeBO-
CYJIMHHOI CUCTEMH, OCOOJMBO a0PTH, @ TaKOK CBOEYACHICTh XIPYPriuHOTO BTPYUYaHHS
npu ii posmmpenHi [4]. [lamientu 13 cunapomom Mapdana 3a3Buyail MOXYTh BECTH
aKTUBHE >KUTTS 33 YMOBU HAJIEKHOTO JiKyBaHHS. OOMEXKEHHsS CTOCYIOTbCS JIMIIIE
BOXKUX (DI3UYHUX HABaHTAXXEHb 1 PHU3UKOBUX CIIOPTUBHUX BHUIIB, SKI MOXKYTh
MIJIBHUIIUTH PU3UK CEPLIEBO-CYJIMHHUX YCKJIaJIHCHb. BIIBIIICTh MAaIiEHTIB MOTPEOYIOThH
PEryJSIPHOTO MEAMYHOIO HArJSAY 1, B JESKUX BUMAAKaX, MOCTIHHOI MEIUKAaMEHTO3HOI
Tepamii g MATPUMKHA HOpMasibHOT (yHKIT ceprs 1 3amobiraHHsl YCKIaIHEHHSM.
Ockinpku cuHIpoM MapdaHna nepenaeTbesi 332 ayTOCOMHO-TOMIHAHTHUM THIIOM, ICHY€
50 % ¥MOBIpHICTD TIepenadl 3aXBOPIOBAHHA TUTHHI. ['eHeTHMYHE KOHCYJIbTYBaHHS €
BKJIMBUM aCIIEKTOM JIJISl TIAIII€HTIB, K1 MNIAHYIOTh MaTH JiTeH [2; 6].

BucaoBku. Cunmpom Mapdana € CKIagHUM MYJIbTUCUCTEMHUM TE€HETUYHUM
3aXBOPIOBAHHSM, SIKE€ BHMAara€ pETENbHOI MIarHOCTHKA Ta TMOCTIHHOTO MEIUYHOTO
KOHTPOJItO. 3aBISKM CY4acHUM IIJIXOJaM JI0 MEIUKAMEHTO3HOTO JIKyBaHHS Ta
KapJloXipyprii TPUBAJICTh >KUTTS MAIIEHTIB 3HAYHO TOKPAIIYEThCS, 1 3a YMOB
PETYISIPHOTO CIIOCTEPEIKEHHS 0arato 3 HUX MOXKYTh BECTH aKTUBHE KUTTS, HaOIMKECHE
710 HOPMAJIBHOTO.

[Ipote, mompu NOCATHEHHS B MEIUWIIMHI, 3aJIUIIAIOTHCA BIIKPUTUMHU MHUTAHHS
I0JI0 1HAMBIAYyai3alli Tepamii Ta TMOIIyKY HOBUX METOJIB JIIKYBaHHS, OCOOJIMBO B
KOHTEKCTI TeHETUYHUX NOCTIKeHb. PaHHS J1arHOCTHKA 3a JOIMOMOTOI0 T'€HETUYHOTO
TEeCTyBaHHS, MOHITOPHUHT CEpIIEBO-CYJIMHHUX YCKJIAAHCHh Ta CBO€YACHE XipypridHe
BTPYYaHHS € KIIFOUOBUMH (haKTOPaMH, ITI0 TIO3BOJISIOTH MTOKPAIIUTH MPOTHO3 XBOPUX HA
cuHpoMm Mapdana.

TakuM YWHOM, NOAANBIIl JOCHKEHHS y c@epi TeHETHUKH, YIOCKOHAJICHHS
JIarHOCTUYHUX METOJIIB 1 PO3pOoOKa HOBHX TEpPaneBTUYHUX IMIJIXOAIB 3aJUIIAIOTHCS
MPIOPUTETHUMU HAIpPSMKAMH JUIsl TIOKPAILEHHS SKOCTI JKUTTS TMAIl€EHTIB 13 UM
CUHIPOMOM.
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